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A. M. bopuc, M. A. Caguenko

OCOBEHHOCTHU AHTUKOATYJISHTHOM TEPAIIUA
Y MAIIUEHTOB C ®UBPUJIISIHUE NPEJICEPINI
U XPOHUYECKOI BOJIE3HBIO [TOYEK

Ouopwusius npeacepauit (OII) sBnsercst camoil 4acToil TaxUapUTMHEH,
BCTpEUaIoIIeiCcs B KIMHUYECKON MpakTuke, U auarHoctupyercs y 20 % manueHToB
¢ xporuueckoit 6ose3nnio mouek (XbII). Taxxke u3BectHo, uto 40-50 % manmenToB
¢ ®II crpanator XBII [1]. CymiectByeT oOpaTHas 3aBUCHMOCTb MEXIY PacdeTHOM
CKOPOCTBIO KiIy00oukoBo# ¢unsTparuu (pCK®D) u pruckoM cMepTH OT JIF0OOM MpHUYH-
HBI: Y MAIllUEHTOB C TEPMUHAIBHON CTaAUEN 1MoyeyHor HepocTtaTouHoCcT U pCKP <
15 mu/mun/1,73 M® pHCK CMEpPTH TOYTH B 6 pa3 Bbiiie, 4eM y mamuentoB ¢ pCK® >
60 mu/mun/1,73 M2 Haubomnee onacubimM ocinoxkuenrneM DI SBIsSETCS UIIEMUYECKUI
MHCYJIBT, (PaKTOPBI pUCKa KOTOPOTro (TIOKUIION BO3pACT, apTepHalIbHASI TUIIEPTEH3US,
3aCTOMHAsA cep/eYHas HeJOCTATOYHOCTh, CaXapHbIi NHA0ET) MHUPOKO pacIpocTpaHe-
Hbl y nanueHToB ¢ XbII. [Toatomy nanuents! ¢ @I u HapymeHHON QyHKIUEH TOYEK
4acTO HYKJIAIOTCSl B AHTUKOATyJISIHTHOW TE€panuu, a OLEHKa €€ IOJIb3bl U PUCKA BbI-
3bIBaeT OOJIBIIUE TPYIHOCTH B KJIMHUYECKOW NpakTHKE [2].

Ha nepBblii B3I MOXKET IMOKA3aThCA, YTO JIyYIIUM aHTUKOATYJISIHTOM JUIs I1a-
uueHToB ¢ XbII MoxkeT ctaTe BappapHH, KOTOPBIH SBJISIETCS aHTarOHUCTOM BUTaMU-
Ha K u He BbIBoguTCS nmouykaMu. Ero 103y MOXHO KOPpPEKTHPOBATH HE3aBUCUMO OT
CTETICHH HapylleHus (pyHKIMHM TodYeK it JocTikeHus menesoro MHO 2,0-3,0.
B Mera-ananuze paHJOMH3UPOBAHHBIX KOHTPOJIUPYEMBIX UCCIIEIOBAHUI OBLIO MOKa-
3aHO, 4yTo npu PII mo cpaBHeHUIO ¢ MUIaLE00 WM ACIUPUHOM Bap(apuH CHUXKAET
puck uHcynbTa npuMmepHo Ha 60 %. OxHako MO CPaBHEHHIO C IPSIMBIMH OPAJIbHBIMU
antukoaryisatamu ([IOAK) npumenenne BapdaprHa yBEIMYUBACT YUCIO OOJIBIINAX
KpOBOTEUEHH M BHyTpHuepenHbix KpoBomsnusHuii Ha 30 % u 30-70 % cootser-
CTBEHHO. DTO MOXET MMETh CYIIECTBEHHOE 3HAYEHHWE Il MAlMEHTOB C BBIPAXKEH-
HbIMU HapylIEHUAMH (QYHKUUU TMOYEK, Y KOTOPBIX MMEETCS MCXOIHO MOBBIIIECHHBIH
pPHUCK KpoBOoTeueHMI. IHOT1a TaKUM MalMeHTaM B KaYECTBE aJIbTEPHATHBBI HA3HAYAIOT
AHTUTPOMOOIIUTAPHYIO TEPANHIO, TPUMEHSISI aCIIMPUH WM €r0 KOMOMHALIMIO C KJIOMH-
norpeneM. OHAKO HEOOXOAMMO MOMHUTH, YTO JIt00ass aHTUTPOMOOITUTApHAs Tepa-
MUs HE SBJISETCS aJIeKBaTHOW 3aMEHON aHTHKOATYJISTHTOB M3-3a MEHbIEH (P (HeKTHB-
HOCTH B MPO(UIAKTHKE HHCYIbTA U @aHAJIOTHYHOTO OOIIEro prcka KpoBoTeueHuit [1].

B Hacrosimiee BpeMst [Uisi MPOPUIAKTUKA KApAUOIMOOIMUYECKUX OCIONKHEHUHN
y nanueHToB ¢ @Il B kayecTBe TEpanuyv IEPBOM JIMHUM HCHOJIB3YIOTCS IPSAMBIE
OpajbHble AHTUKOATYJISHTHI (MHrUOUTOpHl Xa (akTopa U NpPAMbIE HHTUOUTOPHI
TpoM6uHa). Illnpokoe mprMeHEeHue TUX JEKAPCTBEHHBIX CPEIACTB OOYCIIOBICHO HX
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BBICOKOW 3(PPEKTUBHOCTHIO, MPOCTOTOM MpHEMa, OTCYTCTBUEM HEOOXOAUMOCTH
B MOHUTOPUHIE MEXIYHApPOJHOTO HOopManu3zoBaHHoro otHomieHus (MHO) u orpa-
HUYECHUI B AMeTe, yaydlieHueM kadecTBa xu3Hu. Oqnako Bce [IOAK yacTuyHO BbI-
BOJSITCS MOYKaMU, MO3TOMY y nanmeHToB ¢ XbII nuMeercs 0600CHOBaHHBIN PUCK yBe-
au4eHus yucia kpopoteueHuil. CHmkeHnue xe 103l [IOAK B Takux cirydasx MOKET
MIPUBECTH K POCTY BEPOSATHOCTH TPOMOOIMOOITHIECKIX OCTIOXKHEHUH [3].

DddexTuBHOCTH TabuUraTpaHa OblJIa YCTAHOBJICHA B X0J1€ PaHIOMHU3UPOBAHHOTO
uccnenoanusi RE-LY, B kotopom npunsimn yuactue 18113 marmentoB ¢ @I ¢ puckom
pa3BUTHs UHCY/IbTA. J[Be pa3Hbie 10361 qadurarpana (150 mr 2 pasa B aenp u 110 mr
2 pa3a B JIeHb) M3Y4aJIMCh B CpaBHEHUHU ¢ BapdapuHom B panmomusanuu 1:1: 1 [4].
Haburarpan B g03e 150 mMr umen Oosbiryio 3¢ PeKTUBHOCTD, YeM BapdapuH, ¢ aHa-
JIOTUYHOM YacTOTOM OOJBIIMX KPOBOTEUEHHMH (YacTOTa MHCYJbTA WJIM CHUCTEMHOMN
sMO0IMH yMeHbIHiIack Ha 35 % mpu mpuUMEHEHHH Aa0uratpaHa 1Mo CPaBHEHHIO
c Bapapunom). Jloza 110 mMr mmena Takyro ke 3(pPeKTHBHOCTh, KaK BapdapuH, HO
CHIDKAJIa PUCKHA KPOBOTECUCHHH (CHIDKEHHE PHCKa OOJBIIIOTO KPOBOTEUYCHHUSI U BHYT-
pudepenHoro kpoousnusinusg coctaBuiio 20 % u 70 % coorBeTcTBEeHHO). OTHAKO U3-
3a TPEUMYIICCTBEHHO Mo4YeyHoro myTH BbiBeneHus (80 % moueuHO >IMMUHAINN)
IpUMEHEHUE JaburarpaHa y NalleHTOB C YMEPEHHOW MOYEUYHON HEJ0CTaTOUYHOCThIO
(pCK® 30-60 mu/mun/1,73 M°) MPHBOAMT K MOBBIMICHHIO €O YPOBHS B ILIA3Me
B 2—3 pasa [0 CPaBHEHUIO C MAMEHTAMH C HOpMaJbHOHN QyHKIUEH mouek [4].

Ammkcaban m3yqancs B uccnenoBannn ARISTOTLE, B koropom 18201 mammen-
TtoB ¢ @Il ObuUM paHKOMHU3UPOBAHBI JJIs MpHeMa anvkcabaHa wian BapdapuHa [5].
Jlo3a anmkcabana cocTaBisiiia 5 Mr 2 paza B CyTKH, a MOJOBUHHYIO 103y 2,5 MT 2 pa3a
B CYTKM Ha3HayaJM MalUEeHTaM, Y KOTOPbIX UMENIUCh 2 WIH 3 CIEIYIOIMINX KPUTEPHUSL:
Bo3pact > 80 set, Bec < 60 kr, KpeaTUHUH CHIBOPOTKH > 133 Mkmob/n. Tonbko 428
3 9120 manuMeHToB, paHIOMU3UPOBAHHBIX IS MOJY4YCHHUS amukcabaHa, COOTBET-
CTBOBAJIM ITUM KPUTEPHUSIM M TOJydanu 103y 2,5 mr. KomndyecTBo MHCYIHTOB WK
CUCTEMHBIX dMO0ymii ObuTa Ha 21 % Hke pu IpreMe anukcabaHa, yem BapdapuHa,
B OCHOBHOM H3-3a CHW)KCHHSI KOJHYECTBA TEMOpparnyecKux WHCYIbTOB. YacroTa
UIIEMUYECKUX HHCYJIBTOB U CHUCTEMHBIX 3MOOJIMN OblIa OAMHAKOBOW I 000MX
npenapatoB. [Ipu npueme anmkcabana KoJIM4ecTBO OONBIINX KPOBOTEUEHUI CHHU3U-
nock Ha 31 % mo cpaBHeHuio ¢ BaphapuHoM. PesynbTaThl 3QheKTHBHOCTH anmuKca-
OaHa B 103€ 2,5 MT 2 pasa B JIeHb, KOTOpYIO noxydanu u nanuentsl ¢ XbII, cooTBeT-
CTBOBaJIM OOIIMM pe3yJIbTaTaM HCCieIoBaHus [5].

B uccnenosanue ROCKET-AF, B koTopoM cpaBHUBaM 3()(PEKTUBHOCTH pUBa-
pokcabana ¢ BaphapuHoM, Bkirodaiau namueHToB ¢ ®DII u Gonee BHICOKUM PHCKOM
MHCYJIbTa U KpoBOTeueHUM, ueM B uccienoBanusix RE-LY umu ARISTOTLE. Cpen-
Huit 6amn mo mkane CHADS?2 y nmanuentoB uccnenoBannsi ROCKET-AF coctaBun
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3,5, a B uccnenoBanmsix RE-LY u ARISTOTLE — 2,1. [/lo3a puBapokcabana st
14264 paHIOMU3MPOBAHHBIX MAIMEHTOB OMpenessaach mo (GyHKuu novek. CraH-
napTHas no3a coctapisia 20 Mr 1 pa3 B CyTKH ¢ YMEHBIIIEHHEM 10361 10 15 mr 1 pa3
B CYTKH JUIs TIAIIUEHTOB C YMEPCHHOM MOYCUYHOW HEIOCTATOYHOCThIO (ITPH KIMPEHCE
kpeatuaraa CrCl 3049 mur/muH). B 3TOM TpyIie BBHICOKOTO pHCKa pHBapoKcadaH
MPOJAEMOHCTPUPOBAN TaKYIO k€ PPEKTUBHOCTh B MPEAOTBPAILICHUU HWHCYJIbTA WIH
CHUCTEMHOM SMOOJUH U OOIIYI0 YaCTOTy KPOBOTEUEHHI, Kak M BaphapHuH, HO CO 3Ha-
YUTENHHO 00JIee HU3KOM 4acTOTON OONBIINX, (haTaNbHBIX U BHYTPHUEPEIHBIX KPOBO-
TeyeHHi [6].

[Io cpaBHEeHMIO C TAlMEHTAMU C HOPMaJIbHOW (GYHKUIHMEW MOYEK MalUueHThI
¢ ymepenHbiM HapymeHueMm ¢GyHkinuu nodek (CrCl 30-49 mi/MUH) MMEIOT TOBBI-
HIEHHBIM PUCK KAK MHCYJbTA WJIM CUCTEMHOM 3MOOJIMH, TaK U KpOBOTeUeHHs. Mera-
aHaJIN3 PaHIOMHU3HPOBAHHBIX KIIMHIUUECKUX MCCIICTIOBAHUN MMOKA3aJl, YTO y MAIUEHTOB
¢ @II u ymepennout XbII npu naznauenun [IOAK oTMeudaeTcs CHUKEHUE YACTOTHI
WHCYJbTa WJIA CUCTEMHOW SMOOJUU M PUCKA KPOBOTEUEHHUS MO CPABHEHUIO C Mallu-
€HTaMu, IpUHUMaroIuMU Bapdapus. OJHAKO MEXKIY OpalbHBIMU AHTHKOAryJIsTHTA-
MU TMPSIMOTO JEHCTBUS UMEIOTCS CYIIECTBEHHBIE pazinuus. JlaburarpaH BHIBOJAUTCS
MPEUMYIIECTBEHHO IMOYKaMHU, MO3TOMY YPOBEHb Npemnapara U aHTHUKOATYJISTHTHBIM
3¢ (}EeKT cUIbHO 3aBUCAT OT (QYHKUUU MOYEK. ANMKCA0aH U pUBApOKCadaH MperMy-
IIECTBEHHO METabONIM3UPYIOTCS B IEYCHNU U UMEIOT OTHOCUTEIBHO HU3KYIO TTOYCUHYIO
skckpennto (25-35 %) u HeOOoJIbIIOe MOBBIIICHUE YPOBHSI TpernapaTa mpu yxyJiie-
HuM QyHkuu nodek. CrnegoBatenbHo, y nanueHToB ¢ XbII Ha3Hauats maburatpan
HEO0OXOJMMO C OCTOPOXKHOCTBIO, @ OT/IaBaTh MPEANOUYTEHHUE CIIEYET anuKcabaHy WiH
puBapokcabany [3].

VY mamuentoB ¢ ymepennoit XbBII mpeumyrmiecTBo anmkcabaHa 1Mo CpaBHEHHIO
¢ BapdapuHoMm ObUIO mpoaeMoHcTpupoBaHo B uccienoBannu ARISTOTLE, B koro-
poe 6b110 BKIIOUeHo 0Koio 3000 mammentoB ¢ ®IT n pCK® < 50 mm/mun/1,73 M,
AnmkcabaH CHIDKaJ YaCTOTY MHCYJIbTA UM CUCTEMHON 3MOOJINY 1 BBI3bIBAJI MEHBIIIE
OoNBIIMX KpoBOTEeUCHHMH, yeM BaphapuH [7]. HeoOXxoauMo moma4epkHyTh, 4TO 0OJIb-
IITMHCTBO TMAIMEHTOB TOJIy4YaJld anmukcadaH B 03¢ 5 Mr 2 pas3a B CYTKH, M TOJIBKO
omud u3 10 (149 narueHTOB) COOTBETCTBOBA KPUTEPHSAM CHIKCHHS AO3BI 10 2,5 M
2 pa3a B cyTkH (HeoOXxoauMbl ObLIH 2 U3 3 KpuTepHeB: Bo3pact > 80 Jet, Bec < 60 kr,
KPEaTUHUH CHIBOPOTKHU > 133 MKMOJTB/TT).

[IpenmyIiiecTBOM puBapoKcabaHa SBISETCS BO3MOXKHOCTh WHIMBUAYATbHON
KOPPEKIIUH JT03bI JJIsI MAIIUEHTOB ¢ 3a00JIeBaHUEM MoYeK: cTanaaptHas go3a 20 mr 1 pas
B CYTKHU JIJISl IAIMEHTOB C HOPMaJIbHOW MM YMEPEHHO CHIDKEHHOU (DYyHKITMEH MOueK
(CrCl > 50 m/mun) u 15 mr 1 pa3 B cytku ais manueaToB ¢ CrCl 15-49 mn/mum.
dapMaKOKMHETUYECKUE JaHHBIE IMOKa3bIBAIOT, YTO 3TO CHIDKEHHE J03bI Ha 25 %

5



(c20 mr B nmenp 10 15 Mr B J€Hb) MPHUBOIUT JIUIIb K YMEPEHHOMY IMOBBIIICHUIO
ypoBHs npernapara y nmanuentoB ¢ XBIT [8].

ITo cpaBHEHHIO CO BCEMHU paHIOMU3UPOBAaHHBIMU HccienoBaHusiMu B ROCKET-
AF 0ObLia BKJIIOUEHA HanOOJIbIIas 1051 maueHToB (21 %) ¢ yMmepeHHBIM HapyIIeHHEM
¢yuknun mouek. Oxono 1500 manmenToB ¢ ®I1 u CrCl 30-50 mu/mMuH mosryyanu pu-
Bapokcaban B fo3e 15 mr 1 pa3 B cytku. HecmoTpst Ha cHIbKeHUE J03bI IpenapaTa
Y BBICOKHI PUCK MHCYJIbTA Y manueHToB (cpexuuii 6ayn CHADS2 — 3,7), puBapok-
caban B g03¢ 15 Mr He ycrymnan Bapdapuny B npodunaktuke nacynbpra (OP 0,84;
JI1 0,57-1,23). YacroTa OOJBIIMX KPOBOTCUCHHI ObLIa OJMHAKOBON B 00CHX IPyII-
nax ¢ TeHACHIMEeH K YBEIMUYECHHUIO YHCIIA JKETyI0YHO-KUIIIEYHBIX KPOBOTEUEHUM, KO-
TOpasi KOMIIEHCUPOBAJIach CHUYKEHHEM CMEpPTEIbHBIX KPOBOTECUCHUH y TMAIUEHTOB,
NPUHUMAIOIINX pUBapoKcabaH. Y MAaIMEHTOB ¢ yXyAlleHHeM (QyHKIMH modyek (CHU-
xenne CrCl Bo Bpems uccienoBanus 6onee yem Ha 20 %) puBapokcabaH COXpaHsT
KaK MUHUMYM TakoM k€ Xopowui npopuiab 3GPEeKTUBHOCTH U OE30MaCHOCTH, KaK
u Bapgapus [9].

N3-3a kputepreB UCKIIOYEHUS B PAHIOMU3HPOBAHHBIX MCCIICOBAHUSIX UMEETCS
Oo4YeHb MaJIo AaHHBIX 0 npuMeHeHn [TOAK y manueHToB ¢ TSHKeNbIM MOpaKeHUEM 0~
yek (CrCl 15-29 my/mun). Tem He MeHee, aHAIN3 PETPOCIIEKTUBHBIX HEPaHIOMHU3HPO-
BaHHBIX MCCIIEJI0BaHUH, PapMaKOKUHETUIECKHUX JAHHBIX, SKCTPAIIOJIALNS PE3yIbTaTOB
UCCIeIOBaHUI manueHToB ¢ yMmepeHHod XbBII moarBepxmaroT 1eaecooOpa3HOCTb
NPUMEHEHUS anukcabaHa U puBapoKcadaHa y TaHHOM KaTeropuu narueHTos [3].

C y4eToM MpeuMyIIECTBEHHO MOYEUYHOTO MEXaHW3Ma BBIBEIACHHS NMPUMEHEHHE
naburatpana y narpenToB ¢ CrCl < 30 mu/MuH MpoTHBOMOKa3aHO. ANMKcabaH JTUICH-
3UpOBAH IS UCTIOJIb30BaHUS MPU KJIMPEHCE KpeaTUHUHA 25 MJI/MUH Ha OCHOBAHHH
kputepueB BkitoueHus B uccienoBanne ARISTOTLE. Ony6nukoBanHbiii cybaHamms
270 mmaruenToB ¢ CrCl ot 25 1o 29 mu/MHUH nOKa3asi 3HAYUTEIIbHOE CHUKEHUE YHCIa
KPOBOTCUCHHI NMPH MPUMEHEHUU amnuKkcabaHa 1o cpaBHeHHIo ¢ Bapdapunom [10].
Nwmerommuecss HEMHOTOYHCIIEHHBIE TaHHBIE O MPUMEHEHNHU pUBapoKcadaHa y MalMeHTOB
¢ Tsokeniort XBIT cBuaeTensCcTBYIOT, 4TO penapaTt uMeeT 3G PeKTUBHOCTh U Oe30mac-
HOCTh TI0 KpaifHEeW Mepe SKBUBAJICHTHBIC BappapuHy. Y MalMeHTOB Ha (HOHE Teparmuu
Bap(hapuHOM U PUBAPOKCAOAHOM OTMEUYEHO YJIydIlleHUEe KIIyOOUKOBOUW (hHUIBTpaIui,
Oostee BeIpaKEHHOE B rpyIine puBapokcabana [11, 12]. [Ipu Hauane aHTUKOATyJISHT-
HOW Tepanuu y naueHToB ¢ Tsokenoi XbII HeoOXoauMo ydUThIBaTh OTHOCUTENIbHBIE
PHUCKH M MPEUMYIIECTBA JICYCHUS, a TaKKe COONIOAATh OCTOPOKHOCTh MPU HATWIUH
HEYCTPaHNUMOT'O BEICOKOTO PHCKA KPOBOTEUCHUSI.

B nHacrosiiee BpeMst HET €IMHOTO MHEHHUSI, CIIEAYeT JIM MPOAO0KATh (MM Ha4U-
HAaTbh) aHTUKOATYJISIHTHYIO Tepanuio y nauueHToB ¢ PII m TepMUHAIBHON CTaauen
noueuHoi HemoctaTogHOCTH (CrCl < 15 Mi/MUH) WM TOTYYAIOIIUX 3aMECTUTEIIbHYTO
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MOYEUHYI0 Tepanuio. YacTo y 3TUX MAallMEHTOB PUCK WHCYJIbTA MPEACTABISIETCS MEHEe
aKTyaJbHOW MpoOJIeMON M3-3a TSHKEIBIX COMYTCTBYIOIIMX 3a00JIEBaHUI, BBICOKOIO
pUCKa KPOBOTCUCHUI W HAMYMUSl KOHKYPUPYIOIIMX PUCKOB. MeTta-aHanu3 o0OcepBa-
[IMOHHBIX UCCJIEIOBAHUNA BapdapuHa B 3TOM KOTOPTE MAIMEHTOB CBUIETEIHCTBYET
O 3HAUUTEJIBHOM YBEIUYEHUU YacCTOThl KPOBOTEUCHHM (BKIIIOYAsh T€MOPparHuecKuid
MHCYJBT) 0€3 SIBHOTO CHMKEHHS YaCTOTHI UIIEMHUYECKOTO MHCYJIBTA WU CMEPTHOCTH
[13]. OtnensHOM Mpo6IIEMOiA, CBSI3aHHOM C IPUMEHEHUEM Bap(apuHa y TaKUX Mallu-
€HTOB, SIBJISIETCA ObICTpOE pa3BUTHE KaNbIM(PUKALNN KPOBEHOCHBIX COCY/IOB, BILIOThH
10 (aTanabHOrO OcCloKHeHUsT — Kanbiuduiakcun [14]. U3sectro, uro g0 70 % ma-
[UEHTOB C TEPMUHAJIBHOW cTaguel OOJE3HM MOYEK, HAuyaBIIUX MPUHUMAThH Bapda-
PHH, TI0 Pa3HBIM MIPUYMHAM MPEKPAIIAIOT €ro B TEUCHHE TepBoro rojaa [3].

Nmerorest orpannyeHHsie nanHble 0 npumeHeHnn [IOAK npu tepmuHanbHON
XBII. [IpeanonaratoT, YTO OHM BBI3BIBAIOT MEHBIIE KPOBOTEUYEHHI, 4eM Bap(dapuH,
OJIHAKO OCTAeTCsl HESICHBIM, SIBJIAIOTCS JIM OHHM Ooiiee 3((HEKTUBHBIMU B CHH>KCHHHU
YacTOTHl MHCYJBTA, U MEPEBEIINBACT JIU MOJb3a OT MPO(PUIAKTUKA UHCYJIbTAa PUCKH
OOJBIIINX KPOBOTEUECHUN. B 0THOM HEOOJIBIIIOM HCCIICIOBAHUU MAIIUEHTHI, HAXOMIs-
IIMeCsl Ha reMoAnalii3e, ObUIM PaHJIOMU3HPOBAHbI B 3 Tpymmbl: 1-s rpynmna npuHu-
Masa Bapdaput, 2-s rpymmna — puBapokcaban 10 mr 1 pa3 B gens, 3-s rpyrna — pu-
Bapokcaban 10 mr 1 pa3 B aens u Butamun K2 2000 mxr 3 pasa B Hememnto. beuio
MOKa3aHO OTCYTCTBHE Pa3IM4YMil B 4YaCTOTE WHCYJIHTOB MPH MpUEME pUBapokcabaHa
¥ BapdapruHa U YMCHBIIICHUE YKCIIa KPOBOTECUCHHUI B TPYIITIE MAlMEHTOB, TPUHUMA-
IOIUX puBapokcadan [15].

B nccnenoBanne RENAL-AF 6putn BriTtoueHs! 154 manuenTa, KOTOpbIE HMETH
®II u Haxomumuch Ha remoamanm3e. [lamueHTaM ciiydaiiHbIM 00pa3oM Ha3Hayaau
1:1 no 5 mr anmkcabana 2 pasa B jaeHb (2,5 Mr 2 pa3a B JCHb IS MAIllMCHTOB
>80 net, Bec < 60 kr unu u TO, U Apyroe) unu Bapdapud. [lepBUUHON KOHEUHOM
TOYKON OBLIO BpeMsi 10 OOJBIIOTO WM KIMHUYECKH 3HAUMMOTO MaJloTo KpOBOTEUe-
HUs. BTopuWyHbIE MCXOIBI BKIIOYAIU WHCYJIBT, CMEPTHOCTh M (HapMaKOKHHETHKY
anukcabana. McrnipiTanne ObIO OCTAHOBJIEHO MPEKIEBPEMEHHO M3-3a MPOOJIEM C pe-
rucTpanueir. OTMedeHa HeJOCTAaTOYHOCTh OCHOBAHUMN JJISl KAaKUX-JTHMOO BBHIBOJOB OT-
HOCHUTEJIPHO YacCTOThI OOJIBIIUX WJIM KIMHWYECKH 3HAYMMBIX MAJIbIX KPOBOTCUCHHIMA
MpU cpaBHeHMH anukcabana u Bapdapuna y nanuentoB ¢ OII u TepmuHaIbHOM cTa-
nuenr XbII, Haxomsmuxcs Ha remoauanuse. KIIMHMYecKkn 3HauMMBble KPOBOTEUYEHUS
o ipumepHo B 10 pa3 yare, yeM UHCYNIBT WM CUCTEMHAs SMOOJIMS CpeId Malu-
CHTOB, MMOJIy4aBIINX aHTUKOATYJISHTHI [16].

B ogHOM pEeTpOCHEKTHBHOM KOTOPTHOM HCCIIEIOBAaHWW OIeHWBaIH d(h(eKTrB-
HOCTh M 0€30MacHOCTh anukcabaHa y nanueHtoB ¢ OII, Haxomammxcs Ha TeMONAIII-
3e (521 mamueHT), MO CpaBHEHHIO C MAIMEHTaMU, KOTOPHIE HE MOJyYalld aHTUKOAry-
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asHTH (1561 manueHT). Y manueHToB ¢ MoYeuHOr HeqocTaTrouHOCThio i DI teueHue
anuKcabaHOM HE CHUXAJIO0 YacTOTYy WHCYJIBTOB, TPAH3UTOPHBIX MIIEMHYECKUX aTak
WIM CUCTEMHBIX TPOMOO3MOOJIMIA, HO YBEIMYMBAJIO YACTOTY (paTaibHBIX WM BHYT-
pHUEpEIHBIX KpoBOTeUeHuH [17].

[To manHBIM MeTa-aHaIM3a MATH WUCCIAEAOBaHUM ¢ ydacTueMm 34516 marmeHTOB
¢ ®II u TepMUHATILHOHN CTaAMEH MOYCUHON HEAOCTATOYHOCTH HE OBLIIO OOHAPYKEHO
CYUIECTBEHHBIX PA3IMYUN B 4aCTOTE FEMOPPArHueCKOro MHCYIbTa, OOJBIINX KPOBO-
TE€YEHH, KPOBOTEUEHHI B MECTE JOCTYIA JUIsl FEMOINAIN3a, HIIEMUYECKOTO HHCYJIbTA
U JKeITyI0YHO-KUIIeUYHbIX KpoBoTeueHud mexay [TOAK u Bapdpapunom. Opnako ya-
CTOTa CUCTEMHBIX AMOOJIHI, MAJIbIX KPOBOTEUEHUH U JIETAJIbHBIX UCXO0B ObLIA BBHIIIE
y nmarueHToB, noaydasimx [IOAK, yem B rpymie Bapdapuna [18].

TpaHckaTeTepHOE 3aKpBITHE YIIKA JIEBOTO MPEACEPIUs MOXKET ObITh allbTepHa-
THUBOM MOKU3HECHHOM aHTUKOATYJIIHTHOM TE€PANMUU y MAIIMEHTOB C MIPOTPECCUPYIOLICH
XBIT n ®II, obecnieunBas TeM cambiM 3(PHEKTUBHYIO MTPOPUIAKTUKY TPOMOOIMOO-
i 0e3 yBeIMUYEHUS pUCKa YTPOXKAIOIINX KU3HU KpoBoTedeHwmid [19].

Takum 00pa3oM, aHTUKOATYJISHTHAs TEpanus HACTOSATEIBLHO PEKOMEHIYETCS
BceM naruerTaM ¢ ®I1 u ymepennoit XbIT (CrCl 30—49 mn/mun). [Ipu HazHavyeHUH
[TOAK oTmeuaeTcsi CHUKEHHE YaCTOThI MHCYJIBTOB WJIM CUCTEMHBIX SMOOJIMN U pUCKa
KPOBOTEUEHH 10 CPAaBHEHUIO C MallMEHTaMu, TpUHUMaroIMMu BapdapuH. [lanuentam
¢ TsbkensiM 3a0oneBanreM rmouek (CrC 15-29 mu/mMuH) cieyeT paccMOTPETh BOIIPOC
O HA3HAYEHUU AHTHKOATYJISIHTOB, €CJIM OTCYTCTBYET HENPUEMJIEMO BBICOKHMH PHUCK
KPOBOTEUEHHUSI, HE MOJJAONIMICT KoppeKiuu. [IpennoyTuTensHpIMU TIpenapaTaMu
B OTOM CJIy4ae SBJISIIOTCA alnuKcabaH v puBapokcabaH. Y MaeHToB ¢ TEPMUHATIBLHOM
cragueint XbII nmpuMeHeHne aHTUKOATyJITHTOB MOKET 3HAYUTENBHO MOBBIIIATH PUCKU
KPOBOTEUYECHHUI U JICTAIIBHBIX MCXOJOB, YTO MOJAUYEPKUBAET HEOOXOIUMOCTH MPOBEIE-
HUSI HOBBIX PaHAOMHU3UPOBAHHBIX MCCIIECIOBAHNM, OLIEHUBAIOIINX PUCK M TMOJIb3Y aH-
TUKOAryJISHTHOW Tepanuy y JaHHOM KaTeropuu MalueHTOB. TpaHCKaTeTepHOe 3a-
KpBITHE VIIKa JIEBOrO MpeAcepAuss MOXKET ObITh aJbTePHATUBOM MOKU3HEHHOU
AHTUKOAryJIsIHTHOU Tepanuu y nanueHToB ¢ OII u nporpeccupyromein XbII.
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H. @. Copoxka

NUMMYHOI'JIOBYJIMH G4-CBA3AHHOE 3ABOJIEBAHUE:
KIIMHNYECKUE NPOABJIEHUSA, TUAT'HOCTUKA, JEYEHUE

Bpau MOXeT moCTaBUTh MPaBUJIBHBIN AUArHo3 OOJE3HU TOJIBKO B TOM Cilydae,
€CJId OH 3HAaeT 3Ty mnatojoruio. UyTe Oobllie MecATH JIET Ha3aJl MOSBUIACH HOBas
HO30JIOTHYeCKass ¢Gopma — «uMMyHorinoOyimuH (G4-cBs3aHHOe 3a00JIeBaHUE)
(19G4-C3). D10 MMMyHOOTIOCPEIOBaHHOE (PUOPO3HO-BOCTIAMTEIBLHOE 3a00JICBaHHE,
XapaKTepU3yrolieecs: BO3HUKHOBEHHEM OITyXO0JIENOJOOHBIX 0YaroB B pa3iu4HbIX Op-
raHax C YHHUKaJIbHOW THCTOJIOTMYECKOW KapTHHOM W ToBbIMIeHHEeM YypoBHs [gG4
B CBIBOPOTKE Y OOJIBIIMHCTBA NAllMEHTOB. BO3MOXHO Kak 0OHOBPEMEHHOE, TaK U IO0-
CJIeIOBATEILHOE BOBJICUCHHE TIPAKTHIECKH JTI000T0 opraHa. Y manueHnToB ¢ 1gG4-C3
HaOmonaercss Aud@Py3HOe WM OYAroBO€ YBEIMYECHUE OPTaHOB WM Y3EIKOBBIC/
YTOJIIEHHbIE TIOPaXEeHUs ¢ O0MIbHON nHpUIbTpanue 1gG4-mo3uTHBHBIMHA TJIA3MO-
uutaMu 1 pudpozoM. OnyxoneBuAHbIE 00pa30BaHUS M 3HAYUTEIHHO MOBBIIIECHHAS
KOHIIEHTpaIusi cbiIBOpoTouHOro 1gG4 sBnsitoTcst HanboJee YaCThIMU KIMHUYECKUMU
MPOSIBJICHUSAMU 3TOT0 3a0oeBanus [1, 2].

1gG4-C3 mokeT BeTpeuaThesl IOUTH BO BCEX OpraHax Tela, OJHAaKO 3TO 3a0o0Je-
BaHUE NMPEUMYILIECTBEHHO MOPAKAET MOKETYI0UHYIO JKeJe3y, OPOUTHI CIE3HBIX XKeJe3,
KPYIHBIE CIIFOHHBIE JK€JIE3bl, IIUTOBUAHYIO JKeJle3y, KEeTUEBbIBOAIINE ITyTH, JETKHE,
MOYKH, 3a0pIOIMIMHHOE POCTPAHCTBO, JuMbaTrnueckue y3ibl. Tombpko y 10-20 % ma-
IIMEHTOB HaOmrogacTcs mopaxkeHue omHoro oprana [3]. 1gG4-C3, ocoOeHHO Takue
MIPOSIBJICHUSI, KaK ayTOMMMYHHBIN MMaHKpEaTUT, 3a0pIOMWHHBIN QuOpo3, TyOyI0nH-
TepCTULIMATIBHBIA HEPPUT, Yallle BCTPEUAIOTCS CPEId MY KUHUH CPEIHEro U CTapIIero
Bo3pacta. CTerneHp TsHKeCcTH 3a00JIeBaHUSI OJIMHAKOBBI Y MY>KUUH M JKCHIIIVH.

KnvHnueckre CUMITOMBI BapbUPYIOT B 3aBUCHMOCTH OT OpraHa, B KOTOPOM
PacoJIOKEeHbl TOPAKEHUS, YTO 3aTPYAHSAET MOUCK KPUTEPUEB, OXBATHIBAOIINX BCEX
nanueHToB ¢ 1gG4-C3. B nenom 1gG4-C3 — 370 Gosiee pacrpocTpaHeHHAs MaTOJIO-
r'vsi, 4eM MHOTHE Jpyrue 3a0ojeBaHus, KOTOpBIE JIeYaT pPEeBMATOJIOTH, K MpPHUMEpY,
BCTpEUaeTcs yallle, 4yeM cUcTeMHbIi ckiepo3 win AHIIA-acconurpoBaHHbIE BacKy-
muThl. Ha ceromgusmamii neHs 3a001€BaeMOCTh dTOM 00/e3HBI0 B SITIOHWH OlleHHWBa-
etcs mpuMepHo B 1 ciyuqait va 100 000 [4].

Hcrtopus uszyuenus 1gG4-cBsizannoro 3a6oneBanus. Vcropus 1gG4-C3 kak
CaMOCTOSITENIbHOM HO30J0TMM Hadasach ToJdbko B 2001 r. XXI B. ¢ ycTaHOBIICHUS
CBSI3U CKJIEPO3UPYIOLIET0 AyTOMMMYHHOTO TaHKpeaTuTa ¢ runepcekpenuen [gG4 [5].
ITonarue o cucTteMHOCTH 3a00JIEBaHMS HAYAJIO CKiIaabiBaThbest TobKO ¢ 2003 r., korma
OBLITM OMMCAHBI BHETIAHKPEATUUECKHUE TTOPAKEHUS TIPU ayTOMMMYHHOM TaHKpeaTHUTe.
[Tocne Toro, kak mpu 3TOM 3a00JieBaHUU OBUIO OOHAPY)KEHO TMOBBIIIEHHWE B KPOBU
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ypoBHs 1gG4, mopakenune pa3HbIX OpraHoB ctanu cBsa3biBath ¢ 1gG4. I[losBuiiock
MHO>KECTBO Ha3BaHWI OJHOIO M TOTO e: «3abojeBanue, cBszaHHoe ¢ 1gG4», «cu-
cTeMHoe 3a0oiieBanue, cBsizaHHoe ¢ [gG4», «IgG4-cunapomy, «IgG4-accounupoBan-
HOe 3a00JieBaHUE», «CKIIepo3upyrolas 0oJie3Hb, cBa3aHHas ¢ 1gG4», «cucremHoe
CKIIepo3upytoiee 3aboneBanue, cBsa3anHoe ¢ 1gG4», «ayrTonMMyHHOE 3a00JIeBaHKE,
cBszanHoe ¢ 1gG4y, «IgG4-monoxxutenbHbId MONMOPTaHHbIN TUMQOIpoIrdepaTrB-
HBII CUHApPOMY», «0one3Hb rumnep-IgG4», «CucTeMHBIN IIa3MalUTapHbIi CHHIPOM,
cBa3aHHbIN ¢ 1gG4», «CUCTEMHBIN CKIEPO3UPYIONIUN CUHIIPOM, CBA3aHHBbIN ¢ 1gG4»,
«MyJIbTHGOKATBHBIA (PUOPOCKIEPO3», «MYJIbTU(HOKATHHBIN HAHOMATHYCCKUN (Puo-
POCKIIEpO3».

Coget mexayHapoanbix skcreptoB B 2011 r. B boctone (CIIIA) npunsn npen-
JI0’)KEHHOE SITOHCKUMU ucclienoBarenaMu HazBaHue «IgG4-cBs3anHoe 3a001€BaHKE)
(IgG4-related disease) n mpu3Ball 0TKA3aThbCs OT JIPYTMX TEPMUHOB M MCTOPHUYCCKH
CJIOKUBIIMXCS Ha3BaHWil. Ha3pIiBaTh HE «acCOLMMPOBAHHOE», & UMEHHO «CBSI3aHHOE
c 1gG4 3aboneBanue» [6]. B 3Ty HOBYIO HO30JIOTHYECKYIO €AMHHUITY BOIILIA MHOTHE
CUHJIPOMBI, PAHEE CUMUTABUIMECS CAMOCTOSITEJIbHBIMA M HUJIMONATHYECKUMH, KAK-TO
BOCIIAJINTEINIbHBIE TICEBIOOMYXOIU, CUHIApOoM Mukynnda, omnyxoib KrooTTHepa, TH-
peounut Punens, 6one3us OpMoHIa, MeTUACTUHATBHBIN (PrOpO3.

Kaunnuyeckue nposiBiaenusi. Pazsutne 1gG4-C3 gacto compoBoXXmaeTcs 3Ha-
YUTEILHOM TOoTepelt Beca Ha 20 u 6oJiee KMIOrpaMMOB, HO 0€3 JTUXOPaIKHU.

Buyrpuuepennbie nmopasxkenus. [lopaxxeHne LEHTpaJIbHOW HEPBHOW CHCTEMBI
npu [gG4-C3 BcTpedaeTcs OTHOCUTENBHO PEAKO, IPU 3TOM HamboJiee 4acTbIMU MPO-
SBJICHUSIMU SIBJISIFOTCSL TUTIO(MU3UT U TUNIEPTPOPHUUECKUil MaxuMeHUHTUT. Pexe peru-
CTPUPYIOTCSL BOCHIAIMTENIbHASL TICEBAOOIYXO0JIb, HEUPONATUS U MEPUHEBPATIBLHOE 3a-
OooneBanue, cBsazanHoe ¢ IgG4. B nureparype omucaHbl MOpaMXEHUST MO3TOBBIX
000y104eK (MMUTAIMST MEHUHTHOMBI), JKETyIO0YKOB, THMO(H3a, 4epermHO-MO3TOBBIX
HEPBOB U MapEHXUMBbI TOJIOBHOTO MO3Ta.

[Ipu nopakeHHH KaBEpPHO3HOTO CMHYCA BO3MOKHBI Mapajiny YepernHbIX HEPBOB,
peTpoopOuTanbHas 00Jib, HAPYIICHUS 3PEHUS (IAUIIONHUS WM CHUXKEHUE OCTPOTHI
3pEeHMs) U Mapainy SKCTpaoKyIapHbIX MbIl. [gG4-C3 B cpenHeil yepenHoil sSIMKe,
HAMETE MO3)KE€UKa W 33JHEM YEpPENHOMN IMKE MOXeT BbI3bIBaTh napanuy VI-XII yge-
pPEMHBIX HEPBOB W/WJIM MO3KEUKOBYIO0 aTakcuio. [{uddysHoe mopaxeHue TBepaoi
MO3TOBOM 000JOYKH COMPOBOXKIACTCS T€HEPATU30BAHHBIMA CHUMITOMAMH, TaKUMH
KaK XpOHUYECKHE TOJOBHBIE 00JIM, CYJIOPOTH U KOTHUTUBHBIC HapyiieHus. [Ipu Bu-
3yanu3aluuu runo@usuT, cBa3aHHblid ¢ [gG4, MOXKET MPOSIBISATHCS YTOIIIEHUEM HOXK-
KU runodusa, yBeamdyeHrem runodmusa [7].

IMopa:kenus riaa3. 3a0oeBaHNEe MOXKET MOPAKATh Pa3HbIC TJIA3HBIC TKAHU, Ta-
KM€ KakK CJIe3Hasl Kelie3a, SKCTPAOKYyJIIpHbIE MBIIIIBI, OpOUTalIbHAS KUPOBasi KIIET-
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yaTKa U TPOUHUYHBIA HEpB. OCHOBHBIMH KIMHUYECKUMH MPOSBICHUSIMU SIBJISIIOTCS
XPOHMYECKUN 0€300J1e3HEHHBIN OTEK OpPOUTHI WU OJHOOOKOM OpOMTHI M MPOITO3,
KOTOPBI MOXET COMpPOBOXKIAaTh nepudepuyeckas aumdbaneHonaTus. 3abojeBaHue
OpOUTHI YACTO OCJOXKHAETCS SK30(TaTIbMOM H3-3a BOBJICUEHUS IKCTPAOKYJISPHBIX
MBI WM HATHYUSI OpOUTAIBHON TICEBI00NYXO0aM. OOBIYHO HapyIIEHUE 3PEHUSI He-
3aMETHO, HO B TSDKEJIBIX CIy4asiX OHO MOXET MPUBECTH K MoTepe (HYHKIIUU TOpaKeH-
HBIX TKaHEH U OPraHOB U MOBJIMATH HAa OBCEAHEBHYIO KU3Hb MallMeHTOB. Yaile Bce-
ro pa3BUBACTCS XPOHUYECKUH CKICPO3UPYIOIIHUNA JAKPHUOAIEHUT, YTO MPOSBISETCA
XPOHUYECKUM 0€300JIe3HEHHBIM OTEKOM MJIM MponTo3oM opoutsl. Koraa 3aaeicTso-
BaHbI IKCTPAOKYJISIPHBIE MBIIIIIBI, Y TAIMEHTOB MOTYT HAOIIOAAThCSl OTPaHUYCHHbBIC
IBYDKEHUS TJ1a3, JUIUIONUS WIM Kocoryasue. B ciydae, Korjaa nopaXXeHHbI y4acToK
PacoJIOKEH BOKPYT 3pUTEJILHOIO HEPBA M CAABIMBAET €0, 3pEHUE MAllMeHTa PE3KO
YXYIIIAETCs U3-3a MOBPEXKACHUS 3pUTEIILHOTO HEpBa [ 8].

Ilopa:keHue KPyNHBIX CJAIOHHBIX KeJie3. [lopaxeHue CIFOHHBIX JKENe3 MOXKET
MPOSIBIISITHCS OOJIBIIUM YBEIMYEHUEM CIIOHHBIX KE€J€3 WM CKIEPO3UPYIOIIUM CHa-
noaneHuToM. Cre3Has )Kelie3a, OKOJIOYIIHAs XKeje3a U MOJHMKHEUEIIOCTHAS JKelle3a
OOBIYHO MOPAXKAIOTCS BMECTE B pa3iIMYHbIX coueTaHusXx. CoueraHue yBEIUYEHUs
CJIE3HBIX, OKOJIOYIIHBIX M MOJHMKHEUETIOCTHBIX JKeJle3 paHee Ha3blBaJIOCh «0o0Jie3-
HbIO MuKynyay.

Haunbonee yacto B ne0roTe 3a00JieBaHMS MOPAXKAIOTCA TMOAHMKHEUEITIOCTHAS
CJIFOHHAs Kelie3a U OKOJIOHOCOBBIE Ma3yxu. YacTo OJHOBPEMEHHO BBISBIISIETCS T€HE-
panu3oBaHHas JuMdaneHonatus. jisi KOppEeKTHONW MOCTAHOBKU JIMAarHo3a HEO0O0XO-
JMMO TIPOBOJUTH MAJIOMHBA3UBHYIO MHIU3NOHHYIO OMOIICHIO CIIOHHBIX K€Je3 C Mo-
CIIEIYIOIKUM MOP(OJIOTHYECKUM UM HMMYHOMOP(OJOTHYECKUM HCCIIEOBAHUEM.
Oo6napyxenue 6omnee 40 % miazMaTHYECKUX KIETOK, cekpeTupytomux 1gG4, B Tkanu
CITFOHHOM JKeJIe3bl — BaXKHBIN ITOKa3aTesb s TOCTaHOBKH Jquarnosa 1gG4-C3.

Iopa:xkenuss mmuToBHAHON kese3bl. [lpu IgG4-ceia3anHoM 3a0oneBaHUU
BCTpEYaroTCs JABE (POPMBI MOPAKEHUS IIMTOBHUIHOM >KeJIe3bl — TUPEOUIUT Pupesns
1 (pUOPO3HBINA BapUaHT TUPEOUIUTa XammumoTo [9].

B nons3y 1gG4-C3 npu nopakeHur IIMTOBUAHOM KeJae3bl MOTYT YKa3bIBaTh
YBEIMYECHHUE IUTOBUIHON KEJE3bl, TUIIO3XOTCHHbIE YYACTKH LIUTOBUIHOU KEJE3bI
IIpU yJbTPa3BYKOBOM MCCIIEIOBAaHNH, IOBBIIIEHHBIA ypoBeHb [gG4 B CBIBOpOTKE
KpPOBH, TUCTOIATOJIOTHYECKUE JaHHBIE, BOBJIIEYEHUE B MATOJIOTMYECKUN MTPOLIECC APY-
I'MX OpPraHoB.

Tupeougut Punenss — penkoe, MeJIEHHO MPOTPECCUPYIOIIEE BOCTIAIUTEIHLHOE
3a00JIeBaHKE IIUTOBUIHOM KeJe3bl, IPU KOTOPOM OJIHA WJIK 00€ JOJU YBETUYUBAOTCS
Y 3aMEUIAl0TCA COECIWHUTEIBHON TKaHBIO, YTO COIPOBOXKIAETCS KOMIIPECCHEN CO-
CEIHUX CTPYKTYyp meu. PuOpo3upoBaHue YacTO PaclpOCTPAHSIETCs 3a MPeeibl Kal-
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CyJIbl IIMTOBUAHOM KeJe3bl U MOopakaeT cocenHrue opraHbl. OObIYHO 300 TBEPIIBIA,
«KaMEHHMCTOM IJIOTHOCTU» U CIasH C OKPYKaIOIIKMMHU TKaHsAMH. [lanuentoB Gecno-
KOSIT OJIBIILIKA, OCHUILIOCTh I'0JIOCA, 3aTPyJHEHUE AbIXaHUA U ioTaHus. [[ns Oonb-
[IMHCTBA IALMEHTOB C TUpEOMIUTOM Punens xapakrepeH sytupeos. Hapymienue
(GYHKIIUM IIUTOBUIHOM KeJe3bl MPOUCXOANUT U3-3a OOIIUPHOTO 3aMEIICHUS KEJe3H-
CTOM TKaHHW HE(PYHKIIMOHHUPYIOUIEH COEAMHUTENBHONW TKaHbIO, YTO MPOSBIISIETCS pas3-
BUTHEM THUIIOTUPEO3a C MOBBILICHHBIMU TUTPAMHU AHTUTEN K THUPEOTJIOOYIHHY U TH-
peonepokcuase.

Kpome tupeonauta Punens, B cnekrpe 1gG4-C3 paccmarpuBaercs ¢hpubpo3upy-
IOIIUI ayTOUMMYHHBIM TUPEOUIUT (TUpeonauT XamumoTo). OH yaie BeTpedaeTcs
Yy MOJIOJIBIX MY’KYUH CO 3HAYUTEIBHO MOBBILIEHHBIM YPOBHEM aHTUTEN K THPEOTJIO-
Oynuny u Tupeonepokcuaase. [Ipu Y3U BoIsBIsAE€TCS MOHMKEHHAS 3XOT€HHOCTh TKa-
HHU IIUTOBUIHOM K€JIe3bl. Y MAMEHTOB C TUPEOUAUTOM XalIMMOTO BBICOKMH PHUCK
pPa3BUTHS THIIOTUPEO3a, MOKET Pa3BUBATHCA 3HAUMTEIBHOE YBEIMYECHHE IIUTOBHUI-
HOU JKE€JIE3bI, YTO YACTO CIYKHUT MOKA3aHUEM K TUpeou1dKToMud [10].

Ilopa:keHus1 Jerkux m miaeBpbl. KilMHUYECKHE CUMITOMBI IIPU MOPAXKEHUSAX
JIETKUX HECHEeIU(PUYHBI U MOTYT BKJIIOYATh OJBILIKY, CYXOH Kalleib, 001b B TPy,
CUHJIPOM OpOHXHaJIbHOM 0OCTpyKIMH. bojee ueM y MojoBHHBI MAaLMEHTOB MOpaKe-
HUSA JIETKUX MPOTEKAIOT O€CCUMIITOMHO U BBISBIISIIOTCS TOJIBKO MPU BU3yaJIU3aLUU.

[Topaxenne nerkux Bcrpedaercs y 10-30 % namumentos ¢ [gG4-C3. Ono moxer
MPOSIBJISITBCS YETHIPbMSI KIIMHUYECKUMU JIETOYHBIMU CUHAPOMAaMU: BOCHAIUTENIbHAS
MICEBJIOOIYXOJIb JIETKUX, 3a00JIEBAHMSI LIEHTPAIbHBIX JIbIXaTEJIbHBIX MYyTEH, UHTEp-
CTULMAJIbHAsl THEBMOHHUH M IUIEBPUT. XapaKTEPHbIE PEHTTEHOJIOTMYECKUE TPOSIBIIE-
HUS B JIETKUX BKJIFOYAIOT y3€JIKH, IOMYTHEHUE T10 TUITY «MATOBOI'O CTEKJIa», albBEO-
JSIpHBIE U WHTEPCTUIMAJIbHbIE 3a00JIEBaHUSA U YTOJIIEHHE OpPOHXOBACKYJISPHOTO
IIy4YKa, y3JI0BaTOE YTOJILEHUE IIJIEBPHI.

[Ipu komnbIOTEpHON TOMOrpaduu TpyIHON KIETKU BBISBISIOT BHYTPUTPYIHYIO
Y MEAMACTUHAIbHYIO JTUM(DaIeHONATHIO, YTONIIEHUE EPUOPOHXOBACKYISIPHOTO HH-
TEPCTUIUS C CYOIIeBpaIbHON W/WIIM EpUOPOHXOBACKYJISIPHON KOHCOIMIALUEH WU
0e3 Hee, Y3eJIKH U IJIEBpalbHbIC yTOMIeHus u/uin odpazoBanus [11]. [lopakenus
IJIEBPBI MOTYT BO3HHMKATh KaK OTIAEIbHO, TAK U MPU HAJUYHUH MMOPAKEHHUN IMApEHXU-
MBI JIETKHX.

Crennuyeckoro 1MarHoCTUYECKOro TeCTa Ha MOPaKEHUE TPYTHOM KIIETKU MPH
IgG4-C3 ne cyuiecTByeT. B nquarHocTuke CylieCTBEHHYIO MOMOIIb OKa3bIBAIOT pe-
3yJbTaThl OMOINICUU MOPAKEHHOI'O y4acTKa Jerkux (moiaukiaoHanbHbii [gG4-mumdo-
MJIa3MOLUTAPHBIA MHOUIBTPAT, CTOPUMOPMHBIA (UOPO3 WM OOJIUTEPUPYIOIIUNA
(bnebut) 1 noBkIMIeHHBIN YpoBeHb [gG4 B CHIBOPOTKE.
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IMopa:xkenue cpenocrenus: nmpu 1gG4-C3 Bcrpeuaercs penko. [Ipu 3Tom MoxeT
POUCXOJIUTh CIABJICHUE KU3HEHHO BaXXHBIX CTPYKTYP CPEIOCTEHUS, YTO MPUBOJIUT
K TUCOYHKIIMU OpraHoB. PaHee momo0HyI0 MaToJIOrHIo KiaccuuimpoBaiu kak Gpuo-
PO3UPYIOIINIA METUACTUHUT.

Bo3moxHa nepuBackyssipHas HHQUIbTpays U HHOUIBTPALUs CTEHKH COCYI0B
KpymHOro kanuOpa. Yarie mopaxaroTcsi aJBEHTHIINI COCYAOB U MEepUaAABCHTULINATb-
HbIE TKaHU, MPOLIECC MOXKET 3aTparuBaTh a0pTy, JETOYHbIE ApTEPUU, MOJB3OLIHbIE
apTepuu WM MOAB3101IHbIE BeHbl. CoCyncTas CTEHKa, BOBJIIEYEHHAs B TATOJIOIHYE-
ckuii ipouiece nipu 1gG4-C3, ckiioHHa K 00pa30BaHUIO aHEBPU3M, & UHOTJA U K pac-
cinoeHuo Wi nepdopanuu. [lpu xommeloTepHoil ToMorpaduu BUAHO YTOJILIEHHE
CTEHKH aO0pPThl MJIM HWHOTO COCYyJa, YTO COOTBETCTBYET BOCHAJIECHHUIO, MPEUMYIIE-
CTBEHHO JIOKAJIM30BAHHOMY B aJBeHTULMU. [lopakeHne cocyq0B MOKET UMHUTHUPO-
BaTh MEPBUYHBIC BACKYJIUTHI KPYIMHBIX COCYJIOB, TAKME KaK TMTAaHTOKJIECTOYHBIN apTe-
pUUT W Hecneuu(PpUUecKuil aopToapTepuuT. XOTS KIWMHUYECKHE NPU3HAKA STHUX
BacKyauTOB TIpH 1gG4-C3 00BIYHO OTCYTCTBYIOT.

IHopaxkeHue MOIKeTYAOUHOM xKejie3bl — OJHO U3 YAaCThIX U SAPKUX KIMHHAYE-
ckux nposinenuit 1gG4-C3. Ha pomto ayroummyHHoro mankpearura npu [gG4-C3
npuxoautcst 2 % U3 BceX MAlMEHTOB C XPOHUYECKUM IMaHKpeaTuToM. [laHkpeaTur,
cBa3aHHbIi ¢ [gG4, 0003HaYalOT KaK Ay TOUMMYHHBIN TAHKPEATUT TUMa 1.

D10 3a007€BaHUE XapaKTEPU3YETCs JIETKUMHU a0JIOMUHAIBHBIMU CUMIITTOMAaMH,
O0OBIYHO 0€3 OCTPBIX MPUCTYINOB MAHKPEATUTA, NHOT/Ia CIIyYalHBbIM MOSBJICHUEM Me-
XaHUYECKOM JKEJITyXH, MOBBIIIEHUEM KOHLEHTPALMU FaMMarjioOyJIMHOB B CBIBOPOTKE
kpoBH, IgG n/umu IgG4, nuddy3HbIM, CETMEHTApHBIM WJIM 04aroBbIM YBEJIUYEHUEM
MOJKETYA0OYHON JKeNie3bl C KarcyJlonoJ00HBIM O0O0JKOM HHU3KOM IUIOTHOCTH Ha
M300pKEHHUSIX KOMIBIOTEPHON TOMOrpaguu WM MarHUTHO-PE30HAHCHOW TOMOTpa-
¢un (KT/MPT), rucronatosiorudecku OOWIBHOW HMH(PMIbTpaluei JuMdonutamu,
1gG4-nmo3uTHBHBIMH TIIa3MOIIUTaMHU, (GUOPo30M 1 obuTepupyromuM (iedutom [3].

VY nauueHToB ¢ ayTOUMMYHHBIM [TAHKPEATUTOM YacTO OAHOBPEMEHHO Ha0Ir0a-
eTcsl rpyaHas JuMQpaaeHONaThs, TOPAKEHUE KETUHBIX MTPOTOKOB, PEKE BCTPEUACTCS
YBEJIMYEHHUE CJIE3HBIX U CIIOHHBIX XKele3, peTponepuToHealbHbli pudpo3. mMeHnHo
HaJIM4KE TUX BBIIICTIEPEYUCICHHBIX IKCTPATAaHKPEATHICCKUX TTOPAKEHUN TOMOTAeT
B JINarHOCTHKE MaHKpeaTuTa, cBs3anHoro ¢ 1gG4.

B 20-75 % ciydaeB uCXOJ0M UIUTENBHO TEKYIErO0 ayTOMMMYHHOTO MaHKpea-
TUTa TUNA | SBIsSIeTCs pa3BUTUE CaXxapHOro Auabdera.

IHopaxenusi meyeHnn M xeJYHbIX myreil. [lopaxenune neuenn npu IgG4-C3
MEHEE XapaKTEepHO. DTO MOKET MPOSIBIATHCS MCEBAOOMYXO0JIbIO IEYEHN U XOJIAHTHU-
TOM. JIpyrve rucTonaToIoriueckKue N3MEHEHUSI CO CTOPOHBI IEYUEHU MOKHO OTHECTH
K pPEaKTHBHBIM HM3MEHEHUsM, 00ycioBieHHBbIM [g(G4-CBSI3aHHBIM XOJAHTUTOM WIIH
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ayTOMMMYHHBIM MMaHKpeaTuTOM. HenmpocTo pa3inyuTh NEPBUYHOE MOPAKEHUE MEeUe-
Hu nipu [gG4-C3, Bmouast [gG4-ayTOMMMYHHBIN XOMaHTUT, U PEaKTUBHBIE OOCTPYK-
THUBHbBIC U3MEHEHUS B IEYEHH, 00YCIOBICHHBIE ayTOUMMYHHBIM MTAHKPEATUTOM.

Onucan 1 ayTOMMMYHHBIHN renaTuT, cBa3aHHbi 1G4, ¢ Bo3pacTaHueM Kosnye-
ctBa 1g(G4-m0N0KUTENBHBIX MJIA3MATHYECKUX KJIETOK. [g(G4-ayTOMMMYHHBII T€aTuT
XapaKTEpU3yeTCsl TMOBBIIEHHBIMH KOHILIEHTpaUUsMHU cbiBOpoTouHOoro IgG4 u wun-
bunpTpamueit [gG4-skenpeccupyomux mia3MaTHIeCKUX KIETOK B MeYeHU. broxu-
MUYECKHE HCCIIEOBAaHUS KPOBU B OOJBIIMHCTBE CIYy4YacB HE MO3BOJIAIOT PA3IHUYNThH
IgG4-ayroummyHHbIi renatut u [gG4-HeaccouMupoBaHHBIM ayTOMMMYHHBIA Temna-
TUT. B nenom xknmHndeckas 3HauuMoctb [gG4-cBS3aHHOTO0 ayTOMMMYHHOTO TelaTUuTa
IIOKa OCTAETCS] HESICHOM M 3aCIIy>KMBAET JAJIBHEUIIIETO U3yYEHUS.

Jpyrum TunoM nedeHouHsIX npossiaeHur 1gG4-C3 aBnsercs BoCHaNUTENbHAS
MICEBJIOOMYXO0JIb TeyeHu. [IceBgoonmyxonu mnedeHu MOApa3AeNsioTCs Ha JiBa THIIA:
¢ubporucTuonMTapHas U auM@poIIa3MoUTapHas, MOCIEAHSS SBIIAECTCS IEYEHOY-
HbIM nposiBiienneM [gG4-C3 [12].

Haubonee pacnpocTpaHEHHBIM BHE IMaHKPEATHUYECKOIO IPOSBIICHUS AyTOUM-
MyHHOro mankpeatuta tuna 1 (IgG4-cBsi3aHHOTO) SBISETCS CKJIEPO3UPYIOMIMI XO-
JIAHTUT, KOTOpbIi BeTpeuaercss y 70 % Takux namuentoB. Ho 6e3 ayroMMMyHHOTO
[TAHKPEATUTA TUIA | CKIIEPO3UPYIOIINAN XOIAHTUT BCTPEYAETCS PEIKO.

OTnuryre OT NEPBUYHOTO CKIIEPO3UPYIOIIETO XOJaHTUTa OCHOBAHO Ha PE3yJbTa-
Tax Ouoncum TKaHu (JuMdoruiazMoruTapHas uHpuibTpamus 1gG4+, unaTepcruiu-
anbHbI (Hubpo3 w/mnm obnurepupyromuid ¢GieduT), TOBBIIIIEHHOM ypoBHe 1gG4
B CBIBOPOTKE KPOBH M XAPAaKTEPHOM OTBETE HA TIIFOKOKOPTHUKOUABI. JlMarHOCTUKE
MOMOTaeT HaIM4ue KInHundeckux npossiennit 1gG4-C3 B npyrux opranax [13].

Iopa:xkenue nmouvek. [louxku npu [gG4-C3 nopaxkarotcs Mo TUIMY TyOyJIOUHTEP-
CTULIMATIBHOTO HedpuTa. ['UCTONOrMYeCcKre NaHHbIe BKIIIOYAIOT JUM(OIUIa3MOIUTap-
HYI0 MHQWIBTpALMIO MOYEYHOI0 UHTEPCTULIUS U Hanuuue Guodposa. [Ipu nMmyHoru-
CTOXMMHYECKOM HCCIIEIOBAaHUU HaxoIAT yBenudeHue uncia 1gG4-monoKuTenbHbIX
r1a3MaTHueckuXx kietok [14]. TyOynouHTepCcTUIMaIbHBIN HeQPUT Yallle pa3BUBACTCS
y myxuuH (70-80 %) moxwunoro Bo3pacra (cpemaauii Bo3pact 65 yier). Y OOIbIINH-
CTBa U3 HUX MMEIOTCS MPU3HAKK BOBJIEUECHHUS APYIMX OPraHOB (IOKEITyA0YHAs XKe-
Jie3a, CIFOHHBIE, CJIE3HbIE XKEJIE3bl U Ap.)

3a0pIOMIMHHBIA WM PeTPONEePUTOHEANbHBIH (PUOP03 — o1HO U3 Hambosee
gacTo Bcrpevaromuxcs nposiaeHuit [gG4-C3 (ot 10 mo 30 %). Panee stoT ¢hpudpo3
cuuTan «uauonatuyeckumy». C 3a0prolMHHBIM (UOPO30M MOKET OBbITh CBS3aH
1 a0PTUT OPIOIIHOTO OT/AeNa aopThl [15].

OCHOBHBIMH CHMIITOMaMH PETPONEPUTOHEATHLHOTO (PuOpo3a SBISIOTCS 0OJb
B KUBOTE WJIM MOSICHUIIE, OTEK HMKHUX KOHEYHOCTEH, CUMIITOMBI IMOPAXKEHHSI HUXK-
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HUX MOYEBBIBOJAIIMX IyTE€H, MOTEPsS MAcChl Teila. XPOHUYECKUE BOCHAIUTEIbHBIE
1 GUOpPO3HBIE UBMEHEHUS PACTIPOCTPAHSIOTCS OT a0PThl M CTEHOK IMOJB3I0IITHON ap-
TEPUU K PETHOHAIBHBIM CTPYKTYpaM, TAKUM KaK MOUYETOUYHHUKHU, YTO MOXKET MPHUBO-
IUTh K OOCTPYKTUBHOW ypONaTUU M OCTPOM moyeyHou HejoctaroyHocTu. [Ipeobia-
JAeT OJJHOCTOPOHHEE MMOPAKECHHE.

Ha KT OpromHoil monocTu peTponeTUTOHEaIbHbIN (prOpo3 BBIMISAUT KaK OJI-
HOpPOJHAsl NepuaopTalbHasi U OKOJOIMOAB3IOIIHAS Macca, KOTOpas MOXKET CHaBJIu-
BaTh COCEJHHME CTPYKTYphI W/WJIHM BTATUBATh MOYETOYHUKH KHYTpU. JTa TKaHb OTEU-
Ha ¥ TUIEPKIIETOYHA.

Jlumpanenonarus Bcrpevaercs npumepHo y 40 % maimeHToB BMECTE C Jpy-
TMMU KJIMHAYECKUMH WIH JJA0OPATOPHBIMU MPOSIBICHUSMU 3a00J1€BaHUs, HO MOXKET
OBITh HAYAJILHON WJIM €IWHCTBEHHOM MaHH(ecTauueid. OOBIYHO BOBJIEKAIOTCS MHO-
’KECTBEHHbIE TPYNIbl JUM(PATUYECKUX Y3JI0B; HanOoJiee 4acTO MEIWACTUHAIIbHBIE,
MHTpaabJIOMUHAIbHBIE W TOAMBILICYHBIC. YBEIMYECHHE JTUM(ATUYECKUX Y3JI0B,
O0OBIYHO BBISIBIISIEMOE OECCUMITOMHO, HE00X0auMO AuddepeHIIpoBaTh OT 3JI0Kayve-
CTBEHHOTO HOBOOOpa30BaHMsI, TUM(GOM HJIM MHOroouyaroBoil Oonesnu Kactiemana
[16]. OcobenHo yacto JuMQpaaCHONATUS BCTPEUYACTCS y MAIMEHTOB C ayTOMMMYH-
HbIM nTaHkpeaTuToM (80 %).

IHopa:keHus1 KOKM BCTPEYAIOTCA HEYACTO U MPOTEKAIOT B BUAE MCEBAOIUM(DO-
MBI KOXH, TaIyJl, OJidiIeK 1 y3eakoB. [lopakeHns oObIYHO MOSBIAIOTCS Ha BOJIOCH-
CTOM 4aCTH TOJIOBBI, JIUIIE, 1€ U YIIHOW pakOBUHE. MaKyJibl U OyJUIbI BCTPEUAOTCS
Kpaii"e penko [17].

Jlaboparopubie nannble. B o6miem ananuse kpoBu marueHToB ¢ 1gG4-C3
o0br4HO BbIsBIIAETCS Bbicokass COD. XapakTepHa IuCCOIUAIUS MEXIY BBICOKOU
COD, HO oTHOCUTENBHO HU3KUM ypoBHEM CPBb.

Bricoko3naunmMbiM nabopatopHbiM nipuzHakoMm 1gG4-C3 sBnsieTcs MOBBIIIICHUE
ceiBopoTOUHOTO ypoBHs IgG4 6onee 1,35 mr/an. U3BectHsl 4 noaknacca IgG: IgGl
(70 %) > 1gG2 (20 %) > 1gG3 (6 %) > 1gG4 (4 %). UmmyHormo0ymua G4 mpencraB-
asieT co00M HaMMEHBIINN MOAKIACC UMMYHOTJIOOYJIMHOB U COCTaBIIsIET 0KOJI0 5 % OT
obuiero konuyecta IgG. D10 0cOOBIE UMMYHOTTIOOYJIMH, KOTOPBI OOBIYHO CUMTA-
€TCsl HEBOCTIAJIUTENIbHBIM U3-3a €r0 HECTIOCOOHOCTH aKTUBUPOBATH IyTh KOMILJIEMEH-
Ta U TeHEePUPOBATh UMMYHHBIC KOMIUIEKCHL. K cokanmeHuto, K JaHHOMY MpPU3HAKY
10G4-C3 HeoOX0aMMO OTHOCHUTBCS KpailHE OCTOPOKHO M B3BEHICHHO: OH HECTICIH-
(dbryeH, MOKET BCTPEYAThCS NIPH JIPYTUX PEBMATHYECCKUX, HHPEKIIMOHHBIX U OIMYyXO-
JIEBbIX 3a00JI€BaHUAX, MOXKET OBITh OTPUIIATENILHBIM Ja)Ke MPU aKTUBHOM 3a00eBa-
Huu y 30 % manueHToB, MEJICHHO pearupyeTt Ha ¢poHe ycrnenrHoi tepanuu [18].

ITo pesynpraram meraananusa 2016 r. yTBepKaaeTcs, YTO TOJIbKO MOBBIILICHHS
ypoBHs [gG4 B CBIBOPOTKE KPOBH HEAOCTATOYHO JJIsl YCTaHOBJIEHUS nuarHo3a 1gG4-
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cBsi3aHHOTO 3a0oneBanus. [IpenensHoe 3HaueHue ceiBopoToyHOro 1gG4 B auamasone
ot 1,35 1o 1,44 mr/a obnagaet 4yBCTBUTEILHOCTHIO 87 % 1 crienupuyHOCThIO 83 %.
[IpeanourutensHee OMOIICHS BOBICYEHHOTO OpraHa, Korjaa 3To Bo3MoxHo [19]. [gG4 —
Mapkep 3a00JeBaHus, a HEe MaTOJOTnYecKuil (hakTop, U MOBBILICHHBIN ypoBeHb [gG4
B CBIBOPOTKE KPOBH SIBJISIETCS CIEACTBHEM 3a00JI€BaHUs, a HE €70 HCTOUHUKOM.

Baxxupim naboparopubiM npusHakoM [gG4-C3 MokeT ObITh TUIIOKOMILIEMEHTE-
MUs1, IPOSBISIONIAsICS CHIKEHUEM YypoBHeW koMiuieMeHTa C3 wim C4 HuKe HMKHUX
IIPEAEIIOB HOPMBI, UTO HAIIOMUHAET YPOBHH KOMIUJIEMEHTA, HA0JII0OJaeMbl€ y TTAllUEH-
TOB C CUCTEMHOM KpacHOU BOJIMAHKOW WJIM CMEIIaHHOW KpuornoOynuHemuen. CHuU-
KEHHBIN ypoBeHb KoMIieMeHTa BcTpeuaercs y 25-30 % manuenTtos ¢ 19G4-C3 [20].
Mexanusm runokomrmuieMentemun mpu 1gG4-C3 ocrtaercst HesicHbIM, Tak Kak 1gG4
caM IUIOXO CBSA3BIBAET KOMILIEMEHT. M3BECTHO JIHIIIb, UTO MALMEHTHI C TUITOKOMILIE-
MEHTEMHUEW MMEIT Oosiee TSAKENOe TeueHHEe 3a00JIeBaHMsI, YEM NALMEHThl C HOp-
MaJIbHBIM YPOBHEM KOMIUIEMEHTA [21].

HescubiM ocTaeTcst u pU3HOIOrHYecKoe 3HaYeHUE MOBbIIeHHs YpoBHs IgE mnn
»03uHO(UIOB, Habmogaemoe npuMmepHo y 40 % mauuenrtos. IgE vacro 3ametHo mo-
BBIIICH, 0OCOOECHHO y MAIMEHTOB C Y03MHO(PWINEN U aTONueH, Tor/ia Kak ypoBHU IgA
u [gM HOpMalIbHBIE WIIH MOBBILLIEHBI YMEPEHHO.

19G4-C3 sBasieTcss BaXKHOW NMPHYMHOMN TMOTMKIOHAIBHON THUIIEpTaMMarioOyinu-
HemuH. [IoBbIIEHHBI ypOBEHBb CHIBOPOTOUHOrO [1g(G4 wacto compoBoKIaercs yBe-
muyenreM IgG1, 4To BeI3bIBAET MOJUKIOHAIBHYIO TUIIEpraMMariooyimHemuto [22].

[Tarmments ¢ [gG4-C3 00bIYHO MMEIOT TAKXKE TMOBBINIEHHBIA YPOBEHb XEJIep-
Hbix T-xnerok Il Tuma (kmetok Th2), a Takke MOBBIICHHYIO KCIpeccuio Th2-acco-
IUMPOBAHHBIX ITATOKWHOB, Kak nntepierkun (MJ1)-4, NJI-5 u NJI-10 [23].

WNuTtepec mpencTaBisiioT pe3yibTaThl MCCIACAOBAHHS KIMHUYECKUX M Jlabopa-
TopHBIX ocobeHHocTer 1gG4-C3 Ha GONBIIMX KOTOpTax MAIMEHTOB STOHCKON U aMe-
pukaHckou nomyssiuuit [20, 24]. B Tabn. 1 npeacraBieHsl pe3ysbTaThl 3TUX UCCIIE-
JTIOBAHUM.

Ecnu otnenpHble MOKa3aTend WIM 4YacTOTa MOPAXKEHUs OTHENIbHBIX OpPraHoB
y MALMEHTOB SAMIOHCKOW U aMEPUKAHCKOW MOMYJISIIUA B OCHOBHOM COBIIAJIAK0T, TO WH-
TepeceH (PaKT 3HAUMUTETHHBIX pa30ekeK B MOPAKEHUIX IPyrux opraHoB. K mpumepy,
4acTOTa MOPAKCHUS CIIOHHBIX M CJIE3HBIX JKele3, OpOouThl, TUM(OY3710B, KaK U TO-
BBILIIEHUE YPOBHS ChIBOpoTOUHOTO 1g(G4 pasznuuanuck npumepHo B 2 pa3a. HesicHo,
3TO JIEUCTBUTENIBHO OOBbEKTUBHAS PEATbHOCTh B PA3HBIX CTPAHAX WM K€ PE3yJIbTaThl
CTAaTUCTUKU 3aBUCENU OT Mpoduiisi J1e4eOHbIX OTIEICHUN B KIMHHUKAX, TJI€ KOHIIEH-
TPUPOBAIIMCH MALMEHTHI C ONPEICIEHHBIMU OPAXKEHUSIMUA OPTaHOB.
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Tabnuya 1
KianHuveckue XapakTepUCTUKH NALMEHTOB U3 ABYX 00JbIIUX OMY0JIHMKOBAHHBIX KOTOPT

IMoka3aTe/id B MpoIeHTAX Japan (n =334) | Boston (n =125)

Bo3spact npu nocraHoBke Auaraosa 63,8 net 55,2
My»x4uuH 61,4 60,8
CpenHee KOIHUYECTBO MOPAKEHHBIX OPTaHOB (JIUATIa30H) 3,2 (1-11) 2,3 (1-7)
[ToBbIienue ypoBHs ceiBopoTounoro 1gG4 >95 51
CIIFOHHBIE JKEJIE3BI 72,3 44.8
CnesHble xene3nl/opouTa 57,1 22,4
Jlumdoyzier 56,5 27,2
Jlerkue 234 17,6
[MomxkenynouHas xemne3a 25,5 19,2
ITouxkn 23,7 12,0
Perponepuroneansubrii pudpos/aopra 24,9 18,4/11,2

JuarnocTuka. He cyiecTByeT yHMBEpCaIbHOIO aHAIM3a WM METOAA JJi JHa-
rHoctuku 1gG4-C3. Bo Bcex ciydasx TpeOyeTcs TiiaTeIbHOe COMOCTABICHNE KITMHUYe-
CKOM, IMMYHOJIOTUYECKOU, PEHTTEHOJIOTUYECKON 1 THCTOJIOTHYECKON KapTHUHEI [25].

3on0ThiM cTangaptToM auarHoctuku 1gG4-C3 saBnsitoTcst gaHHble Ouoncuu. ['u-
CTOIATOJIOTUYECKAsi KAPTHHA B BOBJIEUYEHHBIX OpraHax JOJKHAa COOTBETCTBOBATH CJie-
OYIOIIUM  KPUTEPUSM: HAJIWYUE IUIOTHBIX JUMQOIUIa3MaTUYECKUX HHPUIBTPATOB
¢ npeobnaganueM 1gG4-noI0KUTEIBHBIX TUIa3MAaTUHYECKUX KJIETOK B TTOPAKEHHOM TKa-
HU; criupaieBUaHbIN Guopo3 (storiform fibrosis); oGnuTepupyromnuii GpieOUT; 303UHO-
¢bunbHas nHGUIbTpanus; cootHomenue [gG4+ knerku/IgG + knetku > 40 % [26].

Knuauyeckre cMMNTOMBI BapbUPYIOT B 3aBUCUMOCTH OT TTOPAXEHHOTO OpraHa
WJIM OPTraHOB C Pa3BUTHUEM Yy HEKOTOPBIX MAllMEHTOB CEPhE3HBIX OCJIOXKHEHMM. B ma-
TOJIOTHYECKUH TIPOLECC MPAKTUYECKH MOXKET ObITh BOBJIEUEH JII000I OpraH.

CeronHsi CyleCTBEHHYIO MOMOIIb B JHArHOCTUKE OKa3bIBAIOT KiaccU(pUKaIlU-
oHHble Kputepuu 1gG4-cBs3anHOr0 3a00neBanus, npeaaoxkeHusie B 2019 r. Amepu-
KaHCKUM KOJUIeIDKEM peBMaTtosioruu U EBponeiickoit nuroit mo 6opbrde ¢ peBMaTu3-
MoMm (ACR/EULAR) [27]. B kpurepusix ACR/EULAR mnpenycmoTpeHa mornaroBas
JMArHOCTHKA U MPEIYyCMOTPEHA CUCTEMa HAYUCIICHUS OalIoB.

[ar 1. Hanuuue kpuTepusi BKIIOUEHUS: YUUTHIBAIOTCS XapaKTepHbIC KIMHUYE-
CKH€ WJIM PEHTTEHOJIOTMYECKUE TMPU3HAKU TMOPAKEHHs CIIOHHBIX, CIE3HBIX JKEJe3,
JIETKUX, TMOYEK, PETPONEPUTOHEATLHOTO IPOCTPAHCTBA, IIIMTOBUIHOM Kelle3bl, TBEP-
JI0M MO3TOBOM O0OJIOUKHU WM JTUMGOTUIa3MOIIMTAPHBIN WHOUIETPAT HESICHON ITHO-
JIOTWH, BHISIBIICHHBIN B YKa3aHHBIX OpTraHax.

[Iar 2. OTcyTcTBUE CHEIUATBHBIX KPUTEPUEB UCKITIOUCHUS.

Har 3. Ouenka pe3yapTaToB HccienoBanus ypoBHsa [gG4, naHHBIX UMMYHOTH-
CTOXMMHUHU, XapPAKTEPUCTUKA YBEIUYEHHBIX CJIE3HBIX M OOJBIIMX CIIOHHBIX >KEJE3,
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IPYIHOMN KJIETKU U TPYAHON a0pThl, MOMXKEITYA0YHON JKee3bl U OUIMapHOTO TPAKTa,
MOY€EK, 3a0PIOIIMHHOTO MPOCTPAHCTBA.

W, HakoHe1, mar 4 — oOlIeHKa MOJTY4YEHHbBIX JaHHBIX B Oajiax.

Cymma OamioB < 20 yka3blBaeT Ha TO, YTO HAIlMEHT HE JAOJDKEH OBITh KIIACCHU-
¢bunuposan kak umeromuii [gG4-C3; u, HaobopoT, cymma 0amnoB > 20 yka3bIBaeT HA
TO, YTO MAIMEHT JIOJDKEH OBITh KitaccuuiupoBan kak nmerommii [gG4-C3.

B tabn. 2 u 3 npexncrasnensl knaccupukanronusie kputepun 1gG4-cB3aHHOTO
3aboneBanns (ACR/EULAR, 2019).

Tabauya 2
Knaccnpurxanuonnoie kpurepun (ACR/EULAR, 2019) u kpuTepun uCKI0YeHHUS
1gG4-cBsi3aHHOr0 3200/1€BAHUSA

Kpurepun IMoka3zarenu
Knuanueckue Jluxopanka
HACKITIOUEHUS Pe3ucTeHTHOCTH K cTEepouiaM

JleiikonieHHsI WA TPOMOOIIMTOTICHUS
[Tepudepuueckas r03unopunus (> 3000 B 1 MM3)

Ceposoruueckue PR3 mwu MPO-ANCA mnonoKuTenbHbIe

HUCKJIFOUEHHUS AnTH-RO num -La nmonoxxureabHbIe

DKCTparupyemsi€ sJIepHbIC AHTUTEIIA MTOJIOKUTEIHHBIC

KpuorinoOynunsl

Crneuuduueckue aHTHTENA, ACCOLIMUPOBAHHBIE C IPYTUMU 3a00IeBaHUSIMHI

Paguonornyeckue | beICTpoe pEHTT€HOIOTNYECKOE IIPOrPECCUPOBAHUE

UCKIIIOUECHUS MaccuBHOe nopaskeHre KOCTHOTO Mo3ra (Takue Kak 0oJie3Hb Dpareitma—
UYecTtepa)

[Tono3pennie Ha UHPEKIMOHHBIN WK OIMYXOJEBBINA MPOLECCHI

Mopdonornueckue | [IpenmymiecTBeHHO TpaHyIeMaTO3HOE BOCHIAJICHNE
UCKITIOUEHHUS HexpoTusupyromuii BacKyiIuT

3nokauecTBeHHas! MHPUIbTpAIHs

[TpeoGnananue rucTHOLUTAPHOW UHPUIBTPALIUH
[Tpeobnananue HeUTpODUIBHON HHUIBTPALUU
MynpsTunentpuyeckas 6onesns Kactiemana
[Tpeobnaganue Hekpo3a

Bocnanurenpaas ICEBAOOITYXO0JIb

Tabauya 3
Kaaccnpukanuonnsie kpurepun (ACR/EULAR, 2019), kpuTepun BKJIIOYEHUS
U oueHka B 0ayiax IgG4-cBsizanHoro 3adoeBaHus

Kpurepun XapakrepucTuka Basbl
Yposens 1gG4 Hopwmanbabrii 0
Belme HOpMBI, HO He BbIIIE 2 BEPXHUX T'PAHUL] HOPMBI 3,7
Ot 2 110 5 BepXHUX IpaHULl HOPMBI 6,1
Beimie 5 BepXHUX TpaHUI] HOPMBI 10,8
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Oxonuanue maba. 3

Kpurepun XapakTepucTuKa basnbl
HNmmyHorucroxumus | HemrdopmarusHast Guorcus 0
[TnoTHBINH TUMbOTIa3MOITUTAPHBIA HHPWIBTPAT 3,7
JInmormazmonurapHas HHGUIbTpAIHS + 00U TEPUPYIOIIHIA
haedut 6,1
JInmornnazmonutapHas HHGUIbTPAIHS + CIIHUPATICBUIHBIHI
¢ubpo3 13,3
YBenuyenue Bogneuena ogHa rpymmna xemne3 59
CJIE3HBIX M OonbIuX | BoBieueHsl 1Be 1 OoJiee rpymibl Kees3 13,8
CJIFOHHBIX JKeJe3
['pynHas kinerka [1epnOpOHXOBACKYIISIPHOE M MIEPETOPOAOYHOE YTOIIICHUE 3,8
U Tpy/IHas a0pTa [TapaBepTeOpanbHas oA00Hass OaHIaXKy MATKasl TKaHb B TPY/I-
HOH KJIETKE 9,8
[Momxenynounas HuddysHnoe yBenmueHmne MoKey1I09HON jKee3sl (yTpaTa
Keesa u Ommap- JIOJTLYATOCTH ) 8,0
HBI TPAKT HuddysHoe yBenmueHue MoKeTyI09HON JKeIe3bl C Karcyo-
0T00HBIM 000 TKOM 10,5
BoBrnedenune noukeny104HoM Kene3bl 1 OUIMapHOTO TPaKTa 18,7
[Touka I'unokoMIieMeHTEMUS 6,8
YTOJIIEeHHE TOYSUHBIX JIOXAaHOK U/HIIN TTAPSHXUMBI 8,1
3abprommHHOE Juddy3Hoe yronmeHne CTeHKH a0JJOMUHATBHON YacTH aOPTHI 4,1
IPOCTPAHCTBO VYToNmeHne MATKIX TKaHeH TI0 OKPY>KHOCTH HJIH TIepeHeaTe-
pabHOE BOKPYT HH(PPAPEHAITBHOTO OT/IENa a0PTHI HITH MO/~
B3JIOIIHBIX apTepuit 7,8

Knaccudukanmonnsie kpurepuu 1gG4-C3 ACR/EULAR He oGsi3aTenbHO Tpe-
OyroT Omorcuu Wi MOBBIIIEHHOTO ypoBHS 1G4 B chIBOpOTKE, HO (POKYCHUPYIOTCS Ha
IIOJIHOM KapTHHE KIMHUYECKHUX, CEPOJIOTMUECKUX, PEHTI€HOJOTHYECKUX U MTAaTOJIOT U~
YECKUX IMPHU3HAKOB B JAuarHoctuyeckoMm mporecce [27]. Coueranne oOHapyKeHUs
MOBBIIIEHHOTO YpoBH: 1gG4 ¢ KIIMHUYECKUMU MPOSIBICHUSMU, pe3ybTaTaMu BU3ya-
JU3aluu ¥ OMOTICHM OpraHa JiejaeT 3TOT OMOMapKep BHICOKOYYBCTBUTEIbHBIM TOKa-
3areneM aiia auarHoctuku [gG4-C3. Ypouu IgG4 B cbIBOpOTKE MOTYT OBITH B Ipe-
Jieax HOPMbI Ha HAa4YaJIbHOM CTaauu 3a00J€BaHUsA, Y HEKOTOPHIX MAIMEHTOB MOTYT
MOBBIIIATECS MOCTeneHHO. CieaoBaTeNbHO, MalMeHTsl ¢ nogo3penueM Ha [gG4-C3
JOJDKHBI IOBTOPHO MPOXOJUTh CKPUHUHT Ha YpoBHU [g(G4 B CBIBOPOTKE JIJIs1 OKOHYa-
TEJIBHOTO JMArHo3a.

CeromHst BBIIETSIOT YeThIpe KinHndYeckux denoruna [gG4-C3:

— U 1 — maHKpearorenaToOuInapHoe 3a00JIeBaHUE;

— TUN 2 — PETPONEPUTOHEANbHBIN (UOPO3 U/ UM A0PTHUT;

— TUN 3 — MOPa’KEHUE TOJIOBBI U 1IEH;

— TUI 4 — KJIACCUYECKUU CUHAPOM MI/IKy.III/I‘Ia C CUCTCMHBIM IMOPAKCHHECM.
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OcHOBHBIE XapakTepHble TUIBI (maTTepHbl) nopaxenuit npu [gG4-C3 BeTpeya-
I0OTCA CO CJEAyIoled YacTOTOM: C MaHKPeaTOTrenaToOMIMAPHBIMU TOPAXKEHUSIMU
okoJ10 31 % marueHToB, ¢ peTporepUTOHEAbHBIM (PHOPO30M/TIOpaKEHUEM a0PTHl —
24 %, ¢ mopaxkeHreM B 00JIaCTH roJIOBBI U ien — 24 %, no tumy cu"apoma Muky-
JU4a ¢ CHCTEMHBIMU TTPOSIBICHUSIMU — 22 % manueHToB [28].

3a nmocnennue 5 et mbl Habmoaanu 8 nanueHtoB ¢ 1gG4-C3. Cpean Hux ObLIO
3 ManueHToB ¢ MopakeHUueM OpOuT (TuI 3), OJUH MALMEHT C AyTOUMMYHHBIM MTaHKpe-
aTuToM (Tun 1), OJMH NAUEHT C MOPAXKEHUEM NIEUYEHU M >KEITYHBIX NPOTOKOB (THII 1),
OJIMH TAIMEeHT C MOPaKEHUEM CPEIOCTEHUs U aopThl (THUIl 2) U OJUH MAIUEHT C Tpe-
UMYIIECTBEHHBIM MOPAKEHUEM JIMM(PATUYECKUX Y3JI0B U CIIOHHBIX KeJie3 (Tull 4).

[Tpu nocranoBke auarHosa [gG4-C3 HeoOxoaumo nposectu aubhepeHITnaATbHY IO
JIMAarHOCTUKY CO CJIEAYIOIIMMU 3a00JIeBaHUAMM: OpOHXUAJIbHAS acTMa, 3a00JieBaHUs
COCIMHUTEIHLHON TKAHU C MOPaXEHUEM I'PYJHON KJIETKH, BACKYJIUTHI C MOPaKEHUEM
rpynHoi kietku (Hanpumep, AHIIA-Backynur), capkounio3, 3710Ka4E€CTBEHHBIE OITY-
XOJIM, METACTAa3bl OIMyXOJiel, MyIbTULIEHTpHUecKas Oone3Hb Kactiemana, ructTuonu-
T03 (Oone3np Pozam—Jlopdmana, Gonesnp DpareiiMma—Yectepa), undekuu (BUpYC
Onmreitna—bapp, TyOepkyne3, rucTomiazMos), JuMpomMa U NEePUTYMOPATILHBIN HH-
bunpTpaT, rUNep303MHOPUIBHBIN CUHAPOM, TYOYIIO-UHTEPCTUIIMAIBHBIN HEDPUT.

Jleuenue. /o Hacrosmero BpeMenu noaxoael k jgeuenuto 1gG4-C3 ocrarorcs
HEJI0OCTAaTOYHO pa3paboraHHbIMU. He omnpeneneHo mMecTto 0a3MCHBIX MPOTUBOBOCIHA-
JUTENBHBIX CPEJICTB, MPUHITUIIBI TIOJIEPKUBAIOIIEH TepaIuH.

«30n0TbM cTangapTom» JgedeHus [gG4-C3 Ha ceroHsIHNAN 1eHb NO-TIPEKHEMY
OCTAIOTCS TIIIOKOKOPTUKOCTEPOUIHBIE TOPMOHBI B CPEIHEN JO3UPOBKE. DTO TepaIus
MepBOM JIMHUU. BOJTBIIMHCTBO CIIEIHAIIMUCTOB PEKOMEHIYIOT HAUYMHATh JICUEHUE TITI0-
KOKOPTUKOWJAMU C Ha3HaueHUus MpeaHu3oyiona B go3e 0,6 Mr/kr macce Tena. B 3a-
BUCHUMOCTH OT AKTUBHOCTH WJIM TSOKECTH 3a0oJieBaHHs (CHMITOMBI, ypoBHU [gG4
B CHIBOPOTKE U JIaHHBIC BU3yaJIM3allMK) TPUEM TIIFOKOKOPTUKOUIOB B HaYaJIbHOM J10-
3¢ 3040 Mr mpemHU30JI0Ha BHYTPh MOXET MPOJOIIKATHCS OT 2 10 4 Heaenb. [lpu
Pa3BUTUU KIIMHUYECKOTO YJIYUIICHHUS 03y MPEIHU30JIOHA CHIDKAIOT 3a 3—6 MecsieB
710 5 MTI/CYT ¥ MPOAOJDKAIOT TPUEM Mpernapara B 03¢ 2,5-5 MI/CyT Ha MPOTSHKCHUH
3 neT A npoPMIIaKTHKA 000CTpEHUH.

CymiecTByeT W anbTEpHATUBHAS CXEMa JICYEHHUs, KOTJla MpUEeM MPEIHU30JI0HA
HAYMHAIOT C 10361 40 MI/CYT M MPOAOKAIOT 4 HeAenu. 3aTeM 103y mpernapaTa CHU-
YKAKOT MO S5 MT' B HEJIEIIIO HA MIPOTSHKEHUU 7 HEAENb 10 IMOJIHOM OTMEHBI.

OTtcyTcTBHE OTBETA HA COOTBETCTBYIOILIYIO 03y TNIFOKOKOPTUKOUAHOW TEpaUu
(mpeanu3os0H B 03¢ 0,6 MI/Kr/feHb B TeueHue 4 Helelb) CYMTACTC KPUTEPUEM HC-
KJIFOYEHUs JJ1s1 mocTaHOBKU AuarHosa [gG4-C3 [27].
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K coxanenuto, y MHOTMX NAllMEHTOB, MNOJY4YaBUIUX CTEPOUJbI, IPU UX OTMEHE
HACTyMaeT 00OCTpeHUEe 3a00JIeBaHMs: B TeUeHHUE NEepBbIX 6 MecsueB — y 32 %, B Te-
yenue | roga —y 56 %, B Teuenue 3 et — y 92 % mnamueHToB [29].

B nocnennue rosibl Bce yalie UCMoJib3yloT aHTU-B-KIeTouHy0 Tepanuio puTyK-
cumaboM, HampaBlIeHHYIO Ha UCTOIIeHHE B-kineTok. 910 BBICOKO3()PEKTUBHBIN Me-
ton neuenus 1gG4-C3, moarBepkaaroniuii BAXKHOCTh B-KJIeTOK B maTO(PU3HOIOTHU
3aboneBanus. Kpome aktuBupoBaHHBIX B-KileToK cBOM BKJIaa B 00pa3oBaHUE BOCHA-
JUTENBHBIX MACC, COCTOSIIUX W3 UMMYHHBIX KJIETOK U (pmOpO3HON TKaHW, BO3HHUKA-
fouux npu 1gG4-C3, BHOcsAT Makpodarn M2, nomynsius sdgdexropasix CD4+T-
KJIETOK NaMATU ¢ uToTokcuueckort pynkiuent (CD4+ CTL), dbubpobnacTsl.

Putrykcumab MoKeT MPUMEHSATHCS B BUJIE€ MOHOTEpANuu, oH 3PpEeKTUBEH B CIy-
qasix CTEPOUJOPE3UCTCHTHOCTH W HE BBI3BIBAECT TaKOe OOJBIIOE YUCIO MOOOYHBIX
3¢ eKToB, Kak KOPTUKOCTepOouaHbIe TOpMOHKI [30]. Putykcumad — e€IMHCTBEHHBIN
npernapar, KOTOPbI MOXKHO HCIIOJIb30BaTh JJIi MHIAYKIHUH PEMUCCHU 0€3 KOMOMHa-
LAY C Tepanuen kopTukocreponaamu [31].

[TatiuenTam, aJi8 KOTOPBIX PUTYKCMMA0 HE JOCTYINEH, HA3HA4YaloT WIM a3aTHO-
npuH (2 mr/kr/cyt) uiam mukodenonata modetuia (10 2,5 r/cyT) — BTOpasi IUHUS Te-
panuu. OgHako 3Q¢GeKT 3TUX MpenapaToB OLIEHEH HEIOCTATOYHO.

JI1s1 IpOTrHO3UPOBaHUsI pUCKa 00OCTPEHUs 3a00JIEBaHUSI KPOME OLICHKHU KIIMHU-
YEeCKUX IMPOSBIECHUIN UCCIENYIOT YPOBEHb Psiia 1a00paTOPHBIX MOKa3aTesiel: YPOBEHb
ceiBopoTouHoro IgG4 (> 1,35 r/n), uupkymupyromux mmiazmooiactoB (> 900/mi),
ceiBopoTouHoro IgE (> 125 ME/min), C3 (< 0,80 r/n1) u C4 (< 0,1 r/n), mupKyaupyro-
X s03uHopuiioB (> 0,5 /i) [32].

3akimouenue. |gG4-cszanHoe 3a0oyieBaHUME — CETOJMHS HOBas mpobiema
B KIIMHUYECKOW MeIMIIMHE. JTa mpobdiieMa KacaeTcsi TepareBTOB, XUPYProB, peBMa-
TOJIOTOB, OHKOJIOTOB, CTOMATOJIOTOB, OKYJIMCTOB, SHJIOKPUHOJIOTOB, HE(POIOroB,
Bpaueil Ipyrux CrenraibHOCTeN. BpauaMm pasHbIX cennaibHOCTEW BaXKHO MTOMHUTH
o cymectBoBanuu 1gG4-cBs3aHHOTO 3a00I€BaHMS.

OO0mMMM XapakTEpUCTUKAMU JIJISl pa3JIMYHBIX 00pa30BaHUi, COCTABISAIOIINX 3a-
OoneBanue, cBsizanHoe ¢ 1gG4, SBIAIOTCS HAJIUYHME OIMYXOJEBUIHBIX O0pa3oBaHUMN
B MTOPAKEHHBIX OpraHax, CHEIU(UYECKHe THUCTOMATOJIOTHUYECKHE XapaKTEPUCTUKH,
MOBBIIEHHBIN YpoBeHb [g(G4 B CHIBOPOTKE KPOBH, a TaKKE XOPOIIUA OTBET HA Jieue-
HUE TITIOKOKOPTUKOUIAMH.

BricTphIl porpecc Kak B KIMHUYECKUX, TaK U B (yHAAMEHTAJIBHBIX HCCIIE0-
BaHUAX 00Jyieruni auarHoctuky u yedenue [gG4-C3. O1o noOpokauecTBEHHOE BOC-
najuTeNbHOe 3a00JIeBaHUE HE TaKOe PeaKoe, Kak oxuaanoch. Bmecte ¢ Tem [gG4-C3
MOXET CEPhE3HO TMOBIUATHh HAa KAUeCTBO KU3HU TMAIMEHTOB WIW J1a)K€ MOXET OBIThH
OTACHBIM JIJIs1 )KM3HU, KOT/Ia TOPaKaeT HEKOTOPhIE )KU3HEHHO BaKHbIE Opranbl. J{ua-
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THOCTHUKY, JIGYEHHE U Tocienyomee HaOmonenue namueHtoB ¢ [gG4-C3 caemyer
HIPOBOJUTHh C MEXAUCUUIUIMHAPHBIM TOJXOJ0M II0JI PYKOBOJCTBOM pEBMaTOJOra.
Peruauser 1gG4-C3 He peIKOCTb.
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H. ®. Copoka, E. B. Heawikog

BECCUMIITOMHASA N'MITIEPYPUKEMHUA Y HTAHUEHTOB
C XPOHUYECKOM MINIEMMNYECKOM BOJIE3HBIO CEP/IIIA

['unepypukeMus SBISETCS aKTyadbHON MPOOJIEMON COBPEMEHHOCTH M IO pa3-
JIMYHBIM OLIEHKaM BcTpedaeTca y 9-25 % Hacenenus B nenom [1]. ['unepypukemust
OOBIYHO oOmpezensieTcsl Kak KOHIeHTpauus ModeBo kuciotel (MK) B cbiBOpoTke
kpoBH Bbilie 420 mxmonb/n (7 mr/nn) [2]. Takod mopor KOHIEHTpALMK MOYEBOM
KHCJIOTHI B IJIJa3Me KPOBU BBIOpaH HE CIy4yalHO, TaK KaK MPH €ro NpeBbIIEHUU PUCK
kpuctaunzauuid MK B CBIBOPOTKE 3HAYUTEIBLHO BO3PACTAET.
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3a nHopMmanbHblii ypoBenb MK cerogust npunsatel uudpsr 360 mxmons/a. [Ipu
TaKOM YPOBHE MOYEBasi KUCJIOTAa B KPOBH HE KPUCTALTU3YETCS, U MPUCTYIIBI M0/1ar-
PUYECKOTO apTpuTa HEe JOKHBI Bo3HUKaTh. Hopmbel MK 3aBucsT ot Bo3pacra, mojia
1 00bIYHO KoJieOmtoTess B mpenenax 210—420 MKMOJb/JT y MyXYUH M SKCHIIUH
B IIOCTMEHOIMAy3e, a Y KEHIIWH B peMeHomnay3e — 156—-342 mxmous/n [3]. Haboro-
TAEMBIC PA3THUMS MEXKTY MOJIAMH OOBSCHSIOTCS CTUMYJIMPYIONTUM JIEHCTBHEM 3CT-
poreHoB Ha BbiBesieHre MK noukamu [4].

['unepypukeMust MOKET OBITh CHMIITOMHOM, KOTJIa COMPOBOXIACTCS CHMIITO-
MaMU TOJIarpbl, MOYEKaMEHHOU OOJI€3HW WJIM OCTPOMl ypaTHOW HedponaTtuu, Hid
O0eccuMnTOMHON (MOBBIIEHHBIN ypoBeHb MK B chiBOpoTKe 0€3 Kakux-aubo CUMII-
TOMOB) [2].

MeTa00/1M3M U BbIBeleHHEe MOYEeBOM KHUCJIA0TBI. MoueBas KUCIOTa SIBIACTCS
KOHEYHBIM MPOJYKTOM OOMEHA ITypUHOB y YEJIOBEKA M YEJIOBEKOOOPa3HbIX 00E3bsH.
Ona o0pa3yeTcsi B OpraHu3Me U3 MPOAYKTOB MUTaHUs, OOTaThIX MypUHAMHU, U SHIO-
TE€HHBIX HMCTOYHUKOB (METa0OJM3M HYKJIEHMHOBBIX KHUCJOT). Y JIOJEH OTCYTCTBYET
dbepMeHT ypukasza, KoTopsiii pacuieruiier MK 10 xopoio pacTBOprUMOro ajaiaHTOU-
Ha. YpHKaza — 3TO JIOMOJHUTENIbHBIN (hepMEHT B METa0O0JIM3Me MYyPUHOB, KOTOPHIi
uMeeTcs y OOJIBIIMHCTBA MIICKOIUTAIOIINX, HO HE y uenoBeka. OOpazoBasiascs MK
HE METa0OJU3UPYETCs JajbllIe, a BHIBOJUTCS Yepe3 MOYKU, Ha JOJII0 KOTOPHIX MPHU-
xonurcst 0koso 70 % BeiaensieMort MK CBIBOPOTKH, WM 4Ye€pE3 KUIIEYHUK C IOMO-
IO ero O0akTepuit, rae yaansercs ocraBmmxces 30 % [5].

B GosibIIMHCTBE CilyyaeB TMIEPYPUKEMHUS BO3SHUKAET Ha ()OHE HEINOCTATOYHOM
nmo4eyHoi skckpenuu (mpumepHo B 90 % ciydaeB), a ¢ U30OBITOYHON MPOAYKIIHEH
cBs3aHO ToJIbko 10 % ciydaeB [5]. CoOTBETCTBEHHO AMCOATIaHC MEXTY BBIPAOOTKOM
1 BeIBesieHrneM MK, 3aBucsmuii rimaBHBIM 00pa30oM OT IMOYEYHOMN IKCKPEIHH, TTPUBO-
IUT K runepypukemuu (puc. 1).

KCAHTHUH

KT
NOCTYNAEHME C OKCWUAA3A /
NULLEA — 30%

MYPUHbl ——p KCAHTUH MOYEBAA
KMCNOTA
70%
3HAOTEHHAA \
NPOAYKLUMA (OHK, / I nouky +——  JEKAPCTBA,
PHK, AT®, IT®, Li- L JIAKTAT, KETOHbI |
AM®, HALH ) ®PYKTO3A | '
' CHUXEHME NOYEYHOWN
TMNEPNPOAYKLMA IKCKPELMK
ot \ 90%
TMNEPYPUKEMUA

Puc. 1. Merabonusm u BBIBECHNE MOYEBOM KUCIOTHI U3 opraHuisma
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MK sBniseTcst mpoyKTOM MeTa00IM3Ma TUITOKCAHTHHA TP TIOMOITH pepMeHTa
KCAaHTUHOKCHJIOPEAYKTa3bl, KOTOPHIA MPEJICTABICH B OpraHW3ME YejloBeKa JBYMS
B3aMMOKOHBEPTUPYEMBIMH (POpMaMH: KCAaHTUHJETHUJPOTCHAa3a M KCAaHTHHOKCHa3a
[6]. KcanTuHaeruaporeHnasa siBisieTcsi Haubosiee pacnpocTpaHeHHONW (hOopMoOM KCaH-
THHOKCHJIOPEIyKTa3bl iN Vivo. OHa TeHepupyeT BOCCTAHOBICHHYIO (OpPMY HUKOTH-
HaMUIQICHUHAUHYKICOTHIa, KOTOPBIM MPOSIBIsSET aHTUOKCHIAHTHYIO poJib. Ecnu
KCaHTUHOKCHUJOPEIYKTa3a HaXOJUTCA B TUIIOKCUYECKOW Cpesie, OHA MOXKET IpeBpa-
aThCsl B KCAHTUHOKCHUAazy [7]. bonee Toro, n30bITOUHAs BIpaOOTKA HAaYaIbHBIX aK-
TUBHBIX (DOPM KHUCIIOPOJIa, BbI3BAaHHAS Pa3IMYHBIMUA CTUMYJIaMHU, MOXKET aKTHBHPO-
BaTh KCAHTMHOKCH/JIa3y, KOTOpasi OCTACTCS OCHOBHBIM MCTOYHHUKOM aKTHBHBIX (OpM
Kuciaoposa [8].

C npyroit crtopoHsbl, npu obOpazoBanur MK c yyacTHeM KCaHTHUHOKCHJA3bI
MOOOYHBIM MPOJYKTOM PEAKIUU SIBISAIOTCS CYNEPOKCHUHBIE aHHOHBI KHCIOPOJa
U Ipyryue CBOOOIHBIE PauKallbl, YTO UTPAET OJIHY U3 KIIFOUEBBIX POJICH B MMAaTOrEHE3E
YpaTUHIYIIUPOBAHHBIX CEPJCUYHO-COCYIUCTHIX 3a00JICBAHUN U META0OJIMUECKUX pac-
ctpoiicTB. CrnenoBarensHo, MK urpaer ABOHHYI0 aHTHOKCUIAHTHYIO U OKHCIIUTENb-
HYIO pOJib B 3aBUCHMOCTH OT OKPY’KarOUIEH Cpelbl U MPEUMYILIECTBEHHOTO MYTH €€

MeTtabonusma (puc. 2).

n r KcaHTUHOKCUAO
YPUHbI MNOKCAHTUH penykTasa

CHADH D

Puc. 2. Cxema MeTaboam3Ma MOUEBOW KUCIOTHI C YU€TOM U30(OPM KCAHTHHOKCHAOPEYKTA3bI:
KO — kcantunokcuaasza; KJI' — kcantunaeruaporenasa; HAJ[H — HuKoTHHAMU 1A IEHUHTUHYK-
JIEOTHU]T

IToae3snnie cBoiictBa MK. MoueBasg kuciora Kak aHTHOKCHUIAHT OOJamaeT
HEUPONPOTEKTOPHBIMU CBOMCTBAMU U, TAKUM O0pPa30M, UTPAET BAXKHYIO POJIb B pa3-
BUTHUM YEJIOBEYECKOro MHTEIUIEKTa [9]. E€ OTHOCAT K OTHOW M3 CTUTM I'€HHAIbHOCTH.
Omna criocoOCTBYeT HEUTpaIU3alluy riIyTaMara v APYrux CBOOOIHBIX PaTUKAIIOB, YTO
MOTEHITUAIBHO CIIOCOOCTBYET YMEHBIIICHHIO 30HBI MEHYMOPHI MPU OCTPOM HapyIle-
HUW MO3TOBOTO KpoBooOOpamieHus. B psme mccinenoBaHwii moka3zaHO, YTO HHU3KHE
koHieHTparuu MK Obl1u accoruupoBaHbl ¢ HEHPOAETeHEPATUBHBIMU 3a00JICBaHU -
MU, TAKUMH Kak 0oyie3Hb AJblireiiMepa, 00Jie3Hb XaHTUHITOHA, 0ose3Hb [lapkuHco-

Ha M paccestHHbIN ckiepo3 [10, 11].
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Tax e MoueBasi KHCIOTa Mokasana J-o0pa3Hylo CBS3b CO CMEPTHOCTBIO OT BCEX
NPUYKH. DTO 03HAYAET, YTO KaK HU3KHUE, TAK U BHICOKHE €€ KOHIIEHTpalluu ObLIIN CBSI-
3aHBbI C TTOBBIIIEHUEM CMEPTHOCTH [12].

Helitpanusys cBoboanbie paaukaibl, MK Takke MOXET CAepKUBATh MyTareHes
1 TEM CaMbIM CHU3HUTBH PUCK Pa3BUTHA PaKa y JItoAeH u BeiciMx npumaroB. MK mpo-
JEMOHCTPUPOBAJIA TAaKK€ MOTEHIHUAIBHOE 3alllUTHOE M AaHTUOKCHUJAHTHOE JEHCTBHE
Ha MeMOpaHbl SputporToB [9]. HecMoTpss Ha MHOXKECTBO THUIOTE3, OOBSICHSIIOITUX
¢bynkuio MK B opranusme uenaoBeka, €e TOUHasi poJib 0 CUX MOP PACKpPbIBAETCS.

C npyroi#t croponbsl, MK ciocoOCTByeT BOZHUKHOBEHUU U MPOTPECCUPOBAHUIO
CEPJIEYHO-COCYIUCTHIX 3a00JeBaHUNA U MeTaboIM4eckux paccTpoicTB. C KaxKIbIM
roJIOM TMOSIBIIAETCS BCE OOJBINE HCCIEAOBAHMM, MATOTEHETUYECKU CBSA3BIBAIOIINX
pa3BUTHE U MPOTPECCUPOBAHUE CEPACUHO-cOCyauCThIX 3a0oneBanuit (CC3) u Mmera-
OOJIMYECKUX PaCCTPOMCTB C TUIIEPYPUKEMUEH.

BeccumnTomMHas runepypukeMusi U aprepuajibHasi runepren3us. Boicokuit
ypoBeHb MK ycyry0isier BocauTeNbHYI0 PEAKIIUI0 U OKUCIUTEIbHBINA CTPECC, YTO
MIPUBOJIUT K CHUKEHUIO CUHTE3a OKCHJA a30Ta — IJIABHOTO peJaKCUpYIOIIero (hax-
TOpa U YCUJICHUIO 00pa30BaHUs aKTUBHBIX ()OPM KHUCIOPOa, YTO BBI3BIBAET HHIOTE-
JTUATBHYI0 AUCHYHKIUIO. DHAOTENUaIbHAs JUCHYHKIMS UTPACT PEIIAIONIYI0 POJb
B Pa3BUTHM U MPOrPECCUPOBAHUU aTEPOCKIIEPO3a, TPUBOJS K CEPHE3HBIM CEPIECUHO-
COCYIUCTBIM COOBbITHSIM [13].

BozneiicteBue MK Ha sHIOTENUANBHBIE KJIETKU W TJIAJKOMBIIIEYHBIE KJIETKH
(I'MK) cocynoB yenoBeka npuBoauT K aktuBauuu PAAC, 4To yBelIMYMBaET dKCIpec-
cuto anruoteH3uHa Il u penenTtopoB Kk aHTMOTEH3UHY, CTUMYJIUPYET TpoaudepaIuio
[JIAIKOMBIIIEYHBIX KIETOK cocyqoB [14]. I'MK skcnpeccupyror URATI, xoTopslit
ydactByeT B peadcopOimu MK. OHa akTUBUpYeT crelupUuIecKyt0 MUTOTCH-aKTHBH-
pPyEeMyIO MMPOTEUHKUHA3Y ¥ UHAYIIUPYET AKCIPECCUIO ITUKIOOKCUTEHA3bI-2. DTU OeKU
CTUMYJIUPYIOT 00pa30BaHKE JIOKAJTIbHOTO TPOMOA M MOBBILIAIOT dKCIpEccHIo (hakTopa
pocTa TPOMOOLIMTOB, KOTOPBIA YCHUIMBAET MPOJU(Epalri0 U MUTPALMIO TJIAJKOMbI-
HIEYHBIX KJIETOK COCYI0B. BinsHue runepypukeMun Ha OMOJIOTHYECKOE MOBEACHHUE
[JIAIKOMBIIIEYHBIX KJIETOK COCYJIOB MOXET MPUBECTU K PEMOJICTUPOBAHUIO COCYOB,
YTO CIOCOOCTBYET BOZHUKHOBEHUIO W MPOTPECCUPOBAHUIO apTEPUATHHON THIIEPTEH-
3um (Al') [15].

MK yuacTByeT B BOCHAJICHUH COCYJOB M PEAKIMIX OKHCIHUTEIIBHOTO CTpecca,
CIIOCOOCTBYET MOBPEXKICHUIO SHAOTEIMS, OKUCIECHUIO JIMIIONPOTEUHOB HU3KOMU TLIIOT-
HOCTH U TEPEKUCHOMY OKHCIICHHUIO JIMIHUI0B, MUTPAIMd MakpoQaroB U UX TpaHC-
dbopmalnuu B TIEHUCTHIC KIIETKH, nponudepauun 1 murpanuu I'MK u runepriazuu
UHTHMBI, TEM CaMbIM CIIOCOOCTBYSI Pa3BUTHIO aTepockieposa [15].
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DT MeXaHU3Mbl MOTEHIUATbHO CIIOCOOCTBYIOT PAa3BUTHIO U MPOTPECCHPOBA-
Huto Al Ha paHHUX cTaausx 3aboseBaHus (puc. 3), B TO BpeMs KaK JUIMTEIBHO CY-
mectBytomas Al MOKeT IPUBECTU K CTOMKOMY M3MEHEHUIO KPOBEHOCHBIX COCYJZIOB
(Hampumep, aTepocKIIepo3, TUIepTpodus rajaKkol MyCKyJIaTypbl), KOI/1a CBSI3b TUIIe-
PYPUKEMUH U apTEPUAIIBHOTO J1aBlIeHUs Tepsiercs [14].

™ MK
AKTUBALIUA PAAC I'IPOHWDEPALI.MH SHJOTENMAJIbHASA
YBE/IMMEHUE MK COCYAOB [AUCOYHKLMA
3KCNPECCUMU AT2-R
Pt J CUHTE3A
HAPYLIEHME WHTEPCTULIMANBHDIN NOW 1 AdK
NMOYEYHOU dUEPO3
AYTOPEMYNALMUU
]
\ [BABOKOHCTPMKLI,I/IHJ
!
YYBCTBUTENIbHOCTY MOYEYHOM
K Na NEPGY3UM

Puc. 3. TloTeHnnanbHble MEXaHU3MBI YPATHHIYITUPOBAHHOMN apTepHaIbHON THIIEPTEH3NH .
I'MK — rnaakomsimednsie kieTku; PAAC — peHUH-aHTMOTEH3UH-AJIbIOCTEPOHOBAsI CUCTEMA;
OIICC — oburee nepudepuueckoe cocynuctoe conporusienne; AOK — akTuBHble (opMbI KuC-
aopoaa; R-AT2 — penientopsl aHTHOTEH3UHA-2

[IpocneKTMBHOE PaHAOMU3UPOBAHHOE UCCeA0BaHUE 5748 310pPOBBIX MOAPOCT-
koB (10-neTHee HAOMIOACHNE) TTOKA3AJI0, YTO TOBBINMICHHBIN ypoBeHh MK OBLT TECHO
CBSI3aH C TUIEPTOHHEH U METa0OJUYECKHUM CHUHAPOMOM. B peTrpocrnekTMBHOM KO-
TOPTHOM HccieioBaHUU 3584 MalUEeHTOB C MPEATUNEPTEH3UBHBIM COCTOSIHUEM TaK-
K€ KOHCTaTUPOBAHO, YTO TOBBIMIEHHBIN ypoBeHh MK ObLT CHIIBHBIM MapKEpOM pHC-
Ka pa3BUTHs TUNIEPTOHUU OT Ipearuneptensuu [13]. B apyrom kpynHomacimtabHOM
Meta-aHanuze 55 607 cyObekToB B 18 MPOCHEKTUBHBIX KOTOPTHBIX HCCIEAOBAHUSX
ObLJI0O OOHAPYKEHO, UYTO HAa KAXKI0€ YBEIMYEHHE ChIBOpOTOYHOro ypoBHs MK Ha
1 Mr/mt yacToTa runepTOHNN yBenuuuBanach Ha 13 % [13].

I'mnepypuxemus u XCH. BocnaneHue u OKUCIUTENBHBIA CTPECC UTPAKOT BaXK-

HYIO POJIb B Pa3BUTUU U MPOrPECCUPOBAHUU CEPJICUHON HEJIOCTATOYHOCTH. beccumii-
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TOMHAasI TUTIEPYPUKEMHUS BBI3bIBAET MOBBIIIEHUE COJIEPKAHUSI MAPKEPOB BOCTIAJICHMUS,
Bkitouast CPB, untepneiikun (MUJI)-6 u 8, anbda-daxrop Hekposa omyxomnu (a-OHO),
KOTOpbIE He3aBUcUMO accouuupoBanbl kak ¢ XCH, tak u ¢ UBC [14]. IIpu XCH
a-OHO cnocoOcTByeT anonTo3y MHUOIMTOB M MOKET y4acTBOBAaTh B IMATOJIOTHYE-
ckoM pemojenupoBanuu xkenynoukoB. [Ipu MbC a-®HO u NJI-6 Obuid CBA3aHBI
C TSDKECTBIO KOPOHAPHBIX OKKITFO3HiA [ 14].

Bricokuit yposerr MK cTumynupyeT BbIpaOOTKY aKTUBHBIX (JOPM KHCIOPOJa,
WHTUOMPYET MHAYLUUPOBAHHOE HHCYJIMHOM IOTJIOIIEHUE TTIOKO3bI U, TAKUM 00pa3oM,
NPUBOJUT K PE3UCTEHTHOCTH MUOKApJAa K MHCYJIMHY. PE3UCTEHTHOCTh K WHCYJIHUHY
MOXKET MPEnsTCTBOBATH MOTJIOLIEHUIO TJIFOKO3bl MHUOKAp/IOM, Hapyllas JTUMUAHBINA
0oOMeH, IPUBOJS K HAPYIIEHUIO 3HEPT€TUYECKOro oOMEHa B MUOKapAEe, YTO BIIUSAET
Ha JIMAaCTOJIMYECKYIO U COKPATUTEIbHYI0 (PYHKIMU MHOKapaa. CilemnoBaTrenbHO, BbI-
cokasi, BbI3BaHHasE MK, pe3HCTEeHTHOCTh MUOKapAa K MHCYJIHHY MOXET OBbITh BaX-
HBIM MATOT€HETUYECKUM MEXAHU3MOM Pa3BUTHUS CEPICUHON HEAOCTATOUHOCTH [13].

['unepypukemust Bctpewaercss y 43-57 % mamumentoB ¢ XCH. Ha kaxmprit
1 mr/an noBeimieHust ypoBHs MK B ChIBOpOTKE KpOBH HAOJIOAACTCS YBEIWYCHUE
PUCKAa CMEPTHOCTH M T'OCIHUTAIM3ALMY IO MMOBOAY CEpACYHOW HEAOCTaTOYHOCTH Ha
4 % u 28 % cootBeTcTBeHHO (pekomennanuu ESC 2021 no jnedyeHno u JuarHocTuke
XCH/OCH). B metaananuse (1456 naunentoB ¢ XCH) ypoBeHb ypaTOB B CHIBOPOTKE
KpoBu 0osiee 420 MKMOJIB/1 ObUT CBSI3aH C YBEJIMUYEHUEM CMEPTHOCTH OT BCEX PUUMH
(oTHOCHTEIBHBIN prck 2,13) [14].

JlexapCTBEHHBIE CpEJCTBA, CBSA3aHHBIE C YIYUYIIEHUEM CEPJIEYHO-COCYAMCTBIX
UCXOJI0B, Takue Kak HHruOuTOphl SGLT2 (HaTpuii-rimroK03HOTO KOTpaHcopTepa 2-ro
turna) 1 ARNI (aHTaroHucCTHl perenTopoB aHTHMOTEH3MHA W HENPUJIN3WHA), TPOje-
MOHCTPHUPOBAJIHM CITIOCOOHOCTD CHIKATh ypoBeHb MK [16].

I'mnepypukemus u ¢udpmiisinusa npeacepauii. [locnennss sBisieTcss 0IHUM
13 HauOoJiee PacHpOCTPAHEHHBIX HAPYIIEHWH CEpAEYHOrO0 PUTMa, €€ OCHOBHBIMU
(dakTOopaMu puCKa SIBISIOTCA MOXKHWIION BO3pAcT, TMIEPTOHUS, OXUPEHHUE, TUa0eT,
XCH, nopoku KjanaHoB cep/ia u uHpapkT MUoKap/a. B mocneanue rosl MHOTOYKC-
JICHHBIC KIMHUYECKUE HCCIEAOBaHUS MOATBEPAWIN CBSI3b THIEpypukeMuu ¢ ¢Guod-
puwusnuen npeacepauit (PIT). MK Taxke Oblia He3aBUCUMBIM (DaKTOPOM PHUCKA
TpoMmOa JIEBOTO TpeAcepauss y marueHToB ¢ HeknananHoi PII wim ¢ MUTpaIbHBIM
creno3oM [13]. bonee Toro, runepypukemusi ObUIa HE3aBUCUMO CBSI3aHA C yBEJHYe-
HUEM JIMaMeTpa JIEBOro NpeacepAusi, a yBEJIMUEHUE JIEBOTO MpeACcepans TECHO CBS-
3aHO ¢ Bo3HUKHOBeHHEeM DIT u Tpombo3a [17].

BeccumnToMHasi runepypukeMHusi M caxapHbld auader 2-ro tuma. beuio
nokaszaHo, 4to In Vitro MK unrubupyer nponudepammo Oera-KJIeTOK OCTPOBKOB
Jlanrepranca B moukenynoyHoOM xkeneze. K ToMy ke HMHIyHHpPOBAaHHOE ypaTaMu
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CHWKEHUE BBIPAOOTKH OKCHAA a30Ta AHAOTEIUATHHBIMH KJIETKAMH TMPEMATCTBYET
OTIOCPEIOBAHHOMY HMHCYJIMHOM TOTJIONIEHUIO TIIOKO3bl, UYTO IPUBOAUT K PE3UCTEHT-
HocTH K uHCcynuny (HUP) [14].

OTH U3MEHEHUS MPUBOJAT K YCHICHUIO KOMIIEHCATOPHON CEKPELMH MHCYJIMHA.
NHCynuH CTUMYIUPYET CUHTE3 U CEKPELIMIO SHIOTENMHA-1 B SHIOTEIUATBHBIX KIIET-
Kax aopThl. DHAOTENNH-1 sBIseTcss HanOoyiee MOIIHBIM COCYTOCYKHBAIOLUM Cpe/I-
CTBOM; OH MOXXET MOBBIIIATH MEepUPEPHUUECKOE COCYAUCTOE COMPOTUBIIEHUE, CIIOCO0-
CTBOBaTh peabcopOmmu BOJABI U HATPHUS B TMOUYCYHBIX KaHAIBIAX W CTUMYJIHPOBATH
npoaudepanuio IaJKuX MBI U KIETOK MUOKAp/ia, BhI3bIBAsI TEM CaMbIM peMOjie-
JMPOBAHUE CEPACUYHO-COCYAUCTON CHUCTEMBI U MOBBIIICHUE apTEPUATBLHOTO JTABICHUS
[15]. Y Hao6opoT, ArabeT MOXKET CIIOCOOCTBOBATH THIICPYPUKEMHUHM, MTOCKOIBKY KaK
PE3UCTEHTHOCTh K MHCYJIMHY, TaK W TUIMEPUHCYJIUHEMUSI CHIKAIOT KJIMPEHC YpaToB
c moyoit [14]. UccnenoBanne 7483 manueHTOB Oe3 auabera Mmokasajio, YTo IOCIe
KOPPEKIMU YPOBHEW rumnepiunuaeMuu, Al', 0)KUpEeHUsI U TIIIOKO3bl B KPOBU YPOBHHU
CcbIBOPOTOYHONM MK MOJOKHUTENBHO KOPPENIMPOBAIA C TUIIEPUHCYIMHEMHEN U HWH-
nekcom UP [15].

beccumntomMHas TUIIEPYPUKEMHUS B PAHHEM B3pPOCJIOM BO3pAaCTE SIBJISIETCS HE3a-
BUCUMBIM (pakTopoM pucka pa3sutusi CJ12 U MHCYTMHOPE3UCTEHTHOCTH IO CpaBHE-
HUIO C HOPMOYPUKEMHUYECKUM KOHTpOJieM (KO3 (UUHUEHT pucKa ajid guadbera —
1,87; mns mucynuHopesucTeHTHOCTH — 1,36). COBOKYITHBIM OTHOCHUTCIIBHBIN PHUCK
C/I 2-ro tuma cocrapmser 6—11 % Ha kaxmoe yBenuuenne ypoBHs MK B CEIBOpOTKE
KpoBH Ha 60 MKkMOIB/1 [14].

Takum 06pa3zom, MHOTOYHCIICHHBIE HAyYHbIE JAHHBIE CBUACTEIBCTBYIOT O CBSI3H
MEXTy OECCUMIITOMHON THIEPYPUKEMHUEH U PSJIOM CONMYTCTBYIOIIUX 3a00JICBaHMM,
BKJIFOYAsT apTEPUAIbHYIO THIIEPTEH3UIO, XPOHUYECKYIO 00JIE3Hb MOYEK, HHCYJIUHOPE-
3UCTEHTHOCTb, CaXapHBIA AUAOET 2-T0 THUIIA, aTEPOCKIEPO3, PUOPHIIALINIO TpeIce]p-
U, XPOHUYECKYIO CEpACYHYIO HEAOCTAaTOYHOCTh, HAPYIIECHUE >KUPOBOTO OOMEHa,
MeTaboaudeckuii cunypom. [IpoTekaeT au 6€CCUMOTOMHO TUNEPYPUKEMUS WU UT-
paeT NPUYMHHYIO POJib B Pa3BUTUHU 3TUX 3a00JI€BaHUM, OCTaeTCsl 00JIaCThIO UCCIIEN0-
BaHMi. /[0 cHX MOp y4eHble cOO0IIEecTBa PACXOASITCS BO MHEHUSX O HEOOXOAMMOCTH
JICYCHUS TAITUEHTOB ¢ 0€CCUMIITOMHOM TUTIEPYPUKEMHUEH.

MpsI Takke TOMBITAINCh YCTAHOBUTH YACTOTY BCTPEUAEMOCTH O0E€CCHUMMTOMHOMN
TUNIEPYPUKEMHUH Y TAIMEHTOB C XPOHWYECKOW HIIIEMHYECKOW OO0JIE3HBIO cepala
Y TIPY KOMOPOUAHOM MATOJIOTHH.

Marepuaa ¥ MeTOAbI

[TIpoBenen perpocnekTuBHBIN aHanu3 410 MEIMIMHCKUX KAapT CTAlMOHAPHBIX
MAIEHTOB, MTPOXOAMBIINX JICYEHUE B KapAUOJIOTHIEeCKOM OTaesieHnn ['Y « MuHCKui
HIIL xupypruu, TPaHCIJIAHTOJIOTUU M T€MAaTOJIOTUN» B TEUEHUE CEHTSIOps-IeKadps
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2022 r. Kpurepuem orbopa ObUI0 HanMuue y maumeHToB xpoHudeckux Gopm UBC.
Bce manuieHTs! ObLTH pa3zesieHbl Ha OCHOBHYIO M KOHTPOJIbHYIO TPYIIIBI.

OcHOBHYIO TpymHmy COCTaBUIM MalueHThl ¢ runepypukemuen (MK kposu >
420 mxMmow/n). Takux okazanoch 165 yenoBek: Menuana Bo3pacta — 9 jer (ot 40
10 90 ser); cTpykTypa 1o noiy: MmyxauHbl — 92 (56 %), xenmmuasl — 73 (44 %).
N3 octaBmmxcsd MEAMIMHCKUAX KapT CIy4ailHbIM oOpa3zom Obuto oToOpano 170 mis
dbopMUpOBaHUS KOHTPOJBHON TPyMNIbl. B KOHTPOIBHYIO TPYIITy BOIUIA MAI[UEHTHI
0e3 TunepypuKeMun: Meauana Bo3pacta — 69imer (ot 48 mo 92 ner); cTpykTypa mo
noiy: Mmyx4antsl — 73 (43 %), xenuuabl — 97 (57 %),

J11s1 BBISIBIICHUS KOPPETSIMOHHBIX CBSI3€M YPOBHS MOUYEBOW KHUCIOTHI U MOKa3a-
Tene OMOXMMUYECKOTO aHaliu3a KpOBU (YPOBEHb IIFOKO3bI B BEHO3HOM KPOBHU, Kpea-
TUHUHA, MOYEBHUHBI, CKOpoCcTH KiayOoukoBoil ¢uibtpanuu (CK®) mo dopmyme
CKD-EPI, ypoers CPB, Mo3roBoii ¢hopmbl HaTpuilypeTrueckoro nentuga — BNP)
MCIIOJIB30BaIM KOPPEIAUUOHHBINA aHanu3 1o Cnmpmeny. st mpoBepKu HyJIEBOU T'H-
oTe3bl 00 OTCYTCTBMM CTAaTUCTUYECKH 3HAYUMOM pPa3HULBI MEXIY MOKa3aTeIsIMU
OMOXMMMUYECKOTO aHaju3a KPOBM MAIMEHTOB OCHOBHOM M KOHTPOJILHOM Ipymm HcC-
noJsib3oBajicss U-kputepuid ManHa—YUTHH AJis IBYX HE3aBHCHUMBIX BbIOOpOK. [IpoBe-
JIeH aHaJIu3 4aCTOThl BCTPEUAaEMOCTH pa3iudHbIX ¢popM xpoHudeckoir MBC u xomop-
OMIHBIX COCTOSIHUN B KOHTPOJIBHOW M OCHOBHOM rpynnax. CTaTUCTUYECKUN aHAIIN3
npoBOIWIIN B Tiporpamme Statistica 13.

Pe3yabTaThl HCC/IEI0BAHMS

beccumnromuas runepypukemust u3 410 MEIUUIMHCKUX KapT MAalMEHTOB ObLIa
BbIsiBJIeHA B 165 (40,2 %) cinyuaeB. Menuana MOYEBOM KUCIOTHI B OCHOBHOM T'pyIINe
coctaBmwia 531 MKMOJb/1. B KOHTpOIBHOM Tpymme MeauaHa MOYeBOM KUCIOTHI ObLIa
paBHO# 341,2 mxMoub/i. Cpean MalMeHTOB C TUNIEPYPUKEMHEH B Halleil BHIOOpKe
npeobiajalii My>KUUHBI, @ B KOHTPOJIBHOM TpyIIe — >KEHIIMHBI. DTH JaHHbIE MOJI-
TBEPKAAIOT 3MUAEMHOJOTHYECKUE UCCIEA0BAHMS O OOJBIIEH pacnpoCTPaHEHHOCTH
TUIEPYPUKEMHUH CPEIN MY>KUUH.

[lo pe3ynbTaTam Hcciae0BaHus YCTAHOBIEHA NpsiMast, cadasi, HO CTATUCTUYECKU
sHaunmast (P < 0,05) koppensuuonnas cBssb (I = 0,21) mexny yposaem MK u riro-
KO30# 11a3Mbl KpoBu. Haiinena ymepenHas, cratuctuuecku 3Haunmas (p < 0,05),
npsiMasi KOppeIsiLMOHHAs CBSI3b MEXIY YPOBHEM MOYEBOW KHCIOTHI U MOYEBHUHBI
(r=0,43) / kpearununa (r = 0,42), 4TO CBHAETEILCTBYET B MOJB3Y TOrO, YTO B (HOp-
MUPOBAaHUU THUINEPYPUKEMUU BAXKHYIO POJIb BHOCHUT HapylleHHE (DYHKIIMU MOYEK.
BrisiBnena ymepenHasi, cratuctuuecku 3Haunmasi (P < 0,5) oOpaTHasi KOppemsiiuoH-
Has CBSI3b MEXAYy ypoBHEeM MoueBoi kucioTel u CK® (r = —0,38), yTo HE NpoTUBO-
PEUMT BBIIIEU3I0KEHHBIM MTPEANOJIOKEHNAM. Y CTAHOBIIEHA YMEPEHHAs1, CTaTUCTUY e-
cku 3HaunMas (P <0,05) mpsimasi KOpPETSAIMOHHAs CBSI3b MEXAY YPOBHEM MOYEBOMU
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kuciotel 1 BNP (r = 0,48), uto moareepkaaer cBsa3b ypoBHI MK ¢ Tsokecthio XCH.
He obnapysxeno cratuctuuyecku 3HauuMon (p = 0,44) KoppensiuuOHHON CBSI3U MEXKITY
yposaem MK u CPB (r = 0,06).

[Ipu aHanu3e CTaTUCTUYECKON 3HAYMMOCTH Pa3HMIIbI MTOKa3aTenel (puibTpamnu-
OHHOU (PYHKITMU TOYEK W TIIFOKO3bI MEXKIYy MAaIllMEHTAMH OCHOBHOM W KOHTPOJIBHOU
rpynn ¢ nomomibto U-kputepusi MaHHa—YWUTHU BBISBICHO: YPOBEHb TJIFOKO3bI
B cpeaHeM ObLT Oosee BbIcOKUM Ha 0,59 MMoiw/n1 B ocHOBHOM rpymme (p = 0), yem
Cpeau MalMEHTOB KOHTPOJIbHOM TPYIIbl. Y POBEHb MOUYEBUHBI B CPETHEM OBLI BBIIIIE
Ha 2,75 MMoOJIb/JI, a KpeaTHHUHA — Ha 23,1 MKMOJIB/I Cpelu OCHOBHOM TPYIIIBI 110
cpaBHeHUIO ¢ KOHTpoJbHOU (p = 0). Ilokazarens CK® B cpeaHem OblT HUXKE Ha
19,2 Ma/MUH B OCHOBHOMW TpyIHIlE, YeM B KOHTPOJBHOW. DTH Pe3ynbTaThl MOATBEP-

JKJIAl0OT BBIIICU3IIOKEHHBIC BEIBOIBI (TA0. 1).
Tabnuya 1
AHAJIN3 CTATHCTUYECKON Pa3HUIBbI MEKAY NOKA3aTeJAMH (PYHKIUH MOYeK U IJII0K030i cpeaun
NMAMEHTOB OCHOBHOM M KOHTPOJIbHOI rpynn ¢ nomombio U-kpurepust ManHa—YUTHH

Me ocHOBHOII | Me KOHTPOJIBLHOM ComnocrasiieHue noxkasareJiei

Iloka3zaTenu _ _ p
rpynnsi (N=165) | rpymnsi (n=170) B rpymnmax

I'mroxo3a, 6,2 5,61 0 | MeanaHa riIrOKO36l B OCHOBHOM
MMOJTB/TT rpynmne 6onbuie Ha 0,59 MMonb/n
MoueBuHa, 9,9 7,15 0 | Meauana MOYEBHUHBI B OCHOBHOM
MMOJTB/JT rpytie 6oJblie Ha 2,75 MMOJIB/T
Kpearunumn, 105 81,9 0 | Menuana kpeaTUHHHA B OCHOBHOU
MKMOJTB/JT rpymre 6ombie Ha 23,1 MKMOJIB/JT
CKo, 53 72,2 0 | Menunana CK® B ocHOBHOI1 rpyrime
MJI/MHH HIDKe Ha 19,2 mi/MuH

Cpenu marueHTOB OCHOBHOM Tpynmbl Al Obuta BeisiBieHa B 160 ciydasx (97 %),
B KOHTpOJIbHON — B 168 ciyuasx (98,8 %). [dns mareHToB ¢ XpOHUYECKUMH (Pop-
mamu UBC u runepypukemueit xapaktepHa 0oJiee yacTas BCTPEUAEMOCTh TKEIIOM
crerienu Al B ocHoBHO#M rpymne uvactota Al 3-it crenenn — 12,5 % (n = 20),
B KOHTpOJbHONH — 4,1 % (n = 7).

Cpenu manuMeHToB OCHOBHOM Tpyniibl (n = 165) cTpyKTypa XpOHUYECKOH cep-
JI€YHOM HEJIOCTAaTOYHOCTH 10 PpyHKIMOHAIBHBIM Kilaccam NYHA Obuta cienyromiei:
®K1 — 1,9 % (n = 3); ®K2 — 57,5 % (n = 95); ®PK3 — 36,2 % (n = 60); DK4 —
4,4 % (n = 7). Y manueHToB KOHTpoabHOM rpymmbl (n = 170) ctpykrypa XCH 1o
NYHA cnenytomras: @K1 — 11,7 % (n = 20); ®PK2 — 71,8 % (n = 122); ®K3 —
16,5 % (n = 28).

Takum oOpa3om, y marueHTOB ¢ TUTIEPYPUKEMHEH B 2,5 pa3a yale BCTpedyaeTcs
Tspkenast ctenenb XCH — ®K3 u ®K4, a no Crpaxkecko—Bacunenko (H2b u H3) —
B 4,2 pa3a yaile, 4eM Cpeu MalUuEeHTOB KOHTPOJIbHOM IPYMIIBI.
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B IMPOBCACHHOM HCCJICJOBAHWN BLISIBJICHA BBIPAKCHHAA pPa3HHIld B YaCTOTC

BCTpeyaeMocTu (UOPWILISAUMKA TpeacepAnil: MEepCUCTUPYIOIas W TepMaHEHTHas
dopmbl DIT cpeau manreHTOB OCHOBHOM IPYIIbI BhIABIACHBI B 104 cioyuasx (63 %),
a Cpelld MalMEeHTOB KOHTPOJIBHOM rpymbl — Tosbko B 60 ciyvasx (35,3 %) (puc. 4).

70,0%

60,0%

50,0%

40,0%

3010 O/O

20,0%

10,0%

0,0%

63,0%

35,3%

Bl ocHOoBHaA rpynna (n-165) OxoHTpoabHAad rpynna (n-170)

Puc. 4. Yacrora ®II cpenn narrieHTOB OCHOBHOM M KOHTPOJIBHOM TPYII, OTHOIIEHHUE [IIAHCOB —
3,13 (AN 95 % 3,13 £ 0,45)

Cpeau manueHToB ¢ OECCUMITOMHON TMIEpypUKEMUEd MeTabOIM4YeCKUi CHH-
apom (MC) BeisiBiieH B 89 (54 %) cnyuasx, CII 2-ro turna — B 56 (34 %) cinydasx.
Anaupentsl KOHTpOJIBHOHM Tpynnibl MC umenu B 69 (40,5 %) cnyuasx, CI 2-ro tuma —

B 32 (18,8 %) cioyuasx.

Cpenu manMeHToB ¢ 0ECCUMITOMHON THIIepypUKeMUel HapylleHHe >KMpPOBOTO
oomena (HXKO) 6wu1o 3apeructpupoBano B 46 (27,8 %) cnydasx, uz aux HXO 1-i
creriend — B 6 % (n = 10); HXKO 2-i crennenn — B 9,7 % (n = 16); HXO 3-i1 cremne-
Hu — B 12,1 % (n = 20), a HXO 2-it u 3-it crenean — B 48 (21,8 %) ciyyasx.
A cpenn nanueHToB KOHTpoabHOM rpynnel HKO 3apeructpupoBano B 40 cioydasx
(23,5 %), u3 aux HXO 1-it crenean — B 13,5 % (n = 23); HXKO 2-ii cTrenenn —
B 8,2 % (n = 14); HXO 3-it crenenn — B 1,8 % (n = 3), a HXO 2-it u 3-i cremne-
HU — ToJibko B 17 (10 %) ciydasx (puc. 5).
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Puc. 5. Yacrora HXKO 1o creneHsM TsSHKECTU Cpeld OCHOBHOM U KOHTPOJIBHOM TPYIIIT

3akiouenue

Hcxons u3 pe3yiabTaToOB MPOBEACHHOIO MCCIENIOBAHUS M JAHHBIX IPYTUX KIIU-
HUYECKUX HCCIEAOBaHUI, MOKHO CII€JaTh BBIBOJ O BaXXHOCTH TMIIEPYPUKEMHUU KaK
(akTOpa pucKa pa3BUTHs U MPOrPECCUPOBAHUS CEPJIEUHO-COCYAUCTBIX U APYTHUX KO-
MOpPOUIHBIX 3a001€BaHUH, a TaKkKe OO0IIEl CMEPTHOCTH.

Cpenn manuentoB ¢ MBC runepypukemus Bctpeudanack B 40,2 % ciydaes
(JAN 95 % 40,2 + 4,8 %), y My>K4HMH Yallle 10 CPABHEHHUIO C JKCHIIMHAMH. BrisBicHa
NpsiMasi YMEpPEHHasl CTATUCTUYECKU 3HAYUMasi KOPPEJSIIMOHHAs CBA3b MEXAY YPOB-
HEM MOYEBOM KHUCJIOTBI M TOKa3zaTrelsiMU (UIBTPALMOHHOM CIOCOOHOCTH TMOYEK,
riroko30i u BNP.

VY nauuentoB ¢ paznuuHbiMu (popmamu UBC u runepypukemueit Ha 27,7 %
yalie Mo CpaBHEHHIO ¢ KOHTPOJIbHOM rpymnmnoi BcTpeuyaercss PII (mepcuctupyromas
u nepmanenTHast ¢popmsl), (Ol — 3,13 (A1 95 % 3,13 + 0,45), oTmeuaeTcst 60ee
TsbKenas crerenb AlT, 6omee Beicokue creneHb Tshkectd XCH. CJI 2-ro tuma u MeTa-
oommueckuii cuaapoM Ha 15,2 % u 13,5 % cooTrBercTBeHHo, HXKO BBICOKOI cTeneHr
qaiie BCTPEYarTCs CPEAN MALMEHTOB C TUIEPYPUKEMHEH.

Crout 1M KOPPEKTUPOBATH 0€CCUMIITOMHYIO THIIEPYPHUKEMUIO?

bnarogaps HaKOIJIEHHBIM HAYYHBIM JJAHHBIM 10 TATOT€HETUYECKUM MEXaHU3MaM
BIIMSIHUS TUTNIEPYPUKEMUU HA COCY/bl, CTAHOBUTCS MOHSATHOM MOJIOXKUTENbHAS POJIb
YPATCHUKAIOUIEN TEPANUU IIPU CEPACYHO-COCYAUCTOM MATOJIOTHHU. XOTSI HEOCHOPHU-
MBIX J0Ka3aTelbCTB 3((HEKTUBHOCTH TAKOW TE€PANMU MTOKA HE CYIIECTBYET, C KaXK/IbIM
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JTHEM HAaKaIlUIUBAaeTCsl BCE OOJIBIIIE ONBbITA U PE3YJbTAaTOB, YKa3bIBAOUIUX HA MOJbB3Y
TaKoOW CTpaTeruu B MEPBUYHOM, BTOPUYHON U TpeTuuHOU npodunakTuke CC3.

Cxpununr CC3 y nanMeHToB C MOBBIIEHHBIM YpoBHEM MK 1 Koppekius rure-
PYPUKEMHUU Yy TALMEHTOB C CEPJIEYHO-COCYAUCTHIM PUCKOM MOJPOOHO PacCMOTPEH
B «KOHCeHcyce KCIepTOB MO IUAarHOCTHKE U JICYEHUIO MTAUEHTOB C TUIIEPYPUKEMU-
el ¥ BRICOKUM CEpCUHO-COCYIUCThIM prUCKOM» [18].

[To MHeHMIO 3KCIIEPTOB, 1eneBoi ypoBeHb MK nomken ObITh HIKE 360 MKMOJITB/IT
y MaIUenToB ¢ rurniepypukemueit U Hike 300 MKMOJIB/N y TAIIMEHTOB C TUTIEPYPUKEMU-
€l ¥ BBICOKHM CEPICYHO-COCYOUCTBIM pUcKoM. [1o kpaitHell Mepe, 3TO KacaeTcsl Mmaiu-
€HTOB, UMEIOIMX JIBA U3 IIECTH (DAKTOPOB pUCKA: apTepualibHasi TUIIEPTEH3US, AUCITHU-
nuaeMus, caxapubiid quadet, XbII, nadapkT Muokap/ia B aHaMHE3€ WA UHCYJIBT.
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E. JI. Tpuceemosa

HPUYUHBI XPOHUYECKOI'O KALIJIA
U JIEKAPCTBEHHO-UHIYILIUPOBAHHBIN KAIIEJb

MexaHu3MBbl U IPUYMHBI XPOHUYECKOT0 KALLIA

3amuTHON peQUIEKTOPHON peaklMeld opraHu3Ma Ha BBIBEIICHUE U3 AbIXATElb-
HBIX IyT€Hl MHOPOAHBIX TEJ, U3BMEHEHHOTO TPaXECOOPOHXHAIBHOTO CEKpEeTa SIBISETCS
Kamenb. BO3HMKHOBEHHE Kaluisi OOYCIOBJIEHO pa3Ipa)keHUEM UYBCTBUTENIBHBIX
HEPBHBIX OKOHYaHUH pe(IEKCOreHHBIX 30H B POTOBOM MOJIOCTH, MPUIATOUYHBIX Ma3y-
XaxX HOCa, FOPTaHH, TOJOCOBBIX CBSI3KAX, IVIOTKE, HAPY>KHOM CIIYXOBOM IpPOXOJE,
€BCTaxueBoOl TpyOe, Tpaxee U ee OMQypKanuu, MecTax JeJieHus OpPOHXOB, IUJIEBPE,
nepukapjae, ruadparme, IMCTalbHOM YacTH MUIIEBOJA U XKellyaKa, KOTopoe nepesa-
eTcst uepe3 apepeHTHbIE BOJIOKHA TPOMHUYHOTO, SA3bIKOITIOTOYHOIO, BEPXHETO TOP-
TaHHOTO M OJIY’KAI0IIEeT0 HEPBOB B «KAIIJICBOM» IIEHTP MPOAOJITOBATOr0 Mo3ra [1].

B npokcuManbHBIX OT/AENIaX PeCUpaTOpPHOro TPAKTa JOKAIU3YIOTCS UPPUTAHT-
HbIE PELIENTOPBI, pEarupyrolue Ha MEXaHUUYECKUE, TEPMUUECKIE U XUMHUUYECKHUE pa3-
npaxkutenu. bonee nucranbHO pacnosnoxkeHbl C-penenTopel, pearupyroiye Ha mpo-
BOCIIAJIUTENbHbIE MEAUATOPhl (MPOCTArJIaH/IMHbI, OpaJAUKWHUHBI, cyOcTaHius P
u ap.). Yepe3 addepeHTHbIe BOJOKHA BO3BPATHOIO, TOPTAHHOTO, HUadparMaibHOro,
cnuHHOMO3r0BbIX (C; 1 C4) HEPBOB MMITYJIBC MOCTYNAET K MBIIIAM TPYIHON KJIET-
KH, TuadparMbl, OPIOIIHOTO MPECCca, M BO3HUKAET KaIllelb.

VY CIOBHO BBIAENSIOT 4YeThIpe (pa3bl Kallisl KaK COCTAaBIISIONIME PEeQIIEKTOPHON
nyru, nepBas (asza siBisiercd 4acTbio ap(epeHTHOro MyTH, TPU MOCIEAYIOMHNX —
s depentHoro nytu [2]:

— peuentopHas ¢aza: NPOUCXOAUT pa3IpaKeHUE KAUIEBBIX PELENTOPOB, KOTO-
pbl€ aKTUBUPYIOTCS M MOCHUTAIOT UMITYJILCHI B IEHTP IO OJIy>KIaI0IIEMY HEPBY;

36



— ¢a3za Broxa: mpu ObIcTpoM Broxe (B cpemarem cocTaBisieT 50 % >Ku3HEHHON
€MKOCTH JIETKUX) IIUPOKO OTKPBIBAETCS TOJIOCOBAs IIEJNb 32 CUET COKpAIICHUS Yep-
NaJOBHUIHOTO XPSIIIA;

— ¢aza cxkaTHs: roJIOCOBAas 1IEJb MOCJIE OTKPBITUS OBICTPO 3aKPHIBAETCS 32 CUET
COKpAII[EHHUS MBI YePIATIOBUIHBIX XPSIIEH C MOCIEeAYIOIMNM TPUBEICHUEM TOJIO-
COBBIX CBSI30K; B TO K€ BPEMs COKPAIAIOTCSI MBIl )KUBOTA U APYTUE SKCIUPATOP-
HBIE MBI, BbI3bIBASI MOBBIIICHHE BHYTPUJIIETOYHOIO JABJICHUS U CIABJICHUE aJlb-
BEOJI U OPOHXUOT;

— ¢aza BbpIIOXA: MO JIEUCTBUEM OTBOJISAIIEH MBIl YEPHATOBUIHBIX XPSIIEH
OTKPBIBAIOTCSI TOJIOCOBBIE CBS3KUA W HAATOPTAHHHK, YTO MPUBOJIUT K BBIXOXKICHUIO
BO3J/lyXa U3 JbIXATENIbHBIX IyTEH, MPU STOM MOJHOE pacciabiieHne Ml quadpar-
MBI CITOCOOCTBYET IPOJIOHKUTEILHOMY BBIIOXY.

Kamens onpenensror no npoaoJKATEIBHOCTH: OCTPBIM — 110 3 HEAENb, MOJI0-
CTpBIii — 3—8 Helelb U XpOHWYECKHd — OoJiee 8 Helelnb. XPOHUYESCKUHN Kallleb sSB-
JsieTcsl HanboJee pacmpocTpaHeHHbIM, o JaHHsIM W. J. SONg u coaBT. OH BCTpeya-
ercsa npumepHo y 2—18 % nacenenus [3]. KOHTHHIEeHT MalueHTOB C XPOHUYECKUM
KallJIEM COCTAaBIIAIOT MPEUMYILIECTBEHHO JIFOAU CPETHETO BO3PACTA, YACTO HKEHIIUHBI
(6673 %), y KOTOPBIX MPEANOJIaraT MOBBIIICHHYIO YYBCTBUTEIBHOCTh K pa3apa-
KEHHIO KallUIEBBIX PELENTOPOB peCrupaTropHoro tpakra [4, 5]. Kamenbs oTHOCHTCSA
K OJTHOM U3 CaMbIX PacHpOCTPAHEHHBIX MPUYKH, MO MOBOAY KOTOPBIX MallMEHTHI 00-
palarTCs 3a MEAULUMHCKON MOMOIIBIO. XPOHUYECKUU Kalllelb C MOKPOTOW CBSA3aH
C TIOBBIIIIEHHON CMEPTHOCTHIO OT BCEX MPHUYMH U B TOM Ciydae, Koraa QyHKIus jer-
KUX HE HapylieHa [6].

Kamrenp kak cuMITOM XapakTepu3yeTcs: MAlMeHTOM CYOBEKTUBHO, BMECTE C TEM
pa3paboTaHbl OOBEKTUBHBIC METOJIBI OIEHKH Kalllis. B yacTHOCTH, JjIsl MallMeHTOB C
KarieM pa3padoTaHbl onpocHukH KadectBa xu3Hu (Leicester Cough) u BausiHus Ha
MICUXWYECKOE 3JI0POBbE, MU3MEPEHUE YAaCTOThl U MHTEHCUBHOCTH Kamuisl (Tyccorpa-
¢bust, XOATEPOBCKOE MOHHUTOPHUPOBAHUE CO CHEIUATBHBIM JAaTYUKOM PETUCTpAIuu
Kalllisl v JIp.), YyBCTBUTEIBLHOCTH K KallJIeBOMY pedeKCy U ero moaaBiaeHuto [7].

JITMTEeNbHO CYIECTBYIONMIMN Kalllellb OKa3bIBa€T HEOJIATOMPUSTHOE BIMSHUE HA
MHOTHE OpTaHbl U CUCTEMBI YesioBeka. K nmpuunHaMm pa3BUTHS OCI0KHEHUH OTHOCST
3HAYUTEIHHOE MOBBIIICHUE BHYTPUTPYAHOTO AaBiieHus (10 300 MM PT. CT.) U BBICO-
KYI0 CKOPOCTb 3KCIIUPATOPHOr0 MOTOKA Bo3ayxa (85 % OT CKOpOCTH 3ByKa) BO BpeMsi
kanuis [8]. Ilpu kamuie, B 4aCTHOCTH, HAACAAHOM C JJIUTEIbHBIMUA MTPUCTyIAMHU, BO3-
HUKAIOT CJICAYIONINE OCIoXHeHHs [3, 4]:

— pecniupaTopHasi CUCTeMa: MHEBMOTOPAKC, MHEBMOMEIUACTUHYM, ITHEBMOIIE-
PUTOHEYM, KPOBOXapPKaHbE, MIEPEJIOMBI peOep, MOBPEKICHUE TOPTAHH,
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— CEpJIEYHO-COCYIUCTasl CUCTEMA: CHUKEHUE apTepUaJIbHOIO U MOBBIIIEHUE BE-
HO3HOI'O JIaBJICHUSI, ApUTMHUM CEPLA, KPOBOUBIUSHUS (KOHBIOHKTUBAJIBHBIE), pa3phl-
Bbl BEH Ha3aJIbHBIX, TUILIEBOAHBIX WM PEKTAJIbHbIX;

— LIEHTpaJIbHasl HEPBHAsl CUCTEMA: CUHKOIE (OeTToJerncus), rojioBHas 00ib, ro-
JIOBOKPYKEHHE, KPOBOM3JIUSHUE B TOJOBHOM MO3I WJIM CETYATKy IJIa3a, MpOoJarc
JUCKA B IIEHHOM OTJIEJ€ MO3BOHOYHUKA,

— MUILEBapUTENbHAS CUCTEMA: PBOTA, (hopMUpOBaHHE nuadparMaibHOW U yBe-
JMYEHUE TaX0BOU IPbIKH, Iepopaliusl MUILEBOIA;

— MOYEBBIBOJAIIIASL CUCTEMA: HEJIEP )KaHUE MOYH;

— Ipyrue: MUAJITUM B O0JAacTU IPyJHON KJIETKH M KMBOTA, pa3pbiB (HAIpHIB)
IpSIMOM MBIIIIIBI KUBOTA, METEXUAIbHAs Chllb, PACXOXKJIECHUE MOCIIECONEPAIIOHHBIX
IIBOB, MOBBIIIEHUE YPOBHS KpeaTUH(HOCHOKHUHA3BI B CHIBOPOTKE KPOBHU, YXYAIICHHUE
KauecTBa JKU3HH, CHUKEHUE (PU3MUECKOW M MHTEIUIEKTYaJbHOW aKTUBHOCTH, HApY-
HIEHUE CHA, YTOMIISIEMOCTb, IEIPECCHSI.

K nmpuunHam XpoHHMUYECKOro Kaluii OTHOcUTCA OoJiee S50 3abosieBaHMil, cpenu
KOTOPBIX CJICIYIONINE COPOBOXKIAIOTCS HEMTPOAYKTHBHBIM KaruieM [5, 8]:

— 3a00J1€BaHMs BEPXHUX JbIXaTEJIbHBIX MyTEH;

— 3a00J1€BaHMs KEJIyT0YHO-KUIIIEUHOTO TPaKTa: racTpoldsodareanbHas peduirok-
cHasi 00JIe3Hb, IPbIXa MUIIEBOIHOIO OTBEPCTHS TUa(parmsl;

— 3a00JIeBaHMS JIETKUX: XPOHUYECKAsi 0OCTPYKTUBHAs 00JIE3Hb JIETKHUX, HOBOOO-
pa30BaHUsl JIETKUX, UHTEPCTULIMATIbHBIE 3a00JIEBaHUS JIETKUX, TyOepKyJie3 JEerkux,
CapKOMJI03 JIETKHUX;

— 00beMHbIE 00pa30BaHUs CPETOCTEHMUS;

—3a00J1€BaHMs CEpJICYHO-COCYIUCTON CHCTEMBI: CepJieuHas HEJOCTaTOUYHOCTb,
NEePUKAPIUTHL;

— CHUCTEMHbIE 3a00J1€BaHMs COCUHUTENbHON TKaHW: CUCTEMHBIN CKJIepO3, CHH-
npowm lllerpena;

— MeTabOJMYECKME HApYLIEHUs: MToAarpa, peclupaTopHbIil OKCallos;

— peIIeKTOPHBIN (paKTOpP: MpPHU MATOJIOTHH CPETHETO yXa, HAPY>KHOTO CIYyXOBOTO
IpOX0/3a;

— TICUXOTEHHBIN (PaKTop;

— SITPOTE€HHBIE (PAKTOPBI: FHAOCKOMUYECKHE UCCIIEOBAHUS, TPUMEHEHHE JIeKap-
CTBEHHBIX CPEJCTB, BBI3bIBAIOLINX KaIIEIb.

CaMbIMU YaCThIMU MPUYMHAMHM XPOHUUYECKOTO KAl SBJISAIOTCS OpOHXHAJIbHAS
acTMa, MOCTHA3AJIbHBIN 3aTeK, ractpo33odareanbHas pedurokcHas 6ose3nb. [Ipu nc-
KJIFOUEHUH BO3MOKHBIX MPUYUH HEOOBICHUMBIM XPOHUYECKUN Kallleldb paccMaTpu-
BAIOT KAaK CaMOCTOSTEIbHBIA CHUHIPOM, XapaKTEPU3YIOLIMINCA HEBPOT€HHOM THUIIEP-
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YyBCTBUTEIHHOCTHIO U HEHPOMMMYHHOM AUC(YHKIMEN, N3BECTHON KaK CHHAPOM T'H-
NEepUyBCTBUTEIILHOCTHU K Kanutto [9].

Pacnio3naBanue Mpu4vH XPOHUYECKOTO KAl HEOOXOAMMO HAYMHATH C aHAM-
HECTUYECKUX JaHHBIX, YKA3bIBAIOIIUX Ha IMPUMEHEHUE JIEKAPCTBEHHBIX CPENCTB,
Y CBSA3W KalUIl C HA4yaJioM JIEYEHUs OIpeeseHHbIM mpenaparoM. [lociae oTMeHs
npenapara J0Ka3aTeJbCTBOM CBSI3U KalUIs C JIEKAPCTBEHHBIM CPEACTBOM CIIY>KHT
paspellieHre CUMIITOMa B TeueHue 1—4 Henens.

JlekapcTBeHHbBIE CPeICTBA, BbI3bIBAIOIME KALIEJIb

YuuTeiBas CpeHHI BO3pACT MALMEHTOB C XPOHUYECKUM KallUIeM U HaJIU4YHeE,
KaK MpaBUjIO, Y HUX HECKOJIbKUX 3a00J1eBaHUM, HEOOXOAUMO OIPEACIIUTh KaKue mpe-
rapaTsl IpUHUMaeT nanueHT. K n1ekapcTBEeHHBIM CpEICTBAaM, BBI3BIBAIOIINM Kalllelb,
OTHOCSITCS cliefiytoine: HHruouTopsl AlID, GrokaTopsl pelienTopoB aHTMOTEH3WHA
Il (BPA), BbICOKO CelNeKTUBHBIM MHTHOUTOP nunentuauianentunassl 4 (II111-4), 6mo-
KaTophl MeJUIeHHBIX KanblneBbiX KaHaioB (BKK), cratunsl, onvounbl (peHTaHMII,
MOp(uH), aHaNOr mpoctarianauHa F2a u cenektuBHbIN aronuct FP-penentopos na-
TaHOIIPOCT, MPOTUBOMWICIITUYECKUIM IIpenapar TONHMpaMar, MPOTHUBOCYAOPOKHOE
CpeACTBO (PEHUTOUH, MPOTUBOOIYXOJIEBbIN IUTOCTATUUECKUH MpernapaT METOTPEKcar,
MMMYHOCYTIPECCUBHBIA TpenapaT MUKO(EHOoJaT MO(PETHS, UMMYHOJAETPECCUBHBIN
npenapar Je(IroHOMHUJl, UHTUOUTOP MPOTOHHOW MOMITBI OMENPa3odl, UHTEP(HEPOH U
pubaBUpHH, MpenapaThl 30J10Ta, HUTPOQypaHbl, cylbdacana3uH, aMUOIapOH U Ap.
[10, 11].

HNuruduropsr AII®. I'pynna npenaparoB, NIMPOKO HUCMOJIB3YEMBIX IS Jiede-
HUSl apTepuaibHONW THUNEPTEH3UU, UIIEMUYECKOW OO0JEe3HM ceplua U XPOHUYECKOU
CEpJIE€YHON HEAOCTAaTOYHOCTH, CHUKAIOLIUX PUCK CEPBE3HBIX CEPAEYHO-COCYINUCTHIX
COOBITUI U BIUSIONIMX HA MPOTHO3 JKU3HU MalMeHTOB. KapauonpoTeKkTuBHOE HEii-
ctBrue UHrHOUTOpOoB AIID 00yclioBIEHO MHTHOMPOBAHUEM MPEBPAIECHNS aHTHOTEH-
3uHa | B anruorensud ll, anpgocrepona B miua3me KpOBH, YBEIHMYEHHEM CEKPELUU
PEHUHA U TOBBILIEHUEM YPOBHS OpaJMKUHUHA.

C MOMeHTa nepBOro MpUMEHEHUsI EPOpaIbHBIX MPenapaToB Ipymnibl (C KOHIA
1970-x ro/10B) OTMEUYEH HEXeNaTeabHbI d(Q(PEKT B BUAE CTOWKOTO HEMPOTYKTUBHO-
ro xamuis. Kamens, Bei3BaHHbINM HHTHOUTOpOoM AIID, BO3HHKAET B TEUCHHUE HECKOIb-
KHX YacOB WJIM 4Yepe3 HECKOJbKO THEH, 1100 Henenb mociie mpuema MepBoil 1036l
npenapaTta. Hekypsmux »eHIIUH MOXUIIOTO BO3pacTa Kalleidb OECIIOKOUT Yalle Mo
CpPaBHEHUIO ¢ MyKuMHaMU. [IpuHaAIEKHOCTh K ONpPEAENIEHHbIM pacaM (HErpoOuIHOM
1 KeJTON) siBsieTcst (PaKTOPOM prcKa pa3BUTUA Kauwis. [IpudrHa pacoBbIX pa3auduii
B 4acTOTE MOSIBICHUS Kaluigd Ha ¢oHe Tepanuu uHruoutopamu AII® He ycTaHoBIe-
Ha. BeposTHO, nMeroTCs pacoBble pa3ianuus B (papMaKOKMHETUKE U (papMakoIuHa-
Muke nHruOuTopoB AIlD u uyBcTBUTENHLHOCTH KaluieBoro pediekca [12].
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Kaienp, 4acto ynopHslii, HQUMHAETCSA C NEPLICHUS] B TJIOTKE, YCHUIMBAETCS B
TOPU30HTAIBHOM IOJIOKEHUH YEIOBEKA, HE KYIIUPYETCS MPOTHUBOKAIIJIEBBIMY IIPEMa-
paTtaMi, y MAaMEHTOB C XPOHUYECKOW CEPACYHON HEIOCTATOYHOCTHIO BOZHUKAET Ya-
1€ IO CPABHEHHUIO C MALMEHTAMHU C APTEPUATILHON TUIIEPTEH3UEN. Y JIUI] C CaXapHbIM
anabeToM KallleJdh BOSHHKAET yallle TI0 CPaBHEHHIO C manueHTamu 0e3 auabera. Ka-
e BO3HUKAET pPEXe MpU MpUeMe Mpernapara Mnepei CHOM WIM B KOMOMHAIMH
¢ bKK, nnbo auypetukamu.

PacnpoctpanenHocTs kanuis mpu npueme nHruouTopoB AIID mocturaer 20-30 %
y ManueHToB B Snonuu, B ctpanax 3amnagHoi EBporbl Bctpeuaetcs pexe — B 5—10 %
ciaydaes [10].

MexaHu3Mbl TOSIBJICHUS Kallulsl mpu puMeHeHun uaruouropa AIID ocrarorcs
HESCHBIMU, CUMTAIOT, YTO KallesIb 00YCIOBIEH OPOHXHUAbHON TUIIEPPEAKTUBHOCTHIO,
MOBBIIIEHHON T€HETUYECKONM BOCHPUUMYHMBOCTBIO Ye€JIOBeKa (IOIMMOP(U3M T'€HOB,
KOJUPYIOIIUX penenTop OpaJiuKuHUHA, Kataboyiu3M u aerpaganuio AlID u amuHo-
nentuaazy P), HakoruieHHeMm OpaJvKMHMHA WM BemiecTBa P, nerpaaupyronimx
B BEPXHHUX M HWKHHX JIBIXaTEJIbHBIX MyTAX. bpalukuHNUH, B CBOIO OY€pEb, MOBbIIIA-
€T aKTUBHOCTb (pocdonunasbl A, YTO IPUBOJUT K 0Opa30BAHUIO NMPOU3BOJHBIX apa-
XUJIOHOBOUM KHUCIIOTHI (JIEHKOTPHUEHBI, TUCTAMUH, TIpocTarianauusl 12, E2), kxoTopsie
BBI3BIBAIOT KallleJb U OpoHxocnas3M. [Ipu npuMeHeHnn npenapaToB rpynibl HHTUOU-
TopoB AII®D, umeromux 06oJiee BbIpaKEHHOE BIMSIHUE Ha KOMIIOHEHThI TKAHEBOU pe-
HUH-aHTUOTEH3UH-aIb0cTepOoHOBOM cuctembl (PAAC), kamiens MOSIBISETCS peke
M0 CPAaBHEHMIO C OCTAIBLHBIMU TIpeAcTaBuTeNIsIMU (puc.) [12].
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Kamens ucuezaer mocie ormensl naruoutopa AIID B TeueHue 2—8 mecsiies.
Jo6asnenne BKK k uarunoutopam AII® cHmxkaet kamieBod pediiekc myTeM WHTH-
OMpOBaHMs CHUHTe3a HpocTarnanauHoB U Ca' -3aBHCHMOrO BBICBOOOJKIEHHS TITyTa-
MaTa, BIMSIONIEr0 Ha mepeaady pediiekca B IEHTpaJIbHOM HEpBHOM cucTteme. AHTa-
TOHUCTBI TPOMOOKCaHa, XPOMOTJIMKAT HaTpus, T€OQUUINH, WHIOMETAIUH, CyIb(paT
’Kelle3a YMEHBIIAIOT Kalllesb, BbI3BaHHBIN nHrHOuTOpamu AIl®D, nux HazHaueHue pac-
CMAaTpUBAETCA B CIydasX HAIWYMWA MMOKA3aHUM I UX NPUMEHEHUS, WIM IIPA HEBO3-
MOKHOCTH OTMEHHUTh UHTHOUTOp ATID.

BPA. IIpenapatsl rpynnsl BPA nipuMeHSIOT Ipyu apTEpUaIbHON THUIIEPTEH3UH,
XPOHUYECKON CEepJIeYHONM HEA0CTaTOYHOCTH, HepponaTusax. [lokazaHusMu K Ha3Ha-
YEHUIO IIPU apTEPUATIbHON TMIEPTEH3UU U CEPACYHON HEIOCTATOYHOCTH, B IIEPBYIO
ouepesib, SBISIETCS HENEPEHOCHMOCTh WM TOSIBIICHUE HEXeNaTelbHbIX 3(P(PEeKToB
(aHTMOHEBPOTUYECKUM OTEK M KallleJib) UHruOuTopoB AllID.

[Ipenaparsl knaccel BPA OnOKMpYIOT aHTMOTEH3WHOBBIE peLENTOpbl THHa 1,
TEM CaMbIM OCJIA0JSAI0T HeratuBHbIe 3P ¢ekTsl anruoteHzuHa ll, u odycraoBnmuBaroT
TUIIEPPEHUHEMHUIO C KOMIIEHCATOPHBIM MOBBIIIEHHEM 00pa30BaHus aHTHoTeH3uHa I,
BBI3BIBAIOIIETO JIONOJHUTEIBHYI) CTUMYJSILMIO penentopos 2 tuma. CTUMYISIus
pELEenToOpoOB THUMA 2, IPEACTABICHHBIX B LICHTPAJIbHON HEPBHON CUCTEME, YHIOTEINH
COCYZIOB, HAJIIOUYEYHUKAX, OpraHax PenpoAyKUuu (IUYHUKH, MaTKa), BEJIET K Ba30-
auataluu, aHTunpoiudepatuBHoMy 3¢ddexty, auddepeHurnpoBKe U PpPa3BUTHUIO
TKaHeil, pOCTy AHAOTENUAIbHBIX KJIETOK, YBEJIIMYECHUIO BBIPAOOTKH OKCHAA a30Ta
Y HaTpUUype3y.

Bo mHOrHx mccienoBaHusix OTMEYEHO, 4TO Npu HazHauyeHun bPA wyacrtora no-
SBJIGHUS KAl COMOCTaBMMa € YacTOTOM MpH MpUMEeHEeHUH Iuianebo. Bmecte ¢ Tem
BO3HUKHOBEHHE KAallllIi OTMEYEHO y MAlMEeHTOB ¢ UHAWBUIYaJIbHON THIIEPYyBCTBU-
TEIbHOCTBIO K KalllJIl0, OPOHXUAIbHON THIIEPPEAKTUBHOCTHIO U B PE3yJIbTaTe MOBbI-
IeHUs1 YpoBHSI OpaJMKWHUHA U3-3a CHIKEeHUsS Merabosn3ma AIID u HeilTpanbHOI
sHaonenTtuaassl [13].

Crarunbl. Uarubutopsl 'MI'-KoA-peaykra3zpl — cTaTuHbl — SIBJISIOTCS TH-
MOJIMMTUAEMUYECKUMU TpenapaTaMu, Cpeau HexKeNaTelbHbIX 3P(HEKTOB KOTOPBIX H3-
penka OTMEYaroT Kaleiab. MexaHn3Mbl BOSHUKHOBEHHUS KalllIsl 00CYKAAt0TCsl, OAHUM
W3 HUX CYUTAIOT YCUJICHUE OPOHXUATBHOM WM KalJIEBON pedIeKTOPHON TUTIEPTYB-
CTBUTEIHLHOCTH, O0yCJIOBIIeHHOM cTadmm3anueit MPHK sHuoTennanbHON CHHTA3bI
OKCHJa a30Ta, OOYCIIOBIMBAIOIICH TMOBBIIIEHUE YKCIPEcCUU (EPMEHTOB U CUHTE3a
OKCHJa a30Ta, MOBBIIIAIOIIMX YYBCTBUTEIBHOCTH K KaluieBoMy pediekcy. [Ipyrum
MEXaHU3MOM HAa3bIBAIOT YCHUJICHHE CTATUHAMH CHHTE3a MPOCTALMKINHA, BBI3BIBAIO-
LIero nosiBJIeHWe Kauuid. Ilocne npekpalienus NpuMeHEHNs: CTATUHOB KallleJIb UcYe-
3aet B Teuenue 7—15 mueii [11, 14].
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BKK. IlpenapaTel rpymnmbsl NPUMEHSIOT B KapAHOJOTMH W30UMpATEIbHO IS
JICYCHUS] apTepUAIbHON TUINEPTEH3UHU, UIIEMUYECKOM OO0JIE3HU cepilla, CepleyHOM
HegoctrarouHoctu. BKK, Bnusist Ha TpancmeMOpanHbiii Bxoq Ca 1Mo MeUIeHHBIM Ka-
HajaM, YMEHBIIAIOT CUJTy COKpAIllEHUs] MUOKapa U MOTPEOHOCTh B KUCIOPOJIE, CHU-
AT TOHYC TJIAJKOM MYCKYJAaTypbl CTEHOK COCY/OB, YCTPAHSIOT UX CHACTHYECKOE
cokpamienue. He oka3piBasg npsiMoro aeinctBus Ha oprassl abixanusi, bKK Bri3biBaroT
paccnabieHne HUKHETO C(UHKTEpa MUIIEBOAA U MOSBIICHUE TacTpod30(areaaTbHOTO
pedmokca. Kamrens B 3ToM citydae mosiBisieTcst 6€3 CHMIITOMOB JTUCIICTICHU, YCYTYO-
JISIeTCS TOCJE €Ikl U MPU HAKIIOHE TyJoBHUIIAa. B uccienoBaHusx OTMETHIH, YTO ra-
cTpos3odareanbHbIl peIIIOKC pexke BbI3bIBAET TUITHA3EM 10 CPABHEHMIO C aMJIOIU-
MMUHOM U Bepanamuiiom [15].

JUIsl IMarHOCTUKY Kallljisl, BBI3BAHHOTO racTpo33odareanbHbIM pedIOKCOM MPU
npumeHeHnn bBKK, oTMeHsAIOT npenapar Ha Tpu Mecsia U HaOJII0AAa0T 32 UHTEHCHUB-
HOCTBIO M YACTOTOM KaIllJIsl.

bera-aapenotJiokaropsl. ['pynna npenaparoB, NpuMeHsieMass B KapAUOJIOTHUU
JUIs1 JISUYEHUS UILIEMUYECKOM O0JIe3HU cep/a, apuTMUi, CEpACYHON HET0CTATOUHOCTH,
apTepuaibHOl runepren3uu. HecenekTuBHble B-aapeHOOIOKATOPHI AEHCTBYIOT Ha 002
OCHOBHBIX THIA [} aapeHopenenTopoB — Pl u -B2, cenekTuBHbIE — M30UPATEILHO HA
B1-peuenTtopsl (BBI3BIBAIOT aHTUTMIIEPTEH3UBHBIA U KapAHONPOTEKTUBHBIN 3PQEKT).
HecenexktuBHble B-anpeHo0n0KaTOphI, OJ0KUpYS B2-pernentopbl OPOHXOB, MOTYT BbI-
3BaTh CHa3M MEJIKHUX U CpeAHMX OpPOHXOB W/WMJIU MOSIBJICHUE KalUlsl 0e3 yXyIIIeHHs
(GyHKUMU BHEMIHEro JpixaHus. CenekTUBHbIE B-aIpeHOO0JIOKATOpPhI MPU YBEITUYECHUH
703l HEPENIKO YTPAayMBAIOT CEJIEKTUBHOCTh U M3PEIKA BBI3BIBAIOT pa3BUTHE 10OOOY-
HbIX 3¢ (HEKTOB, XapaKTEPHBIX JJIsI HECEEKTUBHBIX MpernapaToB. [ UmepuyBCTBUTEb-
HOCTh K KallieBOMYy pedIeKCy M TUIEPPEaKTUBHOCTD JIBIXATEIbHBIX IMyTEH TaKKe
00yCJIOBIMBAIOT MOSIBJIICHUE KAllLIsl PH MPUMEHEHUH P-aapenob1okaropos [16].

Omunounsl. [Ipemaparsl rpynmnbsl 00€300JUBAIOIIETO W CEIATUBHOIO JIEUCTBUS
HCIIOJIb3YIOT B AHECTE3UOJIOTHUHU C LIEJbI0 aHAJbI€3UMH, YMEHbBIIECHHUS BO30YAMMOCTH
nanrMeHToB. OJIHUM U3 paclpOCTPAHEHHBIX HEXeNaTeabHbIX 3P (HEeKTOB NMpHU NMpHUMe-
HEHHUH ATOM TPYNIIbI MPENapaToB ABISETCS Kallelb. YacToTa BOSHUKHOBEHHUS KalllIs
cocrapisieT 28—66 %, BMecTe ¢ TeM paclnpOCTPAHEHHOCTh €r0 BBIIIE, TOCKOIBbKY OT-
MEYaroT, YTO KCIOJIb30BaHHbIE B KOMOWHAIIMU C ONMUOMAAMHU MPonodo, JTUJOKauH
U JpyTHE MpernapaThl MOTYT YaCTHYHO UHTHOUPOBATH ATOT 3 ekt [17].

OgHuM U3 MEXaHU3MOB Pa3BUTHS KaUUIsS SIBJISIETCS MOJABJIEHUWE aKTUBHOCTU
CUMITATUYECKOTO OTJIENA U MOBBIIIEHUE BIMSAHUS MapaCUMIATUYECKOTO OT/eNa Bere-
TaTUBHOW HEPBHOW CUCTEMBI, BbI3bIBAIOIIEE Kallelb U OPOHXOKOHCTpUKIHKIO. K npy-
UM TIPUYMHAM Pa3BUTHS KalllJisi OTHOCST M30BITOYHOE BBHICBOOOKIEHNE TMCTaMUHA
noJ BiMsHUEM MopduHa, (HEeHTaHWIa, UHULUUPYIOLIEE MOCPEICTBOM BIIHMSHHUS Ha
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CTBOJI MO3Tra BO30yIMMOCTb OBICTPO aAANTHUPYIOIIUXCS PELIETITOPOB UM PELETITOPOB
OJIy’KJAIOLIEr0 HEpBa, PACIOIOXKEHHBIX HA CIU3UCTOM 000JI0YKE MPOKCHUMAaJIbHBIX
OponxoB. OnMOUbl MOTYT CTUMYJIUPOBATH TYYHbIE KJIETKH OPraHOB JIbIXaHUS, TEM
CaMbIM CTUMYJMPYs BbIpAOOTKY TMCTaMHUHA M HEHPOIENTHIOB, BbI3bIBAIOIIUX CIIA3M
rOJIOCOBBIX CBSI30K, MBILIL TOPTAHM U MOsIBJIeHUE Kamwis [11].

IIporuBoOrIayKoMHBI mpenapart, aHajaor npocrariaanauHa F2a u cesek-
TUBHBIN aronnct FP-penentopos saranonpocr. [Ipenapar (rina3Hele Kamiv) CHU-
’KAET BHYTPUIJIA3HOE JABJIICHHE, YBEIUYHMBAs OTTOK IO YBEOCKJIEPAJIbHOMY IIyTH.
B cirydae CUCTEMHBIX MPOSBIECHUH JIATAHOIPOCT BBI3BIBACT CIA3M IJIAJKON MYCKyJla-
Typbl OpOHXOB (peuentopsl npocraryiaiiuHa F2o mpUCYTCTBYIOT B JIbIXaTENbHbIX
MyTAX), NOSABJICHUE KalUlsd, OABIIIKK U 000CTpeHue OpoHXuaabHOW acTMbl. Pacmpo-
CTPaHEHHOCTH Kalulsl IIPU NPUMEHEHNH JIATAHOIPOCTa Hens3BecTHA [10].

IIporuBo3nuienTtuyeckuii mnpenmapar Ttonupamar. Ilpemapat oTHOCUTCS
K KJIaccy cyJib(aT-3aMelIEHHbIX MOHOCAXapuAOB, IOBBIIIAET AKTUBHOCTh T'amMma-
amuHomacsisiHor kuciotel (ITAMK), monynupyer aktuBHocTh I"AMKa-perientopos.
Tonupamar npuMeHsIOT AJ1s TPOPUIAKTUKY MUTpeHU. OnucaHbl peAKue ciaydau mo-
SBJICHMSI KAlllJIS IIPY IPUMEHEHUH IIPenapara, Iocjae OTMEHBI Kallelb IIPEKPaIacTcs
B TeueHue Hegenu [10].

IIporuBoCyA0pO:KHOE (NPOTHBOINMJIENITHYECKOE) CPeIcTBO (peHUTOUH.
[Ipenapar HOpMalIM3yeT U3MEHEHHYIO0 OHMORJIEKTPUYECKYIO0 aKTUBHOCTh Ha YPOBHE
KJIETOYHbIX MeMOpaH. CriocoOeH peryiaupoBath GyHKIMN OMOJIOTMYECKUX MEMOpaH
B TKAaHSX TOJOBHOTO U CHMHHOTO MO3ra, aBTOHOMHBIX TaHIVIMX, NEpUPEPHUUECKUX
HEpBax, MOIMEPEYHOIIO0JIOCATON U CEPICUHON MBILIAX, IPOBOISIIEH CUCTEME CEpaLA,
a TaKKe B TJIaJKUX MBIIIAX KUIIEYHUKa U cocynoB. [loMmumo TOoro, peHUTOMH MO-
oynupyeT (DYHKIIUU HEHPOTJIMH, SHIOKPUHHBIX KIETOK, (pruOpoOIacToB. AKTHBHO
BJIMSIET Ha TPAHCIOPT MOHOB HATPHUS U KaJbIMs Yyepe3 KIETOYHbIE U CyOKJIETOUHBIE
MeMOpaH#bl, MOJIABJISIeT TiIyTaMaTHbIe perentopsr [11].

[Ipu npumMeHnennn (GEeHUTOMHA ONMUCAHBl EAMHUYHbBIE CIIy4ad MOSIBJICHUS XPOHU-
YECKOT'0 Kallllsi, MEXaHU3Mbl KOTOPOT0 HEU3BECTHHI. [Ipu nepopaibHOM NMPUMEHEHUU
(dbeHuTOMHA CYyXOM Kalenb JUTHICS 0 MPpeKpalleHus UCIOoIb30BaHus npenapara. [lpu
BHYTPMBEHHOM BBEJCHUU (PEHUTOMHA OMUCAHO BO3HHWKHOBEHHWE KalUlsi M OpoHXOC-
nasma, PEeKPaTUBIINXCS NOCIIE TPEKPAILECHUS BBEICHUS.

3ak/rouenue

OOycCHOBNIEHHBIN JIEKAPCTBEHHBIMHU CPEJCTBAMH XPOHUUYECKHI Kallellb CHUXKAET
KAueCTBO >KM3HU MAIMEHTa U BBI3BIBAET OCJIOXHEHUS CO CTOPOHBI MHOTHX OpPraHOB
U cUCTeM. B KIIMHWYeCcKOl MpakThKe HeOOXOAWMO BBIMOJHHUTH PEKOMEHyeMble HUC-
CJIEZIOBAHUS PECIUPATOPHOM U CEPIIEUHO-COCYAUCTON CUCTEMBI, HCCIeI0OBaHUE OO11Ie-
ro u OMOXMMHUYECKOTO aHaJN3a KPOBU C IIENbIO BBISBICHUS 3a00J7€BaHUMN, MPU KOTO-

43



PBIX BO3MOKHO ITOABJICHUC KalllJIA. B CJIydac OTCYTCTBHA MATOJIOTHMYCCKUX IIPU3HAKOB,
O6YCJIOBJ'ICHHBIX KOHKPCTHBIM 38,60J'ICB8,HI/ICM, COIIPOBOXKIAOIIUMCA KallJICM, pacIlo-
3HABAHHUC IIPUYIHH CUMIITOMA IIPOBOIAT IO TIIATCIABHOMY AHAJIN3Yy dHAMHC3ad U HaO0JII0-
ACHUIO 34 IMAITUCHTOM IT0CJIC UCKIIFOUCHUA IIPCIIapaTOB, CITOCOOHBIX BBI3BATh Kallleb.
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B. E. Azyp, H. IO. /locmanko, B. I'. Ananacoeuu

JTUATHOCTUYECKHE BO3MOKHOCTHU Y TIPEUMYIIIECTBA
OLIEHKN MUHEPAJIBHOM IIJIOTHOCTHU KOCTHON TKAHU
Y PEBMATOJIOTMYECKHNX BOJIBHBIX B PAMKAX AHAJIN3A
KOMITO3UIIMOHHOTI'O COCTABA TEJIA METOJIOM
NBYXAOHEPTETUYECKOW PEHTTEHOBCKOI ABCOPBLIMIOMETPUHA

B HacTosmee BpeMs IBYXdHEpreTHYeCKas PEHTICHOBCKas aOCOpOIMOMETpPHS
(DEXA) siBisieTcst 30JI0TBIM CTaHAAPTOM JIJISl IUATHOCTHKH OCTEOTICHUH M OCTEOIIO-
po3a. TpaauIMOHHO JJIs OIEHKH MUHEpaabHON IIOTHOCTH KocTHOW Tkanu (MIIKT)
Yanie BCEro MCMHOJb3YIOT IEHTPAJIbHYI0 JEHCUTOMETPHIO, BKIIOYAIOIIYIO B HUCCIEMY-
€MYIO 30HY 00JIACTH TOSICHUYHBIX MO3BOHKOB U MPOKCHUMAJILHOTO OoTaena Oempa [1,
2]. Tem He MeHee, ONpeAcieHUE OCTEONopo3a, KoTopoe Obulo paszpadorano BO3
1 MexayHapoIHbIM OOIECTBOM IO KIMHWYECKOM aeHcuTomerpuu (2007 r.) s
KEHILMH €BPOICOUIHOM pachl B MOCTMEHONAY3€ U Y MYXYUH TOM K€ pachl cTapiie
50 net, ocHoBaHo Ha orieake MITKT (bone mineral density — BMD), B r000it Touke
oceBoro ckenera 1mo T-kputeputo (Tads. 1) [1], 9To M03BOJSET UCIIOIB30BATh C ATOM
nenbsio ganHeie DEXA, monydeHHble Tpu 00ClIeIOBaHUU MO MporpaMme aHaiu3a
KOMITO3UITMOHHOTO cocTaBa Tena (total body composition — TBC). Onenxky BMD

MOYKHO TTPOBOJIUTH MO MPUBEACHHON HUXke Tabnuie (Tadiu. 2) [3].
Tabnuya 1
KpnTeplm AHATHOCTUKH OCTEOIOPO3a M0 JAHHBIM J€EHCUTOMETPHH OCEBOI'0 CKEJIETA
JJIS1 KEHIIMH B MEHOMAay3e U My:K4uH cTapiie S50 jer

T-xkpurepui 3akiaro4eHue
bonee +2,5 SD OcteoneTpos
bonee —1,0 SD menee +2,5 SD Hopwmanbnoe 3nauenne MITK
Ot -1,0 SD mo -2,5 SD OcreoneHus
Menee —2,5 SD Octeonopo3
Menee -2,5 SD + nepenom Tsxenslil 0OCTEONOPO3
Tabauya 2
Bo3pacTHble H3MeHEeHHsI CYMMAapHOIr0 KOJINYeCTBAa MHHEPAJIOB B CKeJleTe
y skeHIMH U y Myk4uH (M £ SD) nuist Borunciaenus T- u Z-score
Kenuunsl My:sK4YMHbI
Bospact BMC Bcero BMD Bcero , BMC Bcero BMD Bcero ,
B CKeJleTe, KT cKeJieTa, r/cM B CKeJieTe, KT cKeJieTa, r/cM

Mean SD Mean SD Mean SD Mean SD

21-25 2,618 0,283 1,173 0,058 3,29 0,52 1,250 0,104
26-30 2,616 0,259 1,170 0,065 3,28 0,39 1,253 0,092
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Oxonuanue maon. 2

KeHmuubl MyxK4YnHBI
Bospact BMC Bcero BMD Bcero BMC Bcero BMD Bcero
P B CKeJIeTe, KI' cKeJsieTa, r/em? B CKeJIeTe, KI' cKeJieTa, r/em?

Mean SD Mean SD Mean SD Mean SD

31-35 2,615 0,308 1,170 0,069 3,27 0,35 1,255 0,087

3640 2,614 0,284 1,170 0,067 3,27 0,40 1,255 0,090

41-45 2,612 0,296 1.170 0,063 3,27 0,39 1,254 0,081

46-50 2,581 0,292 1,167 0,078 3,26 0,38 1,256 0,079

51-55 2,456 0,323 1,139 0,093 3,25 0,40 1,253 0,100

5660 2,339 0,321 1,102 0,097 3,16 0,47 1,237 0,118

61-65 2,182 0,298 1,068 0,095 3,05 0,35 1,235 0,084

66—70 2,125 0,302 1,046 0,089 3,02 0,42 1,229 0,102

71-75 1,994 0,246 1,025 0,084 2,89 0,45 1,214 0,125

76-80 1,873 0,272 1,012 0,090 2,22 0,69 1,168 0,102

Crnenyer OTMETHTh TakXe, YTO Yy JKEHIIMH [0 HACTYIUICHUS MEHOIAay3bl
u 'y myxuuH 110 50 net ayg ouenku BMD crnenyet ucnonb3oBats Z-KpuTepuil u JaH-
ueie TBC. Jlns onenku Beicokoit BMD Takxke ncnonb3yrot Z-kpurepuii [ 1, 2].

Kpome Toro, mpu wuccienoBaHUM TMO3BOHOYHUKA MPU IEHTPAIBHOU JEHCUTO-
MeTpuH pekomenayeres [1]:

— nipoBoauTh n3Mepenus BMD nosicanunbix mo3BoHkoB (Li—L4) B ipsimoit ipo-
€KIMU, UCCIIE0BATh BCE MOIAAIOIINECS OLIEHKE MO3BOHKU M HUCKIIOYaTh TOJBKO TE,
KOTOPbIE UMEIOT U3MEHEHUS CTPYKTYPBI UK apTe(PaKThl;

— IIPU HEBO3MOXXHOCTH M3MEpEHHUs BceX 4 MO3BOHKOB HCIMOJb30BaTh TPU WIIU
JIBa MO3BOHKA,

— MO3BOHOK C aHATOMWUYECKUMHU W3MEHEHMSIMU HCKIIOYAIOT U3 aHalu3a, eCiu:
1) oH sBJISIETCS IBHO MATOJIOTUYECKUM IO CTPYKType/dopme, 2) ecTb apTedakThl mim
pa3IMure MEXITy aHAJIM3UPYEMbIM MO3BOHKOM M CMEKHBIM cocTaBiisieT > 1,0 SD;

— B T€X Cly4asX, KOTJa MOCJE€ UCKIIOYEHUN OCTAETCS TOJbKO OJWH MO3BOHOK,
B HeM oneHuBaroT BMD, HoO 3akiitoueHue npu 3ToM JOJIKHO OCHOBBIBAThCS Ha U3MeE-
PEHUU APYTUX YUYAaCTKOB CKEJIETa, YTO MOXKHO CJlIeJaTh, HapumMep, 1o fanHbM 1 BC.

Takum oOpazom, B TeX cliydasix, KOTJla OYEBUIHO BO3MOXKHOE BBIPAXKEHHOE H3-
MEHEHHUE CTPYKTYpbl U (POPMBI MOSICHUYHBIX IMO3BOHKOB (HAMpHUMEpP, MO JIaHHBIM
MPEIIECTBYIONIEH peHTreHorpaduu JaHHOTO OT/esa MO3BOHOYHUKA WM TIPEABITY-
mux uccienosanuiit BMD mo nmporpamme neHTpaibHON JEHCUTOMETPUH ), 11€7€C000-
pasHo panpHeimue ucciaeaoBanus MIIKT mpoBoauts mo nporpamme TBC.

Kpowme toro, ucnionszoBanne TBC maet monosHUTEIBHBIE IPEUMYIIIECTBA B JTU-
arHoCTHKE ocTeonopo3a. M3BeCTHO, UTO YMEHBIIEHHWE KOJIUYECTBA TOIIEH MACChl TY-

noswuma (trunk lean — TL) otHOocHTenbHO ToOIIEH Macchl KoHeUHOCTEH (appendicular
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lean — APL) siBisieTcsi He3aBHCUMBIM MapKEpPOM Pa3BUTHS OCTEOINOPO3a Y JKEHIIUH
B IICpUMEHOIIAYy3€ M paHHECH MEHOIIay3¢ ¢ OCTEONeHHEH, a uMeHHO uHaeke TL/APL <
1,15. Macca anneHauKyIsIpHbIX CKeJeTHBIX MBI (APL, Kr) SBIsSE€TCS CaMbIM CHJIb-
HBIM HE3aBHCHUMBIM (PAaKTOPOM PHCKa OCTEOIOpO3a MIEHKN Oelpa y B3pOCIHbIX MOXKHU-
Je1x My)k4arH. OTICHKa JaHHBIX IMOKA3aTEeNeH IS )KEHITUH U MYKYHH TTPOBOUTCS T10

tab. 3 [4, 5].
Tabnuya 3
TBC, :KeHIIHMHBI U MY:KYHHBI eBponeonanl (Mean + SD) ¢ yuerom Bo3pacra*®

ITapameTpsbl 20-29 aer | 30-39 aer | 40-49 ner | 50-59 ger | 60-69 jer | > 70 ger
Kenmmuer | APL | 18,39+ 18,49 + 18,70 + 17,98 + 17,46 + 15,80 +

2,63 3,08 3,34 2,82 2,90 2,56
TL 21,72 + 22,29 + 22,98 + 22,57 + 22,01 + 20,45 +

2,70 3,10 3,36 3,13 3,09 2,79
Myxuunsl | APL 28,52 + 28,71 + 28,80 + 27,55+ 26,87 + 23,60 +

4,24 4,58 4,43 3,95 4,23 3,76
TL 30,73 31,11+ 32,09 + 31,57 + 31,62 + 28,60 +

4,41 4,64 4,52 4,17 4,46 4,15

[Mpumeuanne: TL — trunk lean; APL — appendicular lean; * NHANES (the Third National
Health and Nutrition Examination Survey — HopmartuBHas 0a3a JaHHBIX HAIMOHAIBHOTO 0030PHO-
o UCCJICJOBAHUA 110 3JO0POBbLIO U l'II/ITaHI/II-O).

B 1989 r. I. H. Rosenberg o603Haunn CHUKEHHE MBIIICYHOW MAacChl Tejla Tep-
MUHOM «CapKONEHUs». JTO MOHSATUE UCIIONB3YETCS B HACTOSIIIEE BpeMs 1l 0003Ha-
YEeHMsI MOCTENEHHON MOTEPU MACChl, CHJIbI U (DYHKIIMU CKEJIETHBIX MBILII B TOKUIIOM
Y CTApUYECKOM BO3pacTe U paccMaTpyBaeTCs Kak nepBuyHas capkomnenus [6]. B 2010 r.
ObL1 onyOsMkoBaH EBpomneickuii KOHCEHCYC TI0 BO3PACTHOM WJIM MEPBUYHOM CapKo-
MEHUH, TJI¢ ObLIM JaHbl IUATHOCTHYECKUE KPUTEPUU U KIMHUYECKOE OIpEACIICHHUE
aToro tepmuHa [7]. CapkoneHuss — 3TO aCCOLIMMPOBAHHOE C BO3PACTOM JEreHepa-
THUBHO-aTPO(PUUECKOE M3MEHEHHE MBIIIEYHONM TKaHHU, COMPOBOXIAIOLIEECS YMEHb-
IIEHUEM MAacCChl CKEJIETHOM MYCKYJaTypbl, CHJIbl U (yHKUMU MbIi. Bo3pacthas
cCapKoIleHus1 Hen30eXHa, HO CTENEeHb €€ BBIPAKEHHOCTH CHIIbHO BappupyeT. Coria-
COBAHHbIC TUATHOCTHYECKHE KPUTEPUU CAPKONEHHM BKIIIOYAIOT B ceOsi: 1) HHU3KYIO
MBIILICYHYIO MaccCy, 2) HU3KYIO CHIIy MBIIII, 3) HU3KYI0 padboTocnocoOHOCTh. [lpu
ATOM MEPBbIA KPUTEPUH SBIISAETCS OCHOBHBIM, a JIBa JAPYTUX — JIOMOJHUTEIbHBIMHU.
KoHcraranus Hanmuyusi TOJBKO MEPBOTO KPUTEPHs TPAKTYETCS Kak MpecapKOTEeHHs
(amuotpodusi), coueTaHue MepBoro KPUTEpHs C OJHUM U3 JOMOJIHUTENIbHBIX — cap-
KOIECHUSI, HAJTMYKME BCEX TPEX KPUTEPUEB CBUIECTEIHCTBYET O TXKEION CAPKOIECHUHU.

B nocnenHue rojpl MosiBUIOCH MOHSATHE BTOPUYHAS CapKOIIEHUs, KOTopas 00y-
CJIOBJICHA Pa3IMYHBIMH XPOHUYECKUMH 3a00J€BaHUSIMH, B TOM YHUCJIE U pEBMaTH4e-
ckuMu. B kypamuu 00ibHBIX peBMaToUIHBIM apTputoM (PA) u cucremubsiMu 3aboe-
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BanusiMu coeauHutTenbHoM TKaHu (C3CT) cepbe3dHOe BHUMAHUE JOJKHO YIETIAThCS
HE TOJBKO MPOPUIAKTHKE OCTEOIOPO3a H ACCOIMMPOBAHHOTO C HUM BBICOKOTO PUCKa
HU3KOAHEPTeTHUECKHUX TIEPEIOMOB, HO U CBOCBPEMEHHOMY BBISIBICHUIO CapKOIICHUH
U OXHUPCHUsS, a TAKKE€ WX HEPEAKOTO COYECTAHUS — CAPKOTICHHMUYECKOTO OXKUPECHHUS
B BUJIC TaK HA3bIBAEMOMN «OMACHOW TPUAIbI»: «OXKUPEHHE + CapKOMEHUs + OCTEOIo-
po3». BakHO MOHUMAaTh, YTO HE OCTEOMOPO3 BHI3BIBACT CAPKOIICHHUIO, 4, HAPOTHB,
CapKOMNECHHS UHUIIMUPYET U YCKOPSET Pa3BUTHE OCTEONOpo3a. JlaHHbIe, TO3BOJISIONIIE
TOBOPUTHh O HAJIWYHHM Yy PEBMATHUYECKOTO MAllMeHTa CapKOIMEHUHU, MPEeCcapKONCHUH
M OXKUPEHUs, TaKXKe MOTYT OBITh TOJTydeHbl MeTooM uccienaoBanus TBC. Jlnaraos
«TpEeCcapKOIeHUs», OCHOBAaHHBIA Ha OIEHKE Oe3KHMpOBOW (TOIIEiH) Macchl Tena,
a IMEHHO HMHJeKca Toired maccel Beero teia (body lean index — BLI), xoropsrii
MOKHO OIIEHUTH MpH npoBeAeHuu T BC, cTaTHCTHYECKH 3HAYMMO KOPPETUPYET C HH-
JICKCOM Ka4yeCTBAa KU3HU U TIOBBIICHHBIMI YPOBHSIMHA 3a00JI€BACMOCTH, HHBATMTHOCTH,
cmeptHocTH. CHIkenne BLI Ha < —1SD mno cpaBHEHUIO CO 3J0POBBIMU JTUIIAMHU TOTO
e TI0JIa ¥ BO3PACTHOTO MEPHO/a MO3BOJISET 0OOCHOBATH HAIMUYWE MPECAPKONECHUH.
TOT HHACKC OMPENEISIOT 10 cieayoueil popmyie: BLI (kr/m?) = BL (xr) / LB (1),
rne BL — body lean (Tomrast macca Bcero tena mim 0e3:KMpoBas Macca Teja B Kr),

a LB — length of body (mnomane Tena B MZ). OrleHKa JaHHBIX IMOKa3aTeled I
’KCHIIMH U MY>XYHH ITPOBOAMTCA 10 Tadu. 4 [4, 5].
Tabnuya 4
TBC, :KeHINUHbI U MYKYHUHBI eBponeonanl (Mean + SD) ¢ yuerom Bozpacra*
IMapameTpbI 20-29 aer | 30-39 ger | 40-49 ger | 50-59 ger | 60—69 ser | > 70 ger
Kenmmusr | BL 43,05 + 43,70 + 44,63 + 43,50 + 42,42 + 39,09 +
5,28 6,18 6,72 5,90 5,97 5,30
LB 164,51 + 16424 + 164,33 + 163,09 + 162,31 + 158,03 +
5,84 6,23 6,53 5,98 6,09 5,75
Myxunnsl | BL 62,83 + 63,41 + 64,49 + 62,74 + 62,08 + 55,63 +
8,65 9,25 8,93 8,10 8,67 7,96
LB 178,77 + 177,76 + 178,47 + 177,26 + 176,37 + 172,37 +
6,98 7,08 6,70 7,05 6,71 7,08

[Mpumeuanne: LB — length of body, BL — body lean. * NHANES (the Third National
Health and Nutrition Examination Survey — HopmaTuBHast 6a3a JaHHBIX HAI[HOHAJIBHOTO 0030pHO-
T'0 MCCIICIOBAHUS 110 3/I0POBBIO U MMUTAHUIO).

Oco6ennoctu uzmepenuss BMD no nannsiM TBC, koTopbie cneayer yuuThIBaTh

IIPY CPAaBHEHUU ITUX JTAHHBIX C JAHHBIMU LEHTPAIBHOW TEHCUTOMETpHUH [3]:

1) BMD mno3Bonounuka mo TBC Ha 5 % BbIllle, YeM NpPU U3MEPCHHH PETHO-
HajgpHOTO BMD L1—L4]
2) BMD noru o TBC na 10-12 % Bbime, ueM npu U3MEPEHHN PETUOHATBHOTO
BMD no nporpamme total femur neacuromerpuu;
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3) BMD pyku o TBC na 8-10 % BblIlIe, ueM Npu U3MEPEHUN PErHOHATBLHOTO
BMD o nporpamme forearm meHcuTOMETpHH.

Takum oOpa3zoM, HCMOIB30BAHUE JAHHBIX aHAIU3a KOMITO3UIIMOHHOTO COCTaBa
tena (TBC) MeTooM JIBYXPHEPreTHYECKOW PEHTIEHOBCKOM aOCOpOIMOMETPUH CY-
IIECTBEHHO PaCIIUPSET BO3MOXHOCTH MPOTHO3HPOBAHUS U KOHCTATAllMU HAJIHYMUs
M3MEHEHUH MUHEPATbHOW IMJIOTHOCTH KOCTHOM TKaHM Yy PEBMATUUYECKUX OOJBHBIX,
JIOTIOJTHACT 3aKJIIOUEHUE JAHHBIMHU OLIEHKH HAJU4Yds MPECapKONEHUH, CApKONCHHH,
OKUPEHUS U TUTIA OKUPEHUS U ABIISETCS TAKUM e JIOCTYIMHBIM METOJOM HCCIEO-
BaHUs, YTO U LIEHTPAJIbHAS ICHCUTOMETPHUSI.

B kauecTBe 3aKitO4eHHs MPUBEJEM TaKXKe JPYrue MOTEHIMAILHO BO3MOXKHBIC
nokazanus jiis ucrnosibzoBanuss DEXA no nporpamme TBC B peBMarosioruu, koraa
MCTIOJIH30BAHKE TAHHOTO METO/Ia MCCIIEIOBAHMUS TAK)KE MOXKET OBITh 11eTIeCO00Pa3HBIM:

— BBIP@)XCHHOE HapylIeHHe (YHKIIMH CYCTaBOB, BEAyllee K BO3MOXKHOM amMHO-
Tpoduu oT Oe31eHCTBYS;

— cHmKeHue maccel Teaa Ha 10 % u Gosee B TeueHUE 3 MECSIICB;

— UIMT wmenee 18 Kr/M° pi pasiMUHBIX XPOHHYECKHX PEBMATHUCCKUX 3a60I1e-
BAHMSIX JUJII MCKIIOUEHUS KaXEKCHM, XapaKTepU3YIOIIECUCs 3HAUYUTENIbHON IMOTepei
MBIIIEYHON TKaHU;

— IMT 6oxee 30 kr/m° 151 BBISIBICHHS CapKOIIEHUYECKOTO 0KUPEHUS; KOTOPOE
MacCKHpyeT MCTUHHYIO TMOTEPI0 MBIIIEYHON Macchl (HampumMep, MpU OCTEOapTPHUTE,
PEBMATOUJHOM apTPUTE);

— IWAarHOCTUKA CApKOMEHWU TPU PEBMATOMIHOM apTpUTE, AHKWIO3HUPYIOIIEM
CHOHJWINTE, TCOPUATUYECKON apTponaThH, CUCTEMHBIX 3a00JIEBaHUSAX COEAMHU-
TEJHLHOM TKaHU, CAICTEMHBIX BaCKYJIUTAaX;

— apTponaTHs MPH BOCHAIUTEIBHBIX 3a00J€BaHUAX KuIleuyHuka (0ose3nb Kpo-
HAa, S3BEHHBIH KOJUT), COMPOBOXKJIAIOIINXCA CHHIPOMOM MajbaOCOpOLMU, KOTOPHIH
MOJKET MPUBOJUTH K HCTOIICHUIO M KaXEKCHH, a TaKXKe TsDKeTasi cep/iedHast HeloCcTa-
TOYHOCTH MPU XPOHUIECKON peBMATHUECKON O0IE3HU CepAla, KapAHOMHUOTATHSX;

— HaJIMYME COMYTCTBYIOMIMX YHAOKPUHHBIX 3a0ojeBaHuil: cuHIpoM KymmHra,
caxapHbIil ra0eT, ayTOMMMYHHBIM TUPEOUIIUT, TUIIOTUPEO3, MPUBOAAIINX K U3Me-
HEHHUSM COCTaBa Tela,

— IIUTENIbHOE Ha3HAUYE€HHE TITIOKOKOPTUKOCTEPOUIHBIX TOPMOHOB, UMMYHOCY-
MPECCUBHBIX TPENapaToB sl PAHHErO BBISBICHUS HEOJIArOMPUSTHBIX H3MEHEHUN
COCTaBa Tena, SIBISIOIUXCS TOOOUYHBIMU Y(PPEKTaMU JAHHBIX JIEKAPCTBEHHBIX CPECTB;

— 7Sl TOTIONTHUTEIHHOTO OOOCHOBAaHUS Ha3HA4YeHHS OMOJOTHYECKHX Mpernapa-
TOB, a UMEHHO MOHOKJIOHAIBHBIX aHTUTEN K (PaKTOpy HEKpo3a OMmyXxoJie anbda 1 aH-
tuten K perentopam MJI-6, Tak kak MOBBINIEHWE YPOBHS dTUX IIUTOKHHOB U PEIEII-
TopoB NJI-6 B KpOBU CONMPOBOKAAETCS CYIIECTBEHHON aMUOTpOoueii 1 aHeMuei.
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B. E. Azyp*, H. 1O. locmanko®, T. C. 3vibanosa

AHAJIN3 KOMITIO3NIIUMOHHOI'O COCTABA TEJIA
Y PEBMATOJIOI'HMYECKUX BOJIBHBIX C HIOMOIIbIO
JIBYX3HEPITETUYECKOMN PEHTTEHOBCKOM ABCOPEIIMOMETPUH

1 < o o
EeﬂOpyCCKuu eocydapcmeeHHblu Me()l/tl/;uHCKZ/lu YHUBEpCcUumeni

N3ydyeHne KOMITO3UIIMOHHOTO (KOMIIOHEHTHOI'0) COCTaBa Teja YeJlOBeKa 3a Io-
cnennue 25—-30 JeT BbIACNUIOCH B (PyHIAMEHTAIbHOE HAyYHOE HAlpaBICHHUE, B paM-
KaX KOTOPOT'O MPOUCXOJUT YIiIyOJeHHbIN MOUCK CBsI3el Mexay GopMoil u GyHKUUEH,
a TaKKe BIUSHUA MOP(OJOTMYECKON KOHCTUTYLMH (COMATOTHIA) Ha MOABEPKEH-
HOCTb 00JIE3HSAM U MPOJIOJKUTEIBHOCTD 3J0POBO JKU3HHU.

bazoBbiMM TOKa3aTeNsIMH (PU3MUECKOTO PA3BUTHS YeNIOBEKa MPHUHATO CUUTATh
Maccy tena (MT) u nnuny tena ([T), a Takxke uX Npou3BOJHOE — UHACKC MacChl Tella
(MMT). B sn111eMHOI0THYECKUX UCCIEAOBAHUSAX 3TU MPOCTHIE aHTPOIIOMETPUUECKUE
napaMeTpbl XOpOILIO XapaKTepU3yloT AeMorpapuieckue 0COOCHHOCTH TMOIMYJISALUU Ha
MOP(]OJIOrMYeCKOM YpOBHE, HO OHHU SIBHO HEAOCTATOYHBI ISl MOJHOLIEHHOTO Mpe/I-
CTaBJICHUA 00 MHIMBUAYAJIbHOM 3/10POBbE YeJOBEKa. | TaBHBIM HEAOCTATKOM aHTpPO-
MMOMETPUYECKOTO METOJia SIBJSIETCSI HEBO3ZMOXKHOCTh MPSAMBIM CIIOCOOOM OIpPeNeTuTh
KOJIMYECTBO O€3KUPOBOil (TOLIEH) MACChI TeJla, MacCy MOAKOKHOTO U BUCLEPAITLHOTO
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KHUPA Pa3AeIbHO, a TAKXKE IUNIOTHOCTH Teja. [IorpemHocT e KOCBEHHOIO OIpeese-
HUSI 3TUX MapaMeTpOB MO0 MHOTOYMCIECHHBIM, HO HE OOLIENPUHATHIM (hopMyiam, J10-
cturatotr 15-20 % cpaBHUTENBHO C STAJIOHHBIMU IPOLIEAypaMu (TIOJBOIHOE B3BEIIHU-
BaHHUE, pEHTreHaOcopOImomeTpusi, peHTrenroMmorpadus). Ilocnennue TpeOyrOT
JOPOTrOCTOALIETO0 000PYIOBAaHUS M MAJIOTIPUTOIHBI [T JMHAMUYECKOTO HAOIIOICHUSL.

Jliis mccnenoBaHusl KOMITO3UITMOHHOTO cocTaBa Tena (total body composition —
TBC), 3akimrouaromerocsi B pazaeieHun wim (ppakmuonnpoBannd MT Ha HECKOJBKO
COCTABJISIIOIIMX (KOMIIOHEHT), B HACTOAILEE BPEMSI MCHOJB3YIOT MPEUMYILIECTBEHHO
2 MeToJIa — JABYXDHEPreTHUYCCKYIO0 PEHTICHOBCKYIO abcopoimomerpuio (dual-energy
X-ray absorptiometry — DXA wiu DEXA) u 6HOMMITEJaHCHYIO TOMOTPa(HIO WK
ananmu3 (bioimpedance analysis — BIA). JIBa apyrux mMeroaa, a IMEHHO: KOJIHYE-
CTBECHHYIO KOMITBIOTEpHYIO Tomorpaduro (quantitative computed tomography —
qCT) u marHuTHO-pe30HaHCHYIO Tomorpaduro (magnetic resonance tomography —
MRT) B peanbHOI KIMHHYECKOW MPAKTUKE HCIIOIB30BATh CIOKHO M3-3a JOPOTOBU3-
HbI 00CJe10BaHus. Y KaXXJI0ro M3 3TUX METOJIOB €CTh CBOM OCOOEHHOCTH MpPHUMEHE-
HUS B HAYYHBIX MEIUKO-OMOJIOTHYECKUX HMCCIIECIOBAHUAX, KIMHUYECKON IMPaKTHUKE,
MEJULMHE SKCTPEMAIBHBIX COCTOSIHAN, BAJICOJIOTHH.

HccnenoBanne KOMIO3MIIMOHHOTO cocTaBa Tena (total body composition —
TBC), To ecTh onpenencHne adbCOMIOTHOTO (KT WM T') M OTHOCHTETHHOTO (%) comep-
’aHUS JKUPOBOTO, MBIIIEYHOTO U KOCTHOTO KOMIIOHEHTOB MAacChl T€jla C TTOMOLIBIO
DEXA B HacTos11I€€ BpeMsI pacCMAaTPUBAETCS KaK 3TAJIOHHBIA METO/I OLIEHKH COCTaBa
T€Na ¥ MPOBOAMUTCS Ha CHEUAIM3UPOBAHHBIX arnaparax Jyis ONpeaeseHUs] CKeJIeTHO-
MBIIIICYHOTO M METabOJMYECKOro 3I0pOBbs, Hampumep, «Lunar Prodigy Advancey.
B crangaptHOM nportokosie porpaMmmbl TBC nmeeTcs BO3MOKHOCTh LIBETHOTO Kap-
TUPOBAHUS C BBIJICJICHUEM >KUPOBOM, MBIIICYHOW M KOCTHOM TKaHU. BcTrpoeHHOe
porpaMMHOe OOecriedeHre aBTOMATHUYECKH KOPPEKTUPYET Pe3ysibTaThl U3MEPEHUM
C YYETOM IUIOTHOCTH MSTKUX TKaHeu. JlydeBas Harpy3ka mpu CKaHUPOBAHHUU BCETrO
Tea cocTaBiseT okoyio | mR (MHJIIMPEHTreH), B TO BpeMs Kak IPpU pyTUHHOM PEeHT-
reHorpauu OpraHoB TpyAHOU KiIeTKh — moyTd 35 mR. IIpogomxuTenbHOCTh UC-
CJIEIOBaHMsI 3aHUMAET OKOJIO 5 MUHYT U He TpeOyeT aKTHBHOI'O y4acTHs MallMeHTa.
Bpems uccnenosanus TBC u nmyueBas Harpy3ka HE3HaYUMO OOJIbIIE, YEM MPH LICH-
TPaJIbHOW IEHCUTOMETPHH, @ BOCIIPOMU3BOIUMOCTb U3MEPEHUS HECKOJIBKO HHUXKE, pac-
XOXKJIEHUE PE3yJbTaTOB M3MEPEHHI cocTaBisieT st oomet KM 3 %, a mist oGrmieit
BTM — 2 % [1, 2]. Ilpu noBTopHBIX HccaenoBanusix TBC moxHO oneHuTh abdco-
JIOTHBIE (B KT') U OTHOCHUTEJIbHBIE (B %) N3MEHEHUS MBIIICUHOMN, )KUPOBOM U KOCTHOM
MAaccChl, a TAK)KE€ CKOPOCTh 3TUX U3MEHEHHI.

B 3aBrcHMOCTH OT LieNel U 3a/1a4 UCCIEN0BAaHUS UCIIONb3YIOT Pa3IMYHbIE MOJIE-
JM COCTaBa Teja — JIByX-, TPEX-, YEThIPEX- U MHOTOKOMIIOHEHTHbIE [3]. B nByXKOM-
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noHeHTHOW MoJenu MT paccmaTtpuBaercst Kak CyMMa JIBYX COCTABJISIFOLIMX — YKHAPO-
Boit Macchl Tesa (JKMT) u OesxupoBoit maccel Tena (BMT, fat-free mass — FFM),
YTO MOXXHO TPEJICTaBUTh B Buje cienytouiei ¢opmynsl: MT = )KMT + BMT. Tlox
KMT nonnmaetcst macca BCEH AKUPOBOU TKaHU B opranusMme. JKupoBast Macca sIBIISIET-
cs1 Hanbouee madmnbHOM coctaBistoneil MT B mienom, a ee cogep:kaHne MOKET Baph-
MPOBaTh B LIMPOKUX Mpeenax. Y 310pOBbIX MyK4MH 3pesioro Bo3pacra JKMT cocras-
asiet okoio 15 %, a y »eHmuH — okoio 20 % ot oOiei Maccsl Tena. [Ipu oxupenun
9TOT noka3zatenb npesbimaeT 30—40 %. PaznuyaroT CyliecTBeHHBIN KUP, BXOISAIINNA B
COCTaB OEJKOBO-JIMIIUTHOTO KOMILIEKCA KIETOK opranusma (hocoaunuabl KIeToy-
HBIX MEMOpaH), U HECYIIECTBEHHBIN KUP (TPUTTULEPUIBI) B KUPOBBIX TKaHsIX. OTHO-
CUTEJIbHOE CO/IEP)KaHUE CYILIECTBEHHOT'O KUPA B OPraHU3Me CTaOMJIBHO M COCTaBJISIET
Ut pa3HbIxX Jrogen 2-5 % BMT. HecyliecTBeHHBIN KUP COCTOUT M3 MOJKOXKHOTO U
BHYTPEHHETO (BUCLEPATBHOTO) *kupa. [locneqHuii mnpenMyIecTBEHHO COCPEIOTOUYEH B
OpIOIIHON MOJ0CTH. AOIOMUHAIIBHBIN KUP MPEACTABISIET COOOM COBOKYIHOCTh MO/I-
KOXXHOTO Y BUCLEPATBHOTO KUPA, JIOKATU30BAaHHBIX B 00JIaCTH XHMBOTa. Macca Hecy-
mectBeHHoro xxupa (MHK) oOpasyer 3amac MmeTaboaMuecKoil SHEPIUU U BBIIOJIHSET
psa Ipyrux GyHKIUN (TEpMOpPEryIIsIiys, TOpMOHaAIIbHBIE 3G (EKTHI U 1Ip.).

Ounenka 0e3:kupoBoii (Tomreit) maccol Tesia. bBMT coctouT B OCHOBHOM U3
oO11el BObl OpraHU3Ma, MBIIIEYHON U KOCTHOM MaccChl, a TakKe psiia IpYrux KOM-
MOHEHTOB (CBSI3KU, KOXa, cocyaucrtas cuctema). Crenenb rujapatauuu bBMT maino
BimsieT Ha pe3yibraTel DEXA [1, 2]. B 1942 r. A. benke npeaioxui TEPMHUH «TOIIAs
macca tena» (TMT, lean body mass — LBM, body lean — BL), paBusbiit cymme BMT
1 Macchl cymectBeHHOTO *kupa (MCXK). [losiBunack Moaudukaius 1ByXKOMIOHEHT-
HOM Mojenu coctaBa tena [1]: MT = MHX + TMT = MHX + (BMT + MCX).
B cBsa3u co cnoxHocThio ompeneneHus MCX mo pexkomenaanuu sxcrneptoB BO3
B 1981 r. monsTHE «Macca Tena 6e3 Kupa» Ui «Oe3KUpoBasi Macca Teay CTaJId UC-
MOJIb30BaTh B KAUECTBE SKBHUBAJIECHTA TEPMHUHA «Tollas Macca tena». OgHaKo B aH-
IJIOSI3bIYHON MEeIMKO-Orooruueckon aureparype repmud LBM unu BL npumensiercs
Y TI0 HACTOSALIEE BPEMS, UTO IPUBOJUT K HEKOTOPOU TEPMUHOJIOTMUECKON My TaHULIE.

Jlist onieHku konm4uecTBa Oe3xkupoBoit Macchl Tena (BMT wnmu BL) ucnonb3yrot
HECKOJIBKO ITapaMeTPOB:

1) Tomas macca Bcero tena, B kr (BL, kr) (Tad. 1, 2):

Camwxenune ¢paktuueckoro 3nadeHuss BL < —1SD no cpaBHeHUIO ¢ cpeTHUM 3Ha-
YEHUEM JIJI JaHHOM MOJ0BO3PACTHOM IPYIIIbl O3HAYAET HAJTUYKE MPECAPKONECHUU.

2) MHJEKC Tolel Macch Beero Tena — UTM (BLI, kr/m?):

BLI (xkr/M%) = BL (xr) / LB (M%), rze LB — length of body (mromazs tera).

Cuamxenue BLI Ha < —1SD no cpaBHeHUIO €O 3J0POBBIMU JIUIIAMH TOTO K€ T0JI1a
¥ BO3PACTHOTO MEpPHO/Ia TAaKXKe MO3BOJSET 000CHOBATh HATMUHE MTPECAPKONICHHUH.
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3) Tormas Macca BEPXHHX W HIDKHHX KOHEYHOCTEH WIIM allleHIUKYJISpHas TO-
mast macca (appendicular lean — APL). Ouenka ¢akruueckoro yposHs APL mnposo-

auTes mo tabm. 1, 2 [4, 5].
Tabnuya 1
TBC, sxkenmmubl (Mean £ SD) ¢ yueToM BO3pacTHOI0 nepuojaa (eBponeoujabl)*

IMapamerpsbl | 20-29 ger | 30-39 jser | 40-49 ner | 50-59 ser | 60-69 sger > 70 Jer

Body length | 164,51+ 16424 + 164,33 + 163,09 + 162,31 + 158,03 +
5,84 6,23 6,53 5,98 6,09 5,75

Body mass 68,48 + 71,28 £ 74,33 £ 74,35 + 74,29 + 67,24 £
12,81 15,00 16,29 13,55 13,17 12,23

TF 10,14 + 11,46 + 12,83 + 13,97 + 14,67 £ 12,66 +
4,95 5,52 5,85 5,24 4,83 4,36

BF 23,27 + 2541 + 27,50 + 28,77 29,90 + 26,45 +
8,53 9,80 10,41 8,86 8,15 7,81

APL 18,39 + 18,49 + 18,70 + 17,98 + 17,46 + 15,80 +
2,63 3,08 3,34 2,82 2,90 2,56

TL 21,72 + 22,29 + 22,98 £ 22,57 22,01 + 20,45 +
2,70 3,10 3,36 3,13 3,09 2,79

BL 43,05 + 43,70 £ 44,63 + 43,50 + 42,42 + 39,09 +
5,28 6,18 6,72 5,90 5,97 5,30

IMpumeuanue: TF — trunk fat; BF — body fat; TL — trunk lean; APL — appendicular lean;
BL — body lean. * NHANES (the Third National Health and Nutrition Examination Survey) —

HOpMaTUBHaA baza JaHHBIX HAITMOHAJIBbHOI'O 0630pHOl"0 HCCICA0BaHMA 110 3J0POBBIO U ITMTAHUTIO

Tabnuya 2
TBC, myxuunsbl (Mean £ SD) ¢ yuerom Bo3pacTHOro nepuoja (eBponeouanbl)*

IMMapamerpsbr | 20-29 ner | 30-39 ser | 4049 aer | 50-59 mer | 60-69 jer > 70 et

Body length | 178,77 + 177,76 £ 178,47 + 177,26 £ 176,37 172,37 +
6,98 7,08 6,70 7,05 6,71 7,08

Body mass 84,62 + 86,54 + 89,54 + 89,30 + 90,18 + 80,74 £
15,93 16,34 15,43 14,95 15,57 14,09

TF 9,08 + 10,46 + 11,90 + 13,18 + 14,33 + 12,28 +
4,99 5,12 4,80 5,23 5,15 4,49

BF 19,03 £ 20,37 + 22,27 + 23,87 + 25,43 + 22,66 £
8,84 8,49 7,70 8,31 8,25 7,39

APL 28,52 + 28,71 + 28,80 + 27,55+ 26,87 + 23,60 +
4,24 4,58 4,43 3,95 4,23 3,76

TL 30,73 £ 31,11 + 32,09+ |3157+4,17| 31,62+ 28,60 +
4,41 4,64 4,52 4,46 4,15

BL 62,83 + 63,41 + 64,49 + 62,74 + 62,08 + 55,63 £
8,65 9,25 8,93 8,10 8,67 7,96

[Mpumeuanue: TF — trunk fat; BF — body fat; TL — trunk lean; APL — appendicular lean;
BL — body lean. * NHANES (the Third National Health and Nutrition Examination Survey) —
HOpMaTUBHaA 6a3a JAaHHBIX HAIITMOHAJIBHOT'O 0630pHOF0 HCCIICAOBAaHUA 110 3J0POBBIO U ITUTAHUIO.
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4) HACKC anmeHIuKyIsspHoi Torei Mmaccel — MATM (APLI):
APLI (xr/M?) = APL (kr) / LB (v?).

Hopmanehbie 3nauenuss APLI nins myxaun — OGosee 7,59 KI‘/MZ, a I JKEH-
e — OoJtee 5,47 KT/M>.

YMeHbIIIeHne KOJIMYeCTBa TOIMIEH MacChl TYJOBHUIIA OTHOCUTEIILHO TOIIEH Mac-
cel koHeuHocTer (TL/APL < 1,15) — He3aBUCUMBINA MapKep Pa3BUTHS OCTEOIIOPO3a
y JKCHIIVMH B IEPUMEHOIIAY3€ U PAHHEN MEHOIIay3€ ¢ OcTeorneHuen. Macca anrmesau-
KYJSIpHBIX cKeJleTHbIX MbII (APL, Kr) siBisieTcsi caMbIM CHUJIBHBIM HE3aBUCHUMBIM
(hakTOpOM pHCKa 0CTEONopo3a MIEHKU Oe/ipa y B3POCIIbIX MOKHUIBIX MYXYHH.

OueHka KUpPOBOiIl Macchl Tesa. J{J1s OIIEHKU dKUPOBOTO KOMIIOHEHTA MacChl Te-
JIa UCTIONB3YIOT HECKOJIbKO XapakTepuctuk. Muaexkc maccsl Tena (MMT) He yuutbiBaeT
COOTHOILEHUE >KUP/MBIIILBI U TUI pacipeneiaeHus xxupoBoid Tkanun. DEXA no3Bossier
VIIYYIIUTh KQ9eCTBO JUATHOCTHKHU W BBIABUTH H30BITOYHOE COJIEPIKAHME KUpa B Opra-
HHA3ME naxe y i ¢ HopManeHbiM UMT. bosee Hagexxnoi o cpaBuenuto ¢ UMT xa-
PAKTEPUCTUKON «OKUPECHHS» SBISACTCS MPOICHTHOE COJIEPKAHME KUPaA B OPTaHU3ME
(body fat — BF), xotopoe omnpenenstor mo dopmyie: % BF = BF (kr) / MB (xr).
JlnanazoH HOPMBI OTHOCUTENBHOTO coaepxkanus xupa: 10-20 % mist myxuun (or-
TUMalibHOE cojepkanue — 15 %) u 18-28 % — miisa sxkeHmuH (ONTUMAaIBHOE CO-
nepxxaane — 23 %). JIJ1s OIIeHKH coAepKaHus JKUpa B 1IEJIOM M B pETHOHAX CIICTYET

MCII0JIb30BaTh cienyroiue ganaeie TBC (Tadm. 3) [6].
Tabnuya 3
IIpouenTHOE cofep:kanMe KUPa B 3aBUCHMOCTH OT T0JIa M BO3PacTa (€BPOMEOH/IbI)

Bo3pacr | 20-29 mer | 30-39 aer | 40-49 ger | 50-59 mer | 60-69 mer | 70-79 jer

Tlon Mean| SD |Mean| SD |Mean| SD |Mean| SD |[Mean| SD |Mean| SD

XKenmwnwt | 314 | 85 | 36,6 | 11,0 | 39,2 | 9,7 | 41,7 | 87 | 424 | 7,7 | 404 | 7,9

Myxuunst | 21,1 | 83 | 263 | 106 | 291 | 86 | 309 | 79 | 310 | 78 | 311 | 6,6

Nunexc maceol xupoBoit Tkanu, win UMIXXT (body fat index — BFI), 6onee
TOYHO OTpaKaeT CTENeHb U30bITKA KUPOBOW TKaHU (Tabin. 4) [6]. Jns ero pacuera
HCIIONB3YIOT crieayomyio hpopmyy: BFI (kr/m?) = BF (xr) / LB (M).

Tabnuya 4
Ouenka body fat index
Ouenka BFI KeHmuHbI My:K4YMHBI
HopMmasnsHble 3HaYCHUS 5,0-8,9 kr/m° 3,0-5,9 kr/m®
H30srTOK BF 9,0-12,9 kr/m® 6,0-8,9 kr/m°
Oxupenue 13,0 kr/m* >9,0 Kr/m”

DEXA 1no3BojsieT Takke OLEHHUTh XapaKTep paclpelesieHUs] KUPOBOW TKaHU
B OTJICJIbHBIX YacTsAX Tesa. [Ipu 3TOM BBIACHSAIOT aHapouaHbIi (A) 1 ruHOUAHbIH (G)
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PETUOHBI JKUPOBON KOMITOHEHTHI. A- U G-pernoHbI ONPEENIAIOT aBTOMATUYECKHU MIPH
npoBeaennu DEXA no nporpamme TBC. Axapounanas 30Ha — 00J1acTh HAaMOOJIbIIIE-
ro cojiepkaHus a0JOMHHAIBHOTO Xupa. [ 'mHOMAHas 30Ha — obnacth Oexep. s
OLICHKHU pacrlpeeieHUs 5KUPOBON MacChl UCTIOIB3YIOT CIEAYIONINE UHEKCHI:

1. Manexc A/G, yBenmmuerne kotoporo > +1SD roBoput o HaTM4nuu BUCIICPATTb-
HOTO OKHMpeHus (Tadu. 5) [6].

Tabnuya 5
Pacnpenesenne ;kupa no uuaexkcy A/G (Mean + SD) cpeau eBponeou0B

Bo3pact | 20-29 ser | 30-39 ger | 40-49 ner | 50-59 mer | 60-69 ger | 70-79 ;mer

ITox Mean| SD |Mean| SD |Mean| SD |Mean| SD [Mean| SD |Mean| SD

Xenuwns | 0,33 | 0,11 | 0,39 | 0,17 | 0,44 | 0,17 | 0,48 | 0,18 | 0,50 | 0,15 | 0,46 | 0,13

Myxuunst | 0,47 | 0,13 | 0,57 | 0,45 | 0,66 | 0,18 | 0,73 | 0,21 | 0,77 | 0,20 | 0,76 | 0,19

2. [IpeobOnaganue xupoBoil TkaHu TynoBuia (TF) Hag XKUPOBOM TKaHBIO KO-
HeyHoctel (APF) cBuieTenbCTBYET O LIEHTPATIBLHOM THIIE OKUPEHUS (THIT «SIOJTO0KO0»).
OreHKka JaHHOTO BapHWaHTa OKMPEHHUS BO3MOXKHA 1o wHuekcy TF/APF = Trunk fat
(xr) / Appendicular fat (xr), yBemmuenue kotoporo > +1SD cBumereabCTByeT
0 HAIMYHH [EHTPAILHOTO OKUpeHus (Tadi. 6) [6].

Tabauya 6
Pacnpenesienue ;xupa no nuaexcy TF/APF (Mean £ SD) cpeau eBponeonion

Bo3pact | 20-29 ser | 30-39 qer | 40-49 ner | 50-59 ser | 60-69 jger | 70-79 xer
IHoxa Mean| SD |Mean| SD |[Mean| SD |[Mean| SD |Mean| SD |Mean| SD
Kenmunuer | 0,96 | 0,25 | 1,06 | 0,34 | 1,12 | 0,39 | 1,18 | 0,39 | 1,15 | 0,29 | 1,12 | 0,26
Myxuunst | 1,24 | 0,29 | 1,46 | 0,28 | 1,65 | 0,37 | 1,71 | 0,38 | 1,78 | 0,44 | 1,75 | 0,41

3. Uunexe Trunk Fat/Legs Fat (TF/LF) paccunThiBatOT [l ONIPEICICHUS TTEPH-
deprueckoro Tuna OXUpeHus (TUn «rpymay). CHmkeHne gaHHoro maaekca < +1,0
CBUJETENBCTBYET O HAJIUYUU mepudepudeckoro oxupenus. OneHka MHIEKCa BO3-
MOJKHa 110 Tadu. 7 [6].

Tabauya 7
Pacnpenesienne ;xupa no uuaexcy TF/LF (Mean + SD) cpeau eBpomneonioB

Bospact | 20-29 ner | 30-39ger | 4049 ner | 50-59 ger | 60-69 ner | 70-79 aer

ITon Mean| SD |Mean| SD |Mean| SD |Mean| SD [Mean| SD |Mean| SD

Xenmmuer | 0,96 | 0,25 | 1,06 | 0,34 | 1,12 | 0,39 | 1,18 | 0,39 | 1,15 | 0,29 | 1,12 | 0,26

Myxunnsr | 1,24 | 0,29 | 1,46 | 0,28 | 1,65 | 0,37 | 1,71 | 0,38 | 1,78 | 0,44 | 1,75 | 0,41

Ounenka MbpImeyHod Macchol Texa. Okoio 40 % Maccel Tejla YeJI0oBEKA COCTaB-
JISTFOT CKEJIETHBIC MBITIIEI, 10 % MPUXOaUTCS HA TIaJAKWE MBIl U MBIIIITBI CEP/IIIa.
[Tvk MBIIIEYHOW MAcChl Y MY)KYMH W JKSHIIMH MPUXoauTes Ha 25 ner. CpeaHss 1o-
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Tepsl MbIIIeYHOM Macchl coctaBisgeT 1 % B rox nocne 40 ner. Mi3menenue ¢ Bo3pac-
TOM CTPYKTYPbl MBIIIEYHON TKaHU, KOTOPOE COMPOBOXKIACTCS TAKKE CHIXKCHHEM
MAacChl, CUJIbI U (DYHKIIMH MBI, 0003HAYAIOT TEPMUHOM IIEPBUYHAS CAPKOIICHUS
[7]. Cornacuo EBponetickomy koHceHcycy 2010 r. o Bo3pacTHO# (TIepBUYHOM) cap-
KOMEHUH JMAarHOCTUYECKUE KPUTEPUU CAPKOTICHUHU BKIIIOYAIOT B CeOs: HU3KYIO MBbI-
MIEYHYI0 MAcCy, HU3KYIO CHITy MBIIII] ¥ HU3KYI0 paboTrocrocoOHOoCTh [8]. [Ipu aToMm
HU3KYI0 MBIIIEYHYI0 MAacCy CUMTAlOT OCHOBHBIM KPUTEPHUEM, a CHUIY U pabOTOCIO-
COOHOCTBH MBIIII] — JOMOJTHUTEIBHBIMA. [IpU HAIMYUU TOJTBKO HU3KOW MBIICYHON
MacChl TOBOPST O «IPECapKOMEHUN» (aMHOTPOpUU), IPU COUYETAHUU HU3KOU MBbI-
IIEYHON MAacChl C OJHUM U3 JOTOJHUTEIBHBIX KPUTEPUEB — O CAPKOIEHUU, a HAJIH-
Yue BCEX TPEX KPUTEPUEB — O TKEIION capkoneHuu. [Ipy pa3nuHbIX XpOHHUUECKUX
3a00J1€BaHUsX, B TOM YHCJIE PEBMAaTHUYECKUX, TAKKE HAOJIIOIAETCS CHUKEHUE MACChI
1 QYHKIIMOHAIBHOCTH MBIIIICYHOM TKAHH, B CBSI3U C YEM T'OBOPST O «BTOPUYHOM cap-
KoleHun». [1o aHanorum ¢ OUEeHKON OCTEONEHUI/0CTEONOpO3a AJIsl OLIEHKU CO/IepKa-
HUSI MBIIIICYHOU TKaHU (A TaK>Ke >KMPOBOM TKaHW) MOKHO UCMOJIb30BaTh T- u Z-score

MBIILICYHON U )KUPOBO# TKaHe# (Tad:1. 8) [9].
Tabauya 8
Bo3pacTHble H3MeHeHHsI MacChl MbIIICYHOI/COeJUHUTEILHOI M JKUPOBOIi TKaHM (KT)
y skeHIMH 1 y Myk4uH (M £ SD) st Borunciaenus T- u Z-score

Macca MBIIIIEYHOH ¥ COeAMHUTEILHON

N /KupoBasi TKaHb, KT
TKaHel, Kr (Kr)

Bo3pacr
o3pac JKeHIIMHEI My>KUnHBI JKeHIIMHEI My>X4nHBI

Mean SD Mean SD Mean SD Mean SD

21-25 36,2 3,32 53,9 6,98 20,6 6,62 13,1 8,16

26-30 36,6 3,02 53,9 5,44 22,2 7,86 16,7 9,53

31-35 36,9 3,41 54,6 5,12 24,9 7,99 18,6 7,05

3640 37,1 3,11 54,8 5,49 25,0 7,96 19,8 8,36

41-45 37,7 3,69 55,9 4,19 26,6 7,26 21,6 7,14
46-50 37,6 3,18 55,7 5,20 29,2 7,13 22,9 7,25
51-55 37,6 2,65 56,7 6,32 30,1 7J15 23,5 7,08

56-60 37,3 3,31 56,6 5,20 31,1 6,79 22,8 6,87

61-65 37,1 2,89 53,5 5,18 30,0 6,88 22,2 6,50

6670 36,9 2,53 53,1 5,51 29,7 6,32 22,1 7,18

71-75 30,2 2,36 50,1 5,31 29,4 6,58 22,0 8,77

76-80 35,7 2,47 48,3 5,18 28,3 5,49 21,8 7,42

Ouenka kocTHOM Maccnl Tesia. Kpome Toro, DEXA ucnomnbs3yercs aJist OlieHKH
MUHEPaJIbHOU IMJIOTHOCTA KOCTHOM TKAaHW M PACCMATPUBAETCS B HACTOSIIEE BpeMs
KaK 30JI0TOW CTaHJapT JUIsl TUAarHOCTUKH OCTEOTIEHUH U OcTeoroposa. Onpeaenenue
octeornopo3a paspadorano BO3 u MexayHapoaHbIM OOIIECTBOM MO KIMHHYECKOU
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nencuromerpun (2007) st SKEHIIMH €BPONEOMAHON pachkl B IMOCTMEHOMAy3e
U y MY>KYUH TOH ke packl cTapiie 50 1 OCHOBaHO Ha OIICHKE MUHEPAIHLHOU TUIOTHO-
ctu koctHo# Tkanu (MIIKT, bone mineral density — BMD) B 11t000ii Touke 0CeBOro
ckenera mo T-kputeputo (Tabn. 9), 94TO MO3BOJIIET UCHOIB30BAThH JJIA ATHX IENeh
nanabie TBC (tabm. 10) [6]. Jns onenku Beicokoit BMD ucnonb3yeTcst Z-KpuTepuid.

Tabnuya 9

KpuTtepuu 1MarHocTHKH 0CTEONOPO3a M0 JAHHBIM KOCTHOI IeHCHTOMETPHH 0CEBOI0 CKeJieTa
JJIA SKeHIIMH B MEHOMAay3e U MY:KYuH cTapuie S50 Jer

T-kpurepui

3akjao4eHue

Bosnee +2,5 SD

Ocreornetpos

Bbonee —1,0 SD menee +2,5 SD

Hopmanbsnoe 3nauenne MIIKT

Ot -1,0 SD no 2,5 SD

Ocreornenust

Menee 2,5 SD

Octeonopo3

Menee —2,5 SD + nepenom

Tsxenslif ocTeonopos

Tabnuya 10
Bo3pacTHble H3MeHEeHHsI CYMMAPHOTro KOJIHYeCTBAa MHHEPAJIOB B CKeJieTe Y )KeHIIHH
u y my:xkuuH (M % SD) s Beiunciaenus T- u Z-score

KeHIUHBI My:KX4UHBI

Bospacr BMC Bcero BMD Bcero , BMC Bcero BMD Bcero ,

B CKeJieTe, KI' cKeJiera, r/cM B CKeJieTe, KI' cKeJieTa, r/cM

Mean SD Mean SD Mean SD Mean SD
21-25 2,618 0,283 1,173 0,058 3,29 0,52 1,250 0,104
26-30 2,616 0,259 1,170 0,065 3,28 0,39 1,253 0,092
31-35 2,615 0,308 1,170 0,069 3,27 0,35 1,255 0,087
36-40 2,614 0,284 1,170 0,067 3,27 0,40 1,255 0,090
41-45 2,612 0,296 1.170 0,063 3,27 0,39 1,254 0,081
46-50 2,581 0,292 1,167 0,078 3,26 0,38 1,256 0,079
51-55 2,456 0,323 1,139 0,093 3,25 0,40 1,253 0,100
56-60 2,339 0,321 1,102 0,097 3,16 0,47 1,237 0,118
61-65 2,182 0,298 1,068 0,095 3,05 0,35 1,235 0,084
66-70 2,125 0,302 1,046 0,089 3,02 0,42 1,229 0,102
71-75 1,994 0,246 1,025 0,084 2,89 0,45 1,214 0,125
76-80 1,873 0,272 1,012 0,090 2,22 0,69 1,168 0,102

IMpumep ananusa ganneix 1BC y manuenta ¢ PA. IManuent: I'. JI. B., 68 ner,
KEHIMHA. /[narHo3 OCHOBHOM: peBMaTOUAHbINA apTpuT. Macca tena 69,0 xr. {nuHa
tena 1,56 m. UMT = 28,4 Kr/M°.

Koctnas tkanp. BMC = 2,130 Kr, 4T0O MpakTUYECKH COBMAAAET C MOJOBO3PACT-
HOM HOpMO# — 2,125 (ta6m. 10). BMD total = 1,037 r/cm?, uto cocrasisier 92 % ot
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cpenneid BemmunHbl BMD nis nmukoBoit BMD (Bo3zpact 2040 ner mo nmporpamme
enCore) wim T-score = —1,1SD (octeonenus). Jlyist Bo3pacta 68 JeT cpeHee 3Haye-
Hue BMD no TBC (ta6u. 10) = 1,046 — 1,037 = 0,009/0,089 = 0,1SD, Z-score = 0,1
(HOpMA).

XKuposas Tkanb. OTHOCHTENBHOE COAEpIKaHue XUPoBO TkaHu % Body Fat =
45,6 %. OntumanbHOE conepkanue % BF mis sxenmua — 23 %, T. €. uMeeTcs To-
YTH JBYKPATHOE TMPEBBINICHUE ONMTHMYMa OTHOCHUTEIBLHOTO COAeprKaHus kupa. MH-
JIEKC MacCChI )KHPOBOH TKaHH, KOTOPHIN 00Jiee TOYHO OTPaXKaeT CTENEeHb U30BITKA 00-
mero sxupa (tabn. 5), BFI = 12,35 kr/mM%, 4TO CBHACTEIBCTBYET O CYIIECTBEHHOM
U30bITKE OO0IIel Macchl KUPOBOM TKaHU. OCOOEHHOCTH paclpeiesieHUs] KUPOBOU
tkanu 1o uuaekcy A/G: 2,957 / 5,047 = 0,59. OcobeHHOCTH pacupeaeieHus KUPO-
BOH Tkanu mo uHuekcy TF/LF: 17,238 / 7,907 = 2,18 — 1,15 =1,03/ 0,29 = 3,6 SD,
YTO CBHJICTEILCTBYET O HAJUYHMHM BBIPAKCHHOTO IEHTPATHLHOTO (a0IOMUHAIBLHOTO
1, BEPOSITHEE BCETO, BUCIIEPATBHOTO) OKUPEHUS.

Tomas (Oe3xupoBas) mMacca (MBIIIIbBI, COCIUHUTEIbHAS TKaHb, Koxa). OO1mas
Mmacca Tomiei Tkanu (Body lean, BL, kr) = 35,87 kr. JloykHas cpeHsisl TIOJIOBO3pacT-
Has Macca Toieil Tkanu — 42,42 kr. Pasuuna: 35,87 — 42,42 = —6,56 kT, T. €. IMeeTCA
nedunut (—15 %) oOmiei Tome Macchl Tela, a 3TO MPEUMYIIECTBEHHO MbIIICYHAs
TKaHb TYJIOBUIIA M KOHe4YHocTeW. Tomras macca xoHeuHocted (APL) = 14,81 kr.
JlomkHast cpefHsisa MoJ0BO3pacTHAS Macca TOLIEW TKaHU KoHeuHocTeln 17,46 kr. Pas-
auna: 14,81 — 17.46 = —2,65 kr, T. . umeercs aedurut (—15 %) Tomrel Macchl KOHEU-
Hoctel. Tomas Macca Tynosuina (TL) = 17,96 xr. JlomkHas cpenHss mojaoBo3pacTHast
Macca Tolled TKaHu kKoHeuHocteil — 22,01 xr. Pasaumna: 17,95 — 22,01 = 4,64 xr,
T. €. umeetcs aeguut (—21 %) Torieit Macchl TyJI0BUIIIA.

3akmroueHue. AHalIM3 COCTaBa Teja y JAHHOW TMAIMEHTKH C PEBMATOMIHBIM
aptputom ¢ nomotsio DEXA mo nporpamme TBC no3Bosiu BbISIBUTH Y HEe HaJu-
gre OKHPCHUS B IICJIOM Ha OCHOBAHHMM IPOIICHTHOTO COJEPKaHUS KUPOBOW TKAHH
Y WHJEKCAa MAcCChl )KUPOBOW TKAaHM, a TAK)KE€ BBIPAKEHHOTO a0JIOMHUHAIILHOTO OXKHpE-
Hus Ha ¢oHe AedunmTa oOIIeH TOoIeH Macchl Teaa, MPECapKONEHUH U OCTEOIICHHH,
TOTJa KaK COIJIaCHO OlleHKe, ocHOBaHHOM Ha MMT, mamueHTka MMeeT BCEro JIHUIIb
M30BITOYHYIO MAcCy Tea.

BoiBoabl. Takum 06pa3om, aHaM3 KOMITO3UIIMOHHOTO cocTaBa Tena (TBC) mpu
XPOHUYECKUX PEBMATUYCCKUX 3a00JICBAaHUSIX C TIOMOIILIO JTAHHBIX JABYXIHEpPreTHYe-
CKOH PEHTICHOBCKOM a0COPOIMOMETPHH TIO3BOJISICT CYIMIECTBEHHO YIYUIIUTh PAHHIOKO
JTUATHOCTUKY, a 3HAYMT CBOCBPEMEHHO MPOBOAUTH MPOGUIAKTAKY PA3BUTHS TaKHX
BKHBIX IMaTOJOTHYCCKUX COCTOSHUN KaK OXHpEHWe, abJOMHUHAIBLHOEC OXUPCHHE,
CapKOTICHUS, OCTEONICHHSI U OCTEOTOPO3, KOTOPHIE SIBISIIOTCS BaKHBIMH MPOTHOCTH-
yecKkuM (haKTopamMu YXYAIICHHs TEYCHUSI OCHOBHOTO 3a00JI€BaHUS, Pa3BUTH KOMOP-
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OMJTHOM MATOJIOTUU U OCJIOKHEHUH, KOPPEIUPYIOT C YXYAIIEHUEM KauecTBa KU3HHU,
YBEIUYECHUEM UHBAIMIHOCTU U CMEPTHOCTU Y TAHHOM KaTeropuu MalueHTOB.
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B. I'. Ananacoeuu
KOXHbBIN CHHAPOM ITPU CUCTEMHOM CKJIEPO3E

Cucremnbiii ckiiepo3 (CC) — monmopranHoe 3a00JeBaHNe, B OCHOBE KOTOPOTO
JeKaT UMMYHHBIE HApYIICHHUS] U Ba30CMACTUYECKUE COCYUCTHIE PEAKIMH IO THITY
dbenomena PeitHo, compoBoXxaaronuecs: aktuBaiuen Gudpo3000pa3zoBaHus U U30bI-
TOYHBIM OTJIO)KEHHEM KOMIIOHEHTOB BHEKJIETOYHOTO MaTpUKca (KoJijlareHa) B TKaHsAX
u opraHax [1].

CC sBnsercs HanboJee 3HAYMMBIM MIPEACTABUTENIEM CKIEPOJESPMUIECKON TpyTI-
bl O0JIe3HEH, KOTOpasi BKIIOYAET OYaroBYIO CKJIEPOACPMHUIO, CKiieposepMmy bytke,
muddy3HbI 203MHOMGUIBHBI  (HACITUUT, WHIYIIUPOBAHHBIE (OPMBI CKIEPOICPMUH,
IICEBIOCKIIEPOACPMUYECKHEe CHHAPOMBI [2]. Dnuaemuonornueckue ucciemoBanns CC
HY)KJAIOTCSl B JajbHeWmeM yriayonennn. B HacTosiee Bpemsi JaHHBIE TIO pacmipo-
ctpaneHHocTH konebmtores ot 30 1o 300 ciydaeB Ha 1 MIIH HaceseHus, 1o 3a00JeBa-
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emoctd — oT 1 70 20 ciyvaeB Ha 1 muH. XKeHIIMHBI 60NEIOT Yale MY>KYHH B COOT-
HoteHuu 5—7 @ 1. Jle6ror CC Bo3HMKAET NpeuMyIlecTBeHHO B Bo3pacte 30—60 mer.

DTUONOTUSl U MAaTOreHe3 M3y4eHbl HenocTatouyHo. lIpenmonaraercs monudak-
TOPHBIA XapakTep 3a00JIeBaHHUS C Y4aCTHEM WMMYHHBIX, HEHPOIHIOKPUHHBIX CH-
CTeM, TCHETHUYECKUX, a TaKXKe TCHUXOCONUANBHBIX U CpeAoBbix (akropos [1]. Cu-
CTEMHBIN CKJIEPO3 SIBISETCA YHUKAJIBHOW MPUPOJHON MOJEIBIO TE€HEPAIM30OBAHHOTO
¢bubpo3a, UMEIOIIEH KOJIOCCATbHOE 3HAUEHWE I M3YYCHHsI MATOJIOTHH COCIUHU-
TeIbHOU TKaH! [3].

Knunanueckas kaptuHa noaumMopdHa, 4To 00yCIOBICHO Pa3BUTUEM CUCTEMHOTO
¢ubpo3a, MOpaKEHUEM MEIKHUX COCYAOB C HAPYIIEHUEM MUKPOIUPKYJIALNA U TaTO-
aorueil uMmyHoperyauud. opMupyroTCs TkKelble BUCLEpalIbHbIE U Nepudepuye-
CKHE MPOSIBJICHUS C MOPAKEHUEM PA3IUYHBIX OPraHOB M CHUCTEM, UMEIOLIUX COEIH-
HUTEJIbHYIO TKaHb U COCYJUCTYIO CETh.

C cepequnbl XIX B. (mpeamofioxuTenabHO mpeioxkeHo Gintrac, 1847) nns
uaeHTU(UKAIMK 3a00JeBaHUSl Hadalld TPUMEHSITH TEPMHUH «CKICPOJICPMHS —
TBepAokoxue. [lopaxkeHne Koxu, Hapsary ¢ peHomeHoM PeilHo, ABISAIOTCA OJHUM U3
NEepBBIX HamOOJee 3aMETHBIX KIMHUYECKUX MPOSBICHUH O0JE€3HH y abCOIHOTHOIrO
OOJIBIIMHCTBA MALIMEHTOB. DTO OOCTOSATENBCTBO, @ TAKXKE HEIOCTATOYHOE Pa3BUTHE
MEJIUIMHCKOW HAyKu B LEJIOM, OOYCIOBHWIIM JUIMTEIbHBIM «JI€PMATOJIOTHYECKUID)
ATall U3YyUCHHUS CKIIEPOJACPMUH, KaKk 3a00I€BaHMs KOXKH, BILUIOTh 40 40-X rogoB XX B.

[TpuHIMIIATFHO HOBBIM B3IJIAN Ha MPOOIEMY CKIEPOJAEPMHUU OBbLT BHIIBHHYT
amepukanckuM naronorom Ilaynem Knemmepepom ¢ corpymaukamu (1941-1942),
KOTOpBIE CPOPMYTUPOBAIN KOHIIETIIMIO O TPYIIE KOJJIAr€HOBBIX 00JIe3HEH — «KOJI-
nareHo3ax». B 1945 r. Goetz npeaio)uil TEPMHUH «IPOTPECCUPYIONIUN CUCTEMHBIN
CKJIEpPO3» JJIs1 0003HAYCHHUS CKIICPOICPMUH KaK CUCTEMHOT0 3abojeBanus [1, 4].

BaxxHo paznuuaTh JOKalu30BaHHBIE (OPMBI CKIEPOAECPMUU U T€HEPaATU30BaH-
HBIE, TO €CTh CUCTEMHBIE, C ()eHOMEHOM PeliHO, KOHCTUTYIIMOHAIBHBIMU U UMMYH-
HBIMH HapyIICHUSIMH, OpTaHHBIMU TIPOSBICHUSIMHU.

JIsist ToKaIM30BaHHBIX (POPM XapaKTepeH M30JIMPOBaHHBIN (GUOpPO3 AepMbl. Bbi-
JEJSAIOT 2 TUIA YTON MaTOJIOTHH:

1. Mopdea: 0OqMHOYHBIN WJIK MHOKECTBEHHBIE OYart, 4acTo Ha TYJIOBUIIIE.

2. JIuneliHasi CKJIEpOJEPMHUS: JICHTOBUIHOE YTOJIICHHE KOXKM, YaCTO Ha HOrax
WK pyKax, HHor1a Ha juiie (en coup de sabre — cumnTom «ymap cabieii»)

[TopaxxeHne KOXu ABISIETCS «BU3UTHOU KapToukoi» n CC. PacnpocTpaHEHHOCTh
KO>KHBIX TMPOSIBIICHU, UX BBIPAKEHHOCTh B COYETAHUU C OCTAJIbHBIM CHMITOMOKOM-
TUTEKCOM 3a00JICBaHMS JICTJI B OCHOBY BbIIeIeHUs KimHIYeckux Gopm CC [5]:

— muddy3Has popma;

— IMMHATHPOBaHHAS PopMa;
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— CKIIepoaepMus 6€3 CKIEPOAEPMBI MIH BUCIIEpaTbHAS (OpMa;

— TIEpeKpeCTHbIC (DOPMBI;

— IOBEHHJIbHAs (hopMa.

Huddysznas dhopma xapakTepusyercsi paclnpOCTpaHEHHBIM BOBJICYEHHEM KOXKH,
Ha4YMHAsI C MAIBILIEB U JJaJIee BBIIIE JOKTEBBIX U KOJEHHBIX CyCTABOB, 3aXBaThIBas JIUIIO,
rpynb, ’KUBOT. [Ipu 310 hopMe nMeeTcst OCTpoe Hadaao U OBICTPOTIPOTPECCUPYIOIICE
TeueHHe. XapakTepHO paHHEE Pa3BUTUE BUCIIEPAIBHOM MATOJOTUU (MHTEPCTUIIUATBHOE
nopaxxenue yerkux — HWIIIL, nmopaxenue xemynouno-kumednoro tpakra — JKKT,
MHOKap/a, movek). Kak npaBuiio, BEIABISIOTCS aHTUTEIa K Tomouzomepase (Scl-70).

[Ipu numuTHpOoBaHHOM (hOpME KOKHBIE U3MEHEHUSI OTPAHUYMBAIOTCS 00JIaCThHIO
nuua, kucrer, cron. @eHoMeH PeliHO mpeAlecTByeT MOPaKEHUI0 KOXKH, 4acTo 3a
HECKOJIbKO JieT. Pa3BepHyTas KJIMHUYECKas KapTUHA B OOJIBIIMHCTBE CIIy4aeB COOT-
BercTByeT CREST-cunnpomy: kanpiimHo3, penoMeH PeiiHo, mopakeHue MHUINEBOAA,
CKJICPOJAKTUIIUSI, TEJICAHTHOIKTa3usl. BBIBISIOTCS aHTUIICHTPOMEpPHbIC aHTHUTENA.
3aboseBaHuEe MPOTEKAET MO XPOHUYECKOMY MEIJIEHHO-IIPOTPECCUPYIOLIEMY CIIEHA-
puto. OIHAKO BO3MOXKHO Pa3BUTHE TSKEJBIX OPTaHHBIX OCJIOKHEHUM.

Cknepoaepmusi 6e€3 CKJIEpOJEpMbl WM BuclepaibHas (Gopma. CIOXKHBIA s
nuarHoctuk Bapuant CC. YV MalMeHTOB OTCYTCTBYET YIJIOTHEHHE KOXU. BhIsSBIS-
ercst peHoMmeH PeliHO pa3HOM CTeneHW BbhIpaKeHHOCTU. OCHOBHbBIE MPOOJIEMBI CBSI3a-
Hbl ¢ UI1J1, nerounoii runeprensueid, nopaxxenuem cepaua, KKT.

[Tepekpecthbie Gpopmbl (Overlap syndrome) npencraBisioT coueTaHUue KIMHUYEC-
ckux npuszHakoB CC, B TOM YHCII€ KOKHBIX U IPYTUX — OJIHOTO WJIM HECKOJIbKUX —
CUCTEMHBIX 3a00J€BaHUN COCTUHUTEILHON TKAHU.

KOBenunpHas ¢popma pasBuBaercs y AeTeil B Bozpacte 10 16 yner. Yacto umeer-
Cs YIUIOTHEHHWE KOKH I10 TUITY OYarOBOW WJIM JIMHEWHOU CKJIEPOAEPMHUHU, CKIOHHOCTD
K 00pa30oBaHUIO KOHTPAKTYp. BO3MOXHBI aHOMAaJIUM pa3BUTHS KOHEUHOCTEH. YMe-
pEHHas BHUCIIEpaJibHasl MaTOJIOTHS (BBISIBISETCS TJIABHBIM 00pa3oM MPU UHCTPYMEH-
TaJIbHOM HUCCJICIOBAHUN ).

Takum o0pazom, nopaxkenue koxu npu CC umeeT 0oratyro KIMHUYECKYIO Ia-
JUTPY: OT IE€HEPAJIU30BAHHOTO YIUIOTHEHHUS, YacTO ACCOLMHUPOBAHHOIO C TSHKEJION
OpraHHOM MAaTOJOTHUEH 10 YMEPEHHOTO WM HE3HAUYUTEIHHOTO C BOBJICUECHUEM MAJb-
IeB KUCTEW U JIMIIA TTPU XPOHUUECKOM JOOPOKAYECTBEHHOM TeueHuu Oomne3nn. Oco-
Oyto omacHocTh TauT Bapuant CC 0e3 BOBJICUCHHS WJIM C MUHUMAJLHBIM BOBJICUCHHU-
€M KOKU MPHU MOTESHIIMAIBHO TPO3HBIM MTPOTPECCUPOBAHUHI OPTaHHOMN MATOJIOTHH.

Koxubsie unamenenuss npu CC nOpoxomaT ONPEAECICHHbIE CTAJAUU PA3BUTHUA:
IJIOTHBIM OTEK, MHAYpalus U aTpodusi, 0COOCHHO TUIMMYHBIC JJIs1 KUCTEH U JIHIIA.

VY GoNbIIMHCTBA MAIMEHTOB MOPAKEHUE KOXH JIMIAa M KOHEYHOCTEH MPUBOIUT
K TUIIMYHOMY M3MEHEHHIO O0JIMKa YeJIOBEKA: 3a0CTPSETCS HOC, UCTOHYAIOTCS TYOBI,
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YMEHBIIIAETCS POTOBOE OTBEPCTHE, YTO CO3/aeT MPOOJIEMbI ISl CTOMATOJIOTa, TOSB-
JSIOTCST aMUMMSL JIUIA, YIUIOTHEHUE W HATSKEHUE KOXKH, KUCETOOOpa3HbIE CKIIAJIKU
BOKpYT pra. [locTeneHHo pa3BUBaeTCs CKIEPOJAKTHIINS — IUIOTHBIM OTEK U UHJypa-
IIUSI KOXKHM KHCTEH ¢ TIPOTPECCHPYIOIIMMHU CTHOATEILHBIMU KOHTpakTypamu (puc. 1, 2).
B o6nactu manbieB, 0COOCHHO «IMOMYIIEUEK», TOKTEBBIX CYCTaBOB, CTOI MOTYT pe-
[IAUBAPOBATh TUTUTAIBHBIC S3BBI/PyOUnKH («KPBICHHBIE YKYCBHI»), H3pEIKa pa3BU-
BaeTCs Cyxas TaHTPEHA, KaJbIIMHATHL. B 3THX Cilydasx AMAarHOCTUKA 3a00JICBaHUS
HE CJIO)KHA, TMAarHO3 MOYKHO MTOCTaBUTh OYKBAJILHO C IEPBOTO B3TIIAA.

a» ALaH)

Puc. 1. Nagypanust KO>ku KUCTEH, Puc. 2. TunepnurMeHTanus 1 HHAYypaIus KOxXu
Tpoduyueckas s3Ba TYJOBHUILA U KOHEYHOCTEN

Upe3BbIuailHO BaKHO MPABUIIbHAS OLIEHKA PAHHUX KIMHUYECKUX KOXKHBIX U3Me-
HEHUI MO TUMY TIOTHOTO OTeKa, 0COOEHHO KHUCTEH: MabIbl MPUOOPETAIOT COCUCKO-
oOpa3HbIi BUI, KUCTh yBenuunBaeTcs B oobeme. [Ipu couetannu ¢ enomenom Peii-
HO JMAarHOCTHKAa HE 3aTPyJHUTEIbHA i1 peBmarosiora (puc. 3, 4). 3HAYUTEIBHO
CJIO’KHEE, €CIIM IUIOTHBIM OTeK mpenuiecTByeT geHoMmeny PeliHo, nHOTIA 32 MHOTO
MecALeB. B 3THX ciydasx NpUXOIUTHCS UCKIIIOYATh CEPAEYHO-COCYIUCTYIO NATOJIO-
r'HI0, TUM(OCTa3, KOMIUIEKCHBIA perMOHapHbIN 00JEBOI CHHAPOM, MATOJIOTHIO YH]IO-
KPUHHBIX keJie3, noyek. M npu 3Tom He 3a0bITh 0 Bo3MokHOCTH AedroTa CC.

C uenpt0 OOBEKTHBHM3ALMMU CTETEHW YIUIOTHEHHSI KOXH pa3padoTaH MeETOo.
«KOXHOTO cuetay [4, 6]. OH OCHOBAaH Ha ONpPECIICHUN KOXKHOM CKJIAJKU B OIpeJie-
JIEHHBIX aHATOMUYECKUX 30HAaX Teja MpH NaJbIaTOPHOM HCClE0BaHUU. BbipaxkeH-
HOCTb MHAYPaTUBHBIX U3MEHEHHUH OIIEHUBAETCS M0 4-0aJlJIbHON CUCTEME:

0 — oTcyTCcTBHE N3MEHEHUIA,

1 — He3HauuTEeNbHOE YIJIOTHEHHUE KOXKH (KOXKa JIETKO COOMpAeTCs B CKIIAJIKY),

2 — yMEpEeHHOE YIUIOTHEHHE KOXKH (KOXKa ¢ TPYJIOM COOMpaeTcs B CKIIAJIKY),

3 — BBIpaXEHHOE YIUIOTHEHHE KOXKH («JIOCKOOOpazHas»).
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Puc. 4. Cxneponaktuiivs, aMIryTaius 1-ro najibiia BCI€ICTBHE TaHTPEHBI

Boeigenstor 17 anaroMuyeckux 30H Tena: 1) mpaBble W JIEBbIE MaJIbLbl KUCTEH
(2 obnacTn); 2) ThUTEHBIC TOBEPXHOCTH KucTel (2); 3) npenmuieuss (2); 4) mwieun (2);
5) 6enpa (2); 6) ronenu (2); 7) cromsl (2); 8) nuuo (1 obnacte); 9) nepenHiow0 MO-
BepxHOCTh rpyaHoi kietku (1); 10) sxuBoT (1).

CymMa BBISIBIICHHBIX [TOKa3aTesieil cocTaBlsieT 00U «KOXKHBINA cueTy. Juamna-
30H cueTa MOKeT BapbupoBaTh oT 0 (Korja HET YIUIOTHEHHS Koxu) 1o 51 Oamia
(MakcuMasnbHbBIN 0asut Bo Bcex 17 30Hax).

Meron yno0eH U mpocT il MPUMEHEHMs] KaK B KIMHUYECKOW MpaKTUKe, Tak
U ISl HAYYHBIX HcciieqoBaHui. «K0oXKHBIA cueT» UCIOJIb3YeTCs JIs OUEHKH JUHAMU-
KM TEUYCHHUs 3a00JIeBaHUS, U3YUYEHUS] KIMHUYECKOW 3(P(EKTUBHOCTH JIEKAPCTB, HO
TpeOyeT onpeaeneHHON MOArOTOBKH uccienoBarens. BeposTHo, He0OX0 UMbl UMEH-
HO MPAKTUYECKUE 3aHATHS JIJIs1 YCTOMYMBOTO 3aKPEIUIEHNS 3TOTO HaBbIKA.

Kpaiine >xenarenbHo uMeTh Oosiee HAJSKHBIE METOJbI OOBbEKTHUBU3AIMK HAJHU-
Yusl U CTENEHU KOXKHBIX M3MEHEeHHH. VccrnenoBanus B 3TOM HampaBieHUH BeIyTCH,
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anpoOUPYIOTCS MPUCTIOCOOICHUS AJIsl OTIPEACTICHUS CTETIEHU HHAYpaluu (IypoMeTp),
UCTOHYEHHUsI (2J1aCTOMETP), OTEUHOCTH KOXKU (BbIcOKouacToTHOe Y3U). B mepcrek-
TUBE, 3TO MOXXET IO3BOJIUTH YJIYYIIUTh MOTeHUMAN AUarHOCTUKU CC M KOHTpPOJIS
3¢ (HEKTUBHOCTH JICYCHHS 3TOT0 3a00s1eBanus [6].

KoxHblil cCHHAPOM SBIISETCS YPE3BHIYANHO BaXXHBIM KIMHUYECKUM M JTUATHO-
ctuueckuM npuzHakoM CC. Ero mpaBuiibHas OLIEHKA MO3BOJISIET BBISIBUTH OOJIE3HB
B OOJIBIIIMHCTBE CIIy4aeB, MPEANOJOKUTh TSDKECTh €€ TEUCHMsSI, IPOTHO3 U TAKTHKY
JedeHus. BakHO MOMHHUTH, 4TO OTCYTCTBHE KOxHOro cuHiapoma mpu CC, Moxer
CBIPATh 3JIyI0 IIYTKY C BpauoM B Cllydyae BUCLEPATIbHOU (popMbI 3a001€BaHUS.

JIUTEPATYPA

1. I'yvcesa, H. I'. Cuctemnas ckieponepmus / H. I'. I'yceBa. Mocksa : Meauiuna, 1975. 271 c.

2. T'ycesa, H. I CucreMHast CKIEPOJCPMHUS H ICEBIAOCKICPOJICPMHUUCCKAE CHUHIAPOMBI /
H.T. I'yceBa. MockBa : Meaununa, 1993. 268 c.

3. I'ycesa, H. I. CucrtemHas CKJIEpPOJEPMHUS — MYJIbTHANCIMIUINHAPHAS Tpobiiema /
H.T. I'yceBa // Hayu.-ipakt. pematoin. 2011. Ne 2. C. 10-14.

4. Pesmamonocus: HallMOHaIbHOE pyKoBoacTBO / mox pen. E. JI. HaconoBa, B. A. Hacono-
Boil. Mocksa : [DOTAP-Menua, 2008. 720 c.

5. Poccuiickue KIuHHYECKUE pekoMmeHnmanuu. Pesmaromorust / mox pen. E. JI. Haconona,
B. A. Haconosoii. Mocksa : [DOTAP-Meaua, 2008. 720 c.

6. Cmaposoiimosa, M. H. IlopaxeHnne Koxu npu cucteMHou ckieponepmun / M. H. Crapo-
BoiiToBa // Hayu.-mpakt. pesmaron. 2010. Ne 2. C. 83-86.

7. Assessment of skin, joint, tendon and muscle involvement / A. Akesson [et al.] // Clin. Exp.
Rheumatol. 2003. Vol. 21. S5-S8.

8. Scleroderma (systemic sclerosis): classification, subsets and pathogenesis / E. C. LeRoy [et
al.] // J. Rheumatol. 1988. Vol. 15. P. 202-5.

U. II. I'puzopuyk
AOPTOIIATHUH TP PEBMATHYECKUX 3ABOJIEBAHUSAX

[Ipu peBmMaTmyeckux 3a0oyieBaHUSX HaubOoJee 4YacTo Pa3BUBAIOTCS BOCHAJIU-
TEJbHbIE TOPAXEHUSI a0PThl — AOPTUTHI, U BCTPEYAIOTCS OHU B MEPBYIO OUYEPEb
y HalMEHTOB C NEPBUYHBIMU BAaCKYJIMTAMH KPYIIHBIX COCYOB — apTepUUTOM Takas-
cy (AT) u rurantoxnerounsiM aptepuntom (I'’KA). Tlpu oboux 3aboseBaHMsIX BOC-
MAJUTENBbHBIA KacKaJ B CTEHKE COCYJOB BBI3BIBAET COCYJIUCTOE IMOBPEXKACHHUE, KOTO-
pO€ MOKET MNPUBOJIUTH K CYKCHHIO/OKKJIIO3UM TPOCBETAa COCyAa, OOpa30BaHUIO
aHEBPU3M U HApYIIEHUIO KPOBOCHAOXKEHUS C pa3BUTHEM TUCHYHKIIMHU OpraHoB [1].

[TopaskeHne KpyIHBIX COCYJ0B MOXET BCTPEUAThCS TakKe W MpH Apyrux Gop-
Max BacKyiuToB. Tak, mpu Oose3Hu bexdera, B OCHOBE KOTOpPOH JIEKUT BAaCKYJIUT

COCY/IOB Pa3IMYHOTO KaauOpa, NaToJOTUsl KPYIHBIX apTepUil OTMEYaeTCsl MPUOTU3H-
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TenbHO y 10 % manueHToB U XapakTEPU3yeTCsl KaK aHEBPU3MAaTUYECKUMU, TaK U CTe-
HOTUYECKUMHU HU3MEHEHMUSIMH, OCOOCHHO B JIETOUYHOHN apTepuu, aoOpTe U €€ IJIaBHBIX
BeTBsAX. C vacroroit 6onee 10 % mopakaeTcsi KOpeHb AOPThl U AOPTAJIbHBIN KianaH
y nauueHToB co crnonauioaprputamu (CIIA), u npexnae Bcero, ¢ aHKUIO3UPYIOIUM
cnonauuToM (AC). M3peaka KpynHble apTepUU BOBJIEKAIOTCS B MPOLECC Y MALMEH-
TOB C y3enkOBbIM mnosmaprepuuroM U AHI[A-acconmupoBaHHBIMU BaCKyJIUTaMH,
TUMAYHON Y€PTOl KOTOPBIX SIBJISIETCS BACKYJIUT MEJIKUX U CPEIHHUX COCYJIOB. AOPTHUT
U aopTajbHAasi HEIOCTATOYHOCTh MOTYT ObITh OOHapykeHbl y 10 % mannueHToB ¢ CUH-
apomoM Korana — penkoii popmoii BackyauTa ¢ BapraOeabHbIM TOPAXKEHUEM COCY-
JI0B, KOTOpas XapaKTepU3yeTcs COueTaHHEM OQTalIbMOJIOIMYECKUX CHMIITOMOB
U ayJJMOBECTUOYISIPHBIX paccTpoilcTB. Menee uem B 1 % ciydyaeB maronorust Kpyn-
HBIX COCYZOB OINKMCAaHa y MAalMEHTOB C PEUUINBUPYIOIIUM TOJIUXOHAPUTOM, CHCTEM-
HBIMU 3a00JICBaHUSIMHU COCIMHUTEILHON TKaHUW [2]. Bce daiie onuchiBaroT ciydau
nopakeHust aopTel pu 1g G4-cBsizaHHOM 3200 ICBaHUH.

B 3aBUCHMOCTH OT 3THOJIOTMM a0OPTUTHI PUHATO Pa3lEATh HA UHPEKIUOHHBIE
U HenH(pekronHele. OHAKO UCCIEA0BAHUS MOCIEIHUX JIET MOKa3ajiH, YTO B3aUMO-
CBSI3M MEX1y UH(PEKIMOHHBIMU U ayTOUMMYHHBIMH BOCHAJIUTEIbHBIMU MPOLIECCAMU
CJIOKHBI 1 MHOTOKOMIIOHEHTHBI, 1 HE BCETJla YJAETCA OTHECTU AOPTUT y TOTO WIIN
MHOTO MalMEeHTa K OJJHOM W3 3TUX Kiaccu(UKaMOHHBIX KaTeropuil. Hanpumep, npu
ayTOMMMYHHBIX BacKyJIuTax MH(QEKIIMOHHBIA MPOLECC MOXKET ObITh TPUITEPOM IS
KJIIMHAYECKOW MaHU(ECTAalUu WU MPOTrPECCUPOBAHMS ayTOMMMYHHOTO BOCHAJICHUS
B cocyaax. C Ipyroi CTOpPOHBI, UCIIOJIb30BAHUE UMMYHOAEIIPECCAHTOB U TIIFOKOKOP-
TUKOCTEPOUJIOB Y IALIMEHTOB C ayTOMMMYHHBIMU BACKYJUTaMH MOJKET ITOBBIIIATH
MPEIPACIONOKEHHOCTh U CIIOCOOCTBOBATh Pa3BUTHIO BTOPUYHOMN MH(EKLNU B CTEHKE
cocyaa. K tomy xe Oonbllloe 3HaAU€HHWE MMEET Pa3BUTHE aTEPOCKIECPOTHUECKOIO
IIPOLIECCa B CTEHKE AOPThI Y PEBMATOJOIMYECKUX MALMEHTOB, IIOCKOJIBKY YCKOPEH-
HOE Pa3BUTHE aTEPOCKIEPO3a SABJISETCA XaPAKTEPHOM YEPTOW CUCTEMHOIO BOCIIAJIH-
TeapHOTo mpouecca. OnpeneneHue KIO4YeBOro (pakTtopa maToreHe3a COCyAMCTOrO
MOPAXKEHUS TMO3BOJIUT MPOBOAUTH J€UeHHE OoJiee LeJeHANpaBIeHHO, a 3HAYMT,
YIIYYIIHUTh POTHO3 JIJI1 KOHKPETHOTO MAllMEHTA.

Kunnnuyeckue nmposiBjieHusi aoprurta. [lopaxeHue aopThl Jajieko HE Bceraa
CBOEBPEMEHHO PAaCIlO3HAETCS, & OTCPOYECHHBIN AUArHO3 MPUBOAUT K 3HAYUTEIBHOMY
YHUCITY OCJIOKHEHUH U siBiisieTcsl (PaKTOPOM HEOJIAaronpusaTHOro nporHo3a. OCHOBHBIMU
MPUYMHAMM 33J€P’KKH TTOCTAHOBKHU JMAarHo3a SBISIIOTCS BapuabenbHOCTh U HeEcIe-
HUDUUHOCTh KIMHUYECKUX MPOSIBICHUN a0OpTUTAa. AOPTUT MOXKET MPOTEKATh ACHUMII-
TOMHO, & MOXET MPOSBIATHCS OCTPBIM A0PTAJIbHBIM CHHIPOMOM, IPEACTABISIOIIUM
co00i1 Ipynmy TsDKENBIX MOPaKeHUN aopThl, MPOSIBISIFOIIMXCS O0JIEBBIM CHHAPOMOM
Y MPEACTABISIIONIMX YTPo3y s XKU3HHM manueHTa. OCTphlil aOpTaJbHBIA CHUHIAPOM
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BKJIFOYAET PACCIOCHUE, IEHETPUPYIOLLYIO 3By a0PThl, UHTPAMYPAJIbHYIO '€MaTOMY,
pa3pbIB aHEBPU3MbI U TPAaBMAaTUYECKOE MOBPEXKIEHNE aopThl. Pa3BuTHE ATUX MPOSIB-
JeHu TpeOyeT MpUMEHEHUs aKTUBHOM JIeueOHOM, B TOM YHCIIE U XUPYPTUYECKOMH,
TakTuKU. KilnHNMKa a0pTUTa MOXKET BKJIIOYaTh KOHCTUTYIIMOHAIbHBIE CUMITTOMBI (JIU-
XO0pajKy, c1abocTh, HOTEPI0 MACCHI Tella) HEPEIKO B COUETAaHUH C OOJIEBBIM CHHJIPO-
MOM B I'PYJHOH KJIETKE, OPIOIIHON MOJIOCTH, B HW)KHEW 4yacTh cruHbl. [lopakeHue
KOPHSI U BOCXOJIAILErO OTAENa a0PThl MPUBOAUT K PA3BUTHIO OCTPOM WM XpOHHUYE-
CKOM aOpTaJIbHOM HEJOCTATOYHOCTH, OCTPOr0 KOPOHAPHOTO CHUHIPOMA WIIA XPOHHYE-
ckux popm creHokapauu. [logo3peHue B OTHOIIEHUH a0PTUTA JOJKHO TaKKe BO3HU-
KaTb MpU TOSBICHUM Y TMAlUEHTa C PEBMATHYECKOW MaTOJOTHEed CHUMITOMOB
OKKJIFO3UH TOYEYHBIX W/WIIM ME3EHTEPUAbHBIX COCYI0B (PEHOBACKYJISPHOU THUIIEp-
TEH3UH, TOYEYHON HEAOCTAaTOYHOCTH) WJIM MPU3HAKOB CHUXKEHUS nepdy3uu KoHeu-
HOCTE (CUMITOMOB «IIEPEMEKAIOLIEHCS XPOMOTBD), OCTPBIX OKKJIIO3UBHBIX CHH-
npomoB) [3].

Buzyanuzanusa npu aoprurax. [Ipy Hanuuuu KIMHUYECKOTO MOJO3PEHUS pac-
IPOCTPAHEHHOCTh A0PTUTA U OCOOCHHOCTU MOPaKEHUSI COCYAUCTON CTEHKU yTOYHSI-
FOTCsI, IPEXKE BCErO, C HOMOIIBIO HEMHBAa3UBHBIX METO/I0B BU3yaJIM3allMi — YJIbTpa-
3BykoBoro uccienoBanus (Y3U1), kommnberorepHoii Tomorpaduu (KT) ¢ anruorpaduei,
MarHuTHo-pe3oHaHcHo Tomorpaduu (MPT) ¢ anruorpadueit, mo3uTpoOHHO-IMHUC-
cuoHHou Tomorpaduu (II3T) B coueranuu ¢ KT. Beibop MeTona Bu3yanu3auuu oc-
HOBBIBAETCS Ha €r0 BO3MOXKHOCTSIX B PELIEHWU KOHKPETHOW KIMHMYECKOW 3aJa4u
1 ero JocTynHoctu. CoyeTaHue pa3iMuHbIX METOJOB MPEAOCTABISAET JOMOJIHAIONIYIO
JpyT Apyra uHOOPMAIKIO B OTHOIIIEHUH COCTOSIHUSI COCYIUCTOTO pycia [4].

B 2018 r. Obutn omyOnukoBaHbl pekoMeHmanuu European League Against
Rheumatism (EULAR) o ucrosib30BaHHIO METOI0B BU3YaTU3AI[|H IIPH MTOT03PCHUN
B OTHOILIEHUH BaCKYJIMTOB KPYIIHBIX COCYZOB, B COOTBETCTBUH C KOTOPBIMH METOAAMHU
BbIOOpa B JaHHOM cutyauuu asisitorcs Y3U u MPT [5]. Y3U moxer npeacTaBUTh
BAKHYIO NIEPBOHAYAIIbHYIO0 MH(OPMAIMIO O TOJIIUHE U CTPYKType (BOCHalIeHHe, Je-
reHepaTUBHbIE U3MEHEHHUs) CTeHKU aopThl. Kpome Toro, Y3M moxeT ObITh cpen-
CTBOM OBICTPOI BH3yaJU3allMy MPU Pa3BUTUHU OCIOKHEHUI aOpPTHUTA, TAKMX KaK aHe-
BpU3Ma WJIM PACCIOEHUE ao0pThl. DTOT METOJ BH3yaJIM3allMU ITO3BOJSET TaKXKe
OLICHUTh HAJIMYME CTEHO30B U OKKJIIO3UH COCYAOB, CTPYKTYPY U (PYHKIUIO aOpTallb-
Horo kinanaHa. OJHaKo cieayeT OTMETHTh M OrpaHW4YeHuss npumeHeHus Y3U
B OLIEHKE aO0pThl, OOYCIOBJIEHHbIE OMPAHMYEHHBIM JIOCTYIIOM K OCMOTPY TPYAHOIO
OTJIeJIa A0PTHI.

MPT, obnagast XOpoIIMM MPOCTPAHCTBEHHBIM PA3PELICHUEM, JAET BO3MOKHOCTh
OLICHKM KaK PaHHUX BOCMAJIUTEIbHBIX, TAK U MO3IHUX CTPYKTYPHBIX U3MEHEHUH CO-
CYJIUCTON CTEHKH (CTEHO3bl, aHEBPU3MBI). JlJI1 BACKYJIMTOB KPYIHBIX COCYJOB XapaK-
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TEPHO YTOJIIEHUE CTEHKH A0PTHI U €€ BETBEW C Pa3BUTHEM OTEKA COCYIUCTON CTEHKH.
KT-anruorpagus o6nagaet OrpaHMYEHHBIMH BO3MOYKHOCTSMU B pPaclO3HABaHUU
BOCHAJIMTENIHBIX M3MEHEHUN CTEHKU COCYZAOB, OAHAKO IPENOCTABIIIET JOCTATOYHO
MH(POpMaIUK, TO3BOJSIOLIEH OIEHUTh CTPYKTYpPHBbIE M3MEHEHHsI aOpThl (TOJIIUHY
CTCHKH, HaJM4Ke IKTa3uil, aHEBPU3M, CTEHO30B, KaJbIIU(pUKAIIUU, OKKIIO3UH, TPOM-
603a). [19T B komOunHarmu ¢ KT — oueHb 4yBCTBUTEIBHBIA METOJI JIETEKIIUU BOCTIa-
JUTENBHBIX M3MEHEHHH COCYyIUCTOM CTeHKH. OAHAKO HYXHO OBITh OY€Hb BHHMaA-
TEIbHBIM MPU HWHTEPOPETALMH HW3MEHEHHH Yy NAUUMEHTOB IMOXWIOrO BO3pacTa,
IIOCKOJIBKY B 3TOM BO3PacTHOM IPYMIIE MOXO0KEE HAKOIUICHUE IIpenapara MOXKeT OT-
MeYaThCs U IPU aTEPOCKIECPOTUIECKOM IIOPAKEHUU A0OPTHI [6].

I'mcrosiorusi mpu mopaseHuu aoprThl. [ UCTOIOTHYECKOE UCCIEN0BAHUE OCTa-
€TCSl 30JIOTBIM CTaHAAPTOM JMATHOCTUKHA BaCKYJIUTOB KPYIHBIX cOCYI0B. OJIHAKO
OuoICcHs a0pThl HE OTHOCHUTCS K PYTHUHHBIM METOAAaM JMArHOCTHKH, U MH(pOopManus
0 MOp(OJIOrMYECKUX U3MEHEHHUIX B a0pTe, B OOJIBIIMHCTBE CIIy4aeB, IOCTYNAET B pe-
3yJbTaTe MPOBEACHUS AYTOIICUIA WITM MIPHU OLIEHKE 00pa3LoB, MOJYYEHHBIX [IPU XUPYP-
IMYECKOM JICYEHUH aHEBPU3M M PAcCIIOCHHsI aOpThl. TeM He MeHee, THCTOJIOTUYECKOE
HCCIIEIOBAaHUE, KAK HUKAKOE JIPYroe, 1aeT BO3MOKHOCTb ONPEIEIIUTh IPUUYUHY AOPTH-
Ta ¥ npoBecTu AupPepeHInaIbHbIl TMarH03 MEXIy pa3iuyHbIMU 3a00JI€BaHUSAMU,
MIPOTEKAIOIIMMHU C MOPAKEHUEM aopThl. Beinenstor 4 Thna MopQpoIOrHYecKux u3Me-
HEHUU B CTEHKE aOpThl: IPAHYJIEMAaTO3HBIN/ TUTAHTOKIETOYHBIA TUI, BCTPEYAOLIUICS
npu AT u I'KA; numdonnazmatnueckuii tun, xapaktepusiid 111 1gG-aoptura, cudu-
JUTUYECKOTO aopTuTa, nopaxkenus aoptel npu CKB; HeltpoduiibHblil TN, 0OHApY-
’KUBAEeMbIil IPU MH(EKIMOHHBIX A0PTUTAX, U CMEIIAHHbBIN BOCHAIUTENBHBIA TUI MPH
oonesnn bexdera, cuaapome Korana, peruauBupyroiieM NoauxoHapure. Pekomenmo-
BaHO OOpa3lbl TKAHW AOPThl MOMUMO TPAJUIIMOHHOIO OKpAalllMBaHUs, UCCIEI0BaTh
TaK)K€ C IPUMEHEHUEM METOJ0B UIMMYHOTMCTOXUMHUU M MOJIEKYJIIPHOIO aHanu3a [7].

Bbuomapxkeps! npu aoprurax. [Ipu pa3BuTUn BocHajieHHsI B CTEHKE a0pThI B KPO-
BU MOKET MOBBIIATHECA YPOBEHb 0cTpo(da3oBbix 0enkoB U COD. OcoOEHHO BhIpaKEH-
HBIMH 3TH U3MeHeHus MOTyT ObITh npu [' KA. OnHako cinenyeT HOMHUTh, 4TO 3TH Map-
KEpBI ABJISIOTCS HECTIEUN(UIECKUMU U HE 00sI3aTETIbHO KOPPEIUPYIOT ¢ aKTUBHOCTBIO
BaCKYJIMTAa U W3MEHEHMSIMH aOPThl, BBISIBICHHBIMHU IpU BHU3yanu3auuu. Kpome Ttoro,
HopmanbHbIe IUGPel COD 1 CPb He m03BOMSIIOT HCKIIOYUTH aKTUBHBIN a0PTHT. Y UH-
ThIBasi AyTOMMMYHHBIN T'€HE3 BOCHAJIEHUS! IPH CUCTEMHBIX BACKYJIUTAX, B 3aBUCHMO-
CTH OT KJIMHUYECKUX MPOSBICHUN U MPEAIoiaraeMoro JMario3a MoxeT ObITh TOJIE3HO
M3y4YeHHE UMMYHOJIOTMUECKUX MapamMeTpoB (PeBMATOMAHBIX (DaKTOPOB, AHTUHYKIIEAP-
HBIX aHTUTEN, AHTUHEUTPO(DUIIBHBIX LIUTOIUIA3MATUYECKUX aHTUTEN U Ap.) [6].

B nuarnoctuke mopaxkeHusl aopThl MPU PEBMATHUYECKUX 3a00JIEBAaHUSX UPE3BBI-
YaifHO BaXHO OOHApYXHUThb M MPUHATH BO BHUMAaHUE BCE JPyrue KIMHUYECKHUE CHH-
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JPOMBI y TIAIIMEHTA, YYUTHIBAS CHCTEMHOCTh MTATOJIOTHH, a TAK)KE BBISBUTH OCOOCHHO-
CTH TIOPAKEHHUS a0pPThl, OOHAPYKUBAEMBbIE TIPH J1a00OPATOPHOM U MHCTPYMEHTAIBHOM
UCCIIEOBAHUH.

ITopa:xkenue aoprol y nanueHToB ¢ AT. B ocHoBe AT nexuT rpanyiaeMaros-
HO€ BOCIIAJIEHUE AOPThI U €€ BETBEN HEYCTAHOBJIEHHOW 3THOJOTHU. bone3Hs pacopo-
CTpaHEHa TMOBCEMECTHO, OJIHAKO, C HauOOJBIIEH YacTOTOM BCTpedaeTcs B CTpaHax
IOro-Boctounoit Azuu, Anonun, Uuaauu, Llentpansuoit u FOxuoii Amepuke. bone-
I0T TIPEUMYIIECTBEHHO JKEHITUHBI, 3a00eBaHne qe0r0THpYyeT B Bo3pacte 10 40 mer,
Yanie BCEro Ha BTOPOW WJIM TPEThEW IEeKae KU3HU.

KnvHnueckue nposiBIeHUs pa3auyaroTcsi B 3aBUCUMOCTH OT (pa3bl TeUeHUsT 00-
ne3nu. Tak, Ha TPOTSHKEHUU paHHEH, aKTUBHOM BOCTIAIUTEIBLHOU (ha3bl JOMUHUPYIOT
oOmue HecnenudUUecKue CUMIITOMBI: apTepuaibHas TUIEPTEH3US y OOJIBIIMHCTBA
MalMEeHTOB, TOJIOBHAS 00JIb, IUXOPAJKA, OJABIIIKA Yy KaXKJIOTO TPETHETO MaIUEHTa, M0-
TEeps MAacChl TeJia, MBIIIEYHO-CKEJIETHbIE CUMIITOMbI (MUAJITUU, apTPUTHI, apTpa-
UMW) — Y KaXJO0ro MITOro nanueHTa. B yeTBepTu ciiydaeB MOTYT OTMEYaThCs pas-
JIMYHBIE KOXKHBIE NPOSIBICHUSA: JIUBEAO, MyPIyphl, y3J0BaTas 3pUTEMa, KpauBHUIIA,
JTUTUTAJIbHBIE A3BbI U ranrpena. [lo3anss daza — «daza oTCyTCTBUS MyIbCcay — Xa-
paKTepU3yeTCs UIIEeMHUEl OPraHOB U TKaHeH, 00YCIOBICHHON CyEHUEM/OKKITIO3HEH
aprepuil. KiimHnyeckoe cBoeoOpa3ue 3TOi CTaauu CBSI3aHO C JIOKAJIM3alMen Mmopaxe-
Hus cocynioB. Haubosnee xapakrepusiM Jyist AT sBisieTcst HaToI0TUsI MOAKITIOUNYHBIX U
OOIIMX COHHBIX apTEepUll B UX CpeHEHN TPeTH, 4acTo Mopaxkaercs OpaxuonedanabHbIN
CTBOJI, HUCXOJISIIUI OTAEN TPYAHON a0pThl U OpIOIIHAS a0pTa C OTXOASIIIIMMU OT HEe
apTepusMu. Penko BcTpedaeTces mopakeHue KOPOHAPHBIX U JIETOUHBIX apTepHid [8, 9].

ITo nmpomectBun panHen ctaguu AT y BceX ManuMeHTOB pa3BUBANOTCS pa3iiny-
HBIE MPOSBICHUS CEPJIEUHO-COCYAUCTON narojorun. Y 80 % manueHTOB OTMEYaeTcs
apTepualibHasi TUIEPTEH3HsI, Yalle BCEr0 BBICOKOPEHUHOBAs, pEHOBACKYJISIpHAasi, CBS-
3aHHas CO CTEHO30M IMOYEUHBIX apTepuil. B psiie ciydaeB aprepualibHasi TUNIEPTEH-
3MsI MPOTEKAET OECCUMIITOMHO, HO BBUYy CBOETO T'€HE3a aCCOLIMUPYETCS C Pa3BUTHEM
aucceknu cocyaoB. CyKeHHe/OKKITI03Usl apTepUil MPUBOJUT K OCJIA0JICHUIO UITH OT-
CYTCTBHIO ITyJIbca Ha MepuPepuuecKux apTepusiX, K MOSIBICHUIO COCYIUCTBIX IITYMOB,
Jamie BCEro HaJl COHHBIMH, MOAKIIOYMYHBIMA M aOJIOMUHAIBHBIMH apTEPUSIMHU,
K acuMMeTpun AJl Ha KOHEYHOCTSX (IMAarHOCTHYECKOE 3HAUCHHUE PUAAETCS Pa3HUIIE
AJl > 10 mm pT. cT.). DTN U3MeHeHus BcTpevatorcs y 80-95 % manueHToB U KIMHU-
YECKH MOTYT COMPOBOXKIATHCS CUMITOMAMU «IEPEeMEXaroIencsi XpOMOThI» KOHEY-
HocTer. B 20 % ciyyaeB BBISBIAIOT MTPU3HAKA HENOCTATOYHOCTH A0OPTAIBHOTO KJla-
MaHa, pa3BUBAIOIIICHCS MU3-3a AWIATAIIUU BOCXOASIIEH a0pPThl U YTOJILEHUS CTPYKTYP
kianana. Hepeako onuceiBaercs y nauueHToB ¢ AT pa3BuTHe NWIATALIMOHHOW Kap-
JTUOMHOIIATAN ¥ CePACUYHON HEIOCTATOYHOCTH. Pekum, HO TOCTATOYHO crienuduye-
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ckuM mposiBieHueM AT sBisieTcst KapOTUAMHUA — O0JIb U 00JIE3HEHHOCTH MPH Majlb-
nanuu B o0jacTu OudypKarum COHHBIX apTepUH.

HeBponoruueckue mnposiBaeHUs: 00YCIOBJICHBl HIIEMHUYECKUMU H3MEHEHUSIMHU
U apTepuaIbHOM THUNEPTEH3UWEH M BKIIOYAIOT TOJOBHYIO 00Jb, TOJIOBOKPY>KEHHUE,
CHUHKOTIIE, CYIOPOTH, KOTHUTUBHYIO NUCHYHKIMIO. Takoil ke reHe3 UMEIOT Hapyllie-
HUS 3pEHUS, KOTOPbIE MOT'YT HOCUTh TPAH3UTOPHBIM WM MEPCUCTUPYIOLIUI U TpO-
rpeccupyromuii xapakrep. BonbIIMHCTBO M3MeHEHU 00YyCIOBICHO MATOJOTHEN CeT-
yatku. PetnHonaTtus ormevaercs B 37 % ciydaeB, €€ TEUEHUE U OCIOKHEHUS HEPEIKO
npuBoaAT K cienote. CTeHO3UpOBaHUE apTepuil OPIOIIHOM MOJIOCTH SABJISETCS MPU-
YUHOM OCTPBIX WJIM XPOHUYECKUX OOJIeH B KUBOTE, COUETAIOIIMXCA C TOIIHOTOM,
PBOTOM, THapeeH.

C uensio Bepupukanuu AT B kauecTBE METOJIa IEPBOr0 BHIOOpA ISl BU3yaIH-
3aIliy COCYJIOB peKoMeHAoBaHO mpoBeaeHue MPT-anruorpadun. TunudHbiMU JJIs1
AT u3MeHeHUsIMU SIBISIIOTCSI CTEHO3bI, YYaCTKH BEPETEHOOOpa3HOM JUIaTallid COCY-
JI0B, YTOJIIEHUE COCYIUCTON CTEHKH, MPUCTEHOYHbIE TPOMOBI, ApKUil curHai Ha T2-
B3BEIICHHBIX M300paXEHUSX, CBUACTEIBCTBYIOIINM O BOCIAIUTEIbHBIX N3MEHEHUSIX
B CTE€HKe cocyna. Pa3BuTue komaTepaibHOro KpoBOOOpAIlEHUS — MapKep XpOHU-
yeckoi (pa3bl 3a0071eBaHMS.

AnprepHaTuBHBIMU MeTonaMu Busyamsauuu npu AT seustores Y3U, KT-anruo-
rpacus, [19T B coueranuu ¢ KT. Y3U npenocrasiser nundopmanuo o MOpPoaoruu
COCY/AMCTON CTEHKHU (YTOJIEHUE, MPU3HAKK OTE€KAa) U BBIABIISIET aHEBPU3MBI, OKKIIIO-
3uM, TpoM003. NHpopMaliuio 0 pacnpoCTPaHEHHOCTH MPOIECCa U CTENEHU aKTUBHO-
CTH 3a00JICBaHUSI MOYKHO TMOTY4YUTh, Ucniofib3ys [I93T B coueranuu ¢ KT, onnako, [19T
SBJISICTCS. METOJIOM MaJIOJOCTYITHBIM B OOBIYHOM KIMHUYECKON MPAKTHUKE, @ COUETaHUE
I19T ¢ KT cyiecTBeHHO MOBBIIIAET JTYyYEBYIO HArpy3Ky Ha MalueHTa. B cBsi3u ¢ aTum
JUISI MOHUTOPUPOBAHMS CUTyallMl peKoMeHnoBaHo npumeHeHne MPT unmu Y3U. [lns
nuarHocTuku AT He pa3zpaboTanbl crienuduyeckrue 1adopaTopHble MapKepbl. Y maiu-
€HTOB MOTYT noBbIareess ypoBHU CPb u apyrux 0enxoB octpoit ¢azer, COD, oTMme-
YaThCsl JICUKOIMTO3, TPOMOOIIUTO3, aHEMHS, IPU3HAKK TUTIepKoaryJsiiumu [8, 9].

IHopa:xenne aoptbl y nanueHToB ¢ I'KA. ['KA — cambliil pacripocTpaHeHHbIN
BaCKyJMT y nauueHToB B Bo3pacte crapue 50 ner. CeroaHss NPUHATO BBIIETATH
2 BapnanTta ' KA — kpaHHManbHBIA ¢ BOBJICYCHHEM B MPOIIECC BETBEUW BHEIIHEH COH-
Hol aptepun U ['KA KpyIHBIX COCYJIOB C MOPAXXEHUEM A0PThI, MOAKIIOYUYHBIX, O-
3BOHOYHBIX, COHHBIX, MOJIMBIIIICYHBIX, MMOAB3IOIIHBIX, OeipeHHbIX apTepuii [10]. OTu
JIBa BapuaHTa MPOTEKAOT U30JIMPOBAaHHO, Ipu [' KA KpynHBIX COCyA0B, KaK MpaBUIIO,
HET MOpakeHus1 BUCOUHBIX aprepuil. Cpennuii Bospact nauueHToB ¢ [ KA kpymHbIX
COCY/IOB MEHBIIIE, YeM Y MAIMEHTOB ¢ KpaHHAJILHBIM BapuaHTOM Oosie3HH (68 mpoTuB

76 ser) [11].
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[Tpu 'KA xpymHbIX cocynoB nopaxenue aoptel onucano y 10-40 % mauuen-
TOB. Yamie oTMedaeTcsi BOBJIEUEHHE B IPOLECC TPYIHOIO OTHEa A0PThI U €€ OCHOB-
HBIX BETBEWU. Y KaXKJI0ro BOCBMOI'O NAalMEHTA PAa3BUBACTCS CTEHO3 IOJKIFOYUYHBIX
Y TIOJMBIIIEYHBIX apTEPUA C CHUHAPOMOM «IIEPEMEKAOLICHCS XPOMOTBD) BEPXHHX
KOHEYHOCTEH, NUTHUTATbHON HWIIeMHed, OocllabieHneM Iylbca Ha THepudeprudecKux
aprepusix [1]. Hepenko nmopaxeHue KpyIHBIX apTepUil COMPOBOKIAETCS KOHCTHUTY-
[IUOHAJILHBIMHA cUMIITOMaMH: Juxopaakoit (10-60 %), morepei maccel Tena (20 %),
aHOpEKCHEH, cabOCThI0; BOCHAIUTEILHBIMUA U3MEHEeHHsIMU B KpoBH. OnHako ['KA
KPYIHBIX COCYIOB MOKET IIPOTEKAaTh ACHMIITOMHBIM HM30JIMPOBAaHHBIM IOPAKEHUEM
aopThl. B aTOM ciiyyae aOpTUT MOKeT ObITh OOHApYXKEH CIy4yailHO MpU MOUCKE IpH-
yuH nossimenuss COO u CPb.

Ocnoxuenusa aoptuta npu ['KA BKIIOYAIOT aHEBPU3MbI, CTEHO3bI, JKTa3UH,
JUCCEKIIMN W pa3phiBbl aOpThl. AHeBpu3Mbl BcTpedarorces y 10-18 % manmenTos
C AOPTUTOM, OJIMHAKOBO YaCTO PETUCTPUPYIOTCA CO CTOPOHBI BOCXOJSAIIETO, HUCXO-
JSIIEro OTIAEIOB U IyTH aOpThl, TOTJAA KaK JWJIATAlMs aOPTHl PAa3BUBACTCS IIPEUMY-
IIECTBEHHO B 00yiacTu Bocxondieil aoptel. DakTopsl pucKka pa3BUTHS aHEBPHU3MBI
BKJIIOUAIOT MYXCKOH IOJI, cTapuecKkuid Bo3pact, TabakokypeHue. [loBpimaior Bepo-
ATHOCTb Pa3BUTHUS aHEBPU3MBI TAKXKE apTEpHUAIIbHAS TUIIEPTEH3HsI, THIICPIUITUIEMUS,
peBMaTHYECKas MOJMMHUANTHS, HATMYME AaOPTAIBHOW PErypruTallid HA MOMEHT Jua-
rHoctuku ['KA [10]. JInccekius unm pa3peiB aopThl 0OHapyxkuBatorcs y 1-6 % ma-
uneHToB ¢ ['KA. Paccnoenne pazBuBaeTcs paHblie, YeM aHEBPpHU3Ma, B CPETHEM YEPE3
2,5 ropa nocie ycranosiieHus auariosa ' KA. [Iporaoctuueckoe 3HaueHUE B OTHO-
LIEHUU Pa3BUTHS JUCCEKIIMU MMEET IIyM aOpTaJIbHOW HEAOCTATOYHOCTH. Jluccexums
Yalie BCEro pa3BUBACTCA B BOCXOIALLEM OTIEIIE a0PTHI.

JIonoJIHUTENBHO K MopakeHuto aopThl Ipu ['KA B mpoiiecc BoBieKarOTCA KPyIl-
HbI€ apTepuu KOHEYHOCTeH, uamie BepxHHX. Hamboree yacThIMU OCIIOKHEHUSIMHU
['KA KkpymHBIX COCYJOB SBIISIFOTCSI CHMMETPHUYHBIE apTepuaibHble cTeHo3bI (9—14 %
cinyvaeB). [Ipeaukropamu cTeHO3a KpYNHBIX apTepuil sBisercs cHuxeHue A/l Ha
OJIHOM pyKe, TPAH3UTOPHBIE UIIEMUYECKHE aTAKU WM MH(PAPKTHl MO3Ta, JUIUIONHUS.
OnHOBpEMEHHOE pa3BUTHE CTEHO3a KPYITHBIX apT€PUi U aHEBPU3MBbI a0PThI BCTpeya-
€TCsl KpaiHe peaKo.

KirroueBbiM MOMEHTOM 1HAarHOCTUKU ['KA KpymHBIX COCYIIOB SIBISIETCSI BU3ya-
mu3anus. Y3U BeiABisieT naronoruto cocynoB y 30 % manueHToB, MpU3HAKaMu KO-
TOPOM SIBISIETCS TOMOT€HHOE BOCIAJIEHUWE B CTEHKE COCyJa C YTOJILIEHUEM CTEHKH
> 1,5 MM B IPOKCUMAJIbHBIX BETBAX aOPThl U CUMIITOMOM OpeoJia (CUMIITOMOM Tajio).
VY3U-n3MeHeHns JIy4dllle BBISBISIOTCS MPU OLEHKE COCYJOB BEPXHUX KOHEYHOCTEH,
4eM TPHU UCCIIEIOBAHUU TPYIHOW M OPIOIIHON aOpThl M apTepUi HMIKHUX KOHEYHO-
cTeit u OpromHo# monoctw [12].
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[Tpumenenue KT- u MPT-anruorpadguu npu ['KA kpynHBIX cOCY0B O3BOJISET
OLICHUTh COCTOSIHME COCYMCTON CTEHKHU U IIPOCBET COCYAOB PA3NIMYHOM JOKAIN3aLNH.
OTH METONBl BBISBISIIOT YTOJIIEHHUE, OTEK U KOHTPACTHOE YCUJIEHHE COCYAUCTOM
CTE€HKH, MPUYEM CTENEHb KOHTPACTHOIO YCHWICHHUS KOPPEIUPYET C AKTHBHOCTBIO
BOCTIAJICHUS, YTO TIO3BOJISIET UCIOIB30BATh ATY HH(GOPMALIUIO JIJIsI MOHUTOPUPOBAHUS
orBeta Ha Tepanuio. [Ipu mpoBenenun I1DT wakomnenue pagmodapmmpenapara
2 crernieHu u 6onee cuntaercs mapkepom ' KA kpymHbIX cocymos [13].

IMopa:xenue aoptsl npu CIIA. Yame yem mpu apyrux ¢opmax CIIA, mopaxke-
Hue aopThl BcTpeuaetcs npu AC. Accoumanus AC ¢ aopTUTOM BIIepBbIie ObLIa OMnuca-
Ha B 1950-e ronesl. Hanbonee xapakrepusiM st AC U Jiydiie u3y4eHHbIM U3MEHEHH-
€M aopThl SIBJIAETCS BOCIAJIEHUE KOPHS M BOCXOSIIErO OTAENA A0PThI, IPUBOISIIEE
K MTOCTENIEHHOMY YBEJIMYEHHUIO JUaMETpa aoOpThl U a0PTAJIIbHOM perypruTaiuiu, KOTo-
pas ormeueHa y 12 % manuentoB ¢ AC [14]. HecmoTpst HA TO, 4TO AOPTUT YACTO
MIPOTEKAET aCUMITOMHO, OCJIIOKHEHUSI €r0 MOTYT OBITh JKU3HEYrpoKarommmMu. Onu-
CaHbI CIy4yad pa3BUTHS aHEBPU3M U JUCCEKIIMU a0pThl (ITOCIEAHEE C YacTOTOM 2,9 Ha
100 ThIC.) [15]. AOPTUT MOKET MpEaIIeCTBOBATh KIMHUYECKOH MaHudecTanuu AC,
IIPU 3TOM TSKECTh A0OPTAIBHOW PETyPrUTAIUU, [I0-BUAUMOMY, HE KOPPEIUPYET C aK-
tuBHOCTHIO AC. B Tkanu aopransHoro kianana rnpu AC oOHapyXUBalOT KakK BOCTa-
JUTENbHbBIC, TAK U JET€HEPATUBHBIE U3MEHEHUS C IECTPYKIUEN 3TaCTUYECKUX CTPYK-
Typ ¥ pa3zButueM ¢puodpo3za. Jpyrum cinenacTBueM aopTuTa, MOMHUMO HEIOCTATOYHOCTH
AOpTAJILHOTO KJlarnaHa, SIBJISIeTCS] HapylUIeHUe MPOBOJUMOCTH U3-3a pa3BUTUsL (HUOPO3-
HOI pyOLIOBOI TKaHW B Cy0aOpTaJIbHBIX OTAENAaX MEXKEIYyJI0YKOBOU MEPEropoIKu.
Hapyuienust mpoBoAMMOCTH BCTPEYAIOTCS € 4aCTOTON 3 % y MalMeHTOB C MPOJ0IKH-
TEIBHOCTHIO 3a00sieBanus 0 15 neT u ¢ yactotoi 9 % mpu OOJbIIeH JUUTEIHLHOCTH
6one3nu. Pexxe, uem mopaxeHue Bocxojsiied aoptel, mpu AC pa3BUBAETCS aOPTUT
HUCXOJIAIIETO OT/JeNa TPYAHONU a0pThl M OPIOIIHOTO OT/eNa a0pThl. IHTEpeCHbIM sB-
nsiercs ooHapyxeHue nmpu AC CXOXKECTH MaTOreHEeTHYECKUX MEXAHU3MOB Pa3BUTHS
AOpTUTa M DHTE3UTOB: BOCMAJICHHWE, BO3HUKAIOIIEE B KOPHE AOPThl U AOPTAIbHOM
KJIallaHe, CTPYKTYPHO MOX0Ke Ha BOCHAJIEHHE B 001aCTH SHTE3UCOB [16].

Pexe, yem ipu AC, mopakeHust aOpThl BCTpedaroTcs: pu Apyrux popmax HLA-
B27-acconmupoBannbsix CITA, B yacTHOCTH, Tipu ricopuaTtuaeckom u peaktuBHoM CITA.

Iopa:xenne aoptsl npu PA. Pa3Butue aoptuta y nanueHtoB ¢ PA BcTpeuaetcs
PEIKO, MOCKOJIbKY OCHOBHOW JIOKAJIW3allMel PEBMATOMIHOTO BACKYJIUTA SIBISIFOTCS
COCYIbl MEJKOIO M CpeAaHero kaaubpa. MHorue ciydan peBMATOMJIHOIO aOpTUTA
HE PacIiO3HAIOTCSI CBOEBPEMEHHO U MOTYT SIBUThCS IPUYMHOM (paTaibHBIX HMCXOJ/OB
BCJICZICTBUE pa3pbiBa aopThl, Pa3BUTHUA MH(APKTa MUOKapAa, TAKEIOW CeplIeyHOU
HEJIOCTaTOYHOCTH [17]. AOpPTHUT, accOlMUpoBaHHbIN ¢ PA, 4acTo BO3HUKAET y Malu-
€HTOB C TSXKEJIbIM T€UEHHUEM 3a00JI€BaHUS, C IPYTUMU MPOSIBICHUSIMU PEBMATOUIHO-
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IO BaCKyJIHTa — PEBMATOUTHBIMH y3€IKAMU, SI3BaAMH KOXXH, HHTEPCTUIIUATILHBIM T10-
paxkeHueM Jerkux. Kak npaBuiio, y 3TUX MalMeHTOB OTMEYAIOTCS MPU3HAKU BBICOKOM
akTUBHOCTU PA (TsDKEINbIil pacipOoCTpaHEHHBIH CYCTaBHON CUHAPOM, JIUXOPaiKa, BbI-
COKHE TUTPbI PEBMATOUIHBIX (haKTOPOB M OCTPO(a30BBIX OEIKOB B KPOBHU, paHHEE
MOSIBJICHUE KOCTHBIX 3po3uil) [18].

BusyanuzainmoHHble XapaKTEepUCTUKU a0pTUTA TTpU PA HE OTIMYAIOTCA KAKUMU-
100 0COOEHHOCTSAMU. ['HcToNOrNYecKas KapTuHa XapakTepU3yeTcsl HATMYUEM JTUM-
domnazMonuTapHOil HHPUIBTPAIIMN CTEHKH aOpPThI, HEKPO3a IIaJKOMBIIICYHBIX KIIe-
TOK MEJIHMH, IOTEPH AIACTHUECKUX BOJOKOH. OCOOEHHOCTHIO MOP(OIOrHYECKO Kap-
THUHBI aopTuTa Ipu PA siBnsieTcss oOHapykeHue B 00pa3iax peBMaTOMIHBIX IPaHyJIeM
[19]. Hempocroii 3anayeil B OOJIIIMHCTBE CIy4YaeB PEBMATOUJAHOIO aOPTUTA OKa3bl-
BaeTcs MpoBeAeHue AUQPQPepeHuaNbHON JUArHOCTUKH C aTE€POCKIEPOTUUYECKUM
MOPAKEHUEM a0PThI, MIOCKOJIbKY YCKOPEHHOE Pa3BUTUE aTEPOCKIIEpPO3a SIBISETCS Xa-
paktepHOil yeptoii PA. B 3TOM ciiydae Hapsay C KIMHMYECKOW OLIEHKOW 0oJibloe
3HaYeHne nMeeT 3PPEKTUBHOCTh MPUMEHEHHUS POTUBOBOCIAIUTEIFHOW U UMMYHO-
CYNPECCUBHON TE€panvy B OTHOIICHUHN KyIUPOBAHUS MPOsiBIIeHUH aopTuta [17].

Iopaxenue aoptbl npu CKB. Aoptut — peakoe nposinenne CKB, mipu ko-
TOPOM MOXET HaOJII01aThCsl PACIIMPEHNE KOPHS U BOCXOJALIETO OTAENa aopThl, 00-
pa30BaHHUE AHEBPHU3M U PACCIOEHUE a0pThl. [IpW T'MCTOIOTMYECKOM HCCIEIOBAHUU
OMONTAaTOB, B TOM YHUCJE BBIMNOJHEHHBIX B XOAE€ XUPYPTUUYECKOTO JICUEHUs, OOHApY-
KUBAIOT MPU3HAKA UMMYHOKOMIIJIEKCHOTO BOCHAJIEHUS C JIEMIO3UTaMHU, COAEpKaIU-
MU UMMYHOTT00ynuHBl G, C3 KOoMMoHEeHTHI KoMIuieMeHTa, ¢udbpunored. [Ipu CKB,
aCCOIIMUPOBAHHON C aHTU(HOCHOIUNUIHBIM CUHAPOMOM, OIMKUCAHBI ClIydan 00pa3o-
BaHMsI TPOMOOB, JIOKJIM30BAaHHBIX B 30HAX BOCHAIUTEIHLHOTO TOPAXKEHUS CTECHKU
aopThl 1 B 00actu aneBpusm [20].

BeeHue nauueHToOB ¢ peBMaTHYeCKUMHU 3200/1eBAaHUSIMA U 20pTUTOM. Jleye-
HUE PEBMATMYECKHUX 3a00JIEBaHUM, B PaMKaX KOTOPBIX Pa3BWIICAd AOPTUT, IPOBOJIUTCS
M0 TIPUHIIMIIAM U CXeMaM, pa3padOTaHHBIM M PEKOMEHJIOBAaHHBIM JIJIsl BEJICHUS MaI-
€HTOB C KOHKPETHBIMU 3a0o0sieBaHusIMU. OCHOBY TE€panuu BaCKYJIUTOB KPYIHBIX COCY-
JIOB U CHUCTEMHBIX 3a00JIeBaHUI COETMHUTEIBHON TKAHU COCTaBJISIIOT INIFOKOKOPTHKO-
CTEpPOUTHBIC TOPMOHBI, IMMYHOJICTIPECCAHTBI, TIO TTOKA3aHMSIM HA3HAYAIOTCS TIPETIapaThl
Onosorndeckor Tepanuu. BosieueHue B mporecc aopThl TpeOyeT BhIABICHUS (HaKTO-
POB PHUCKa U COIMYTCTBYIOIIUX CEPACYHO-COCYTUCTHIX 3a00JI€BaHUM, OIIEHKH Kapuo-
BaCKYJISIPHOTO pUCKa, MOHUTOPUPOBAHUS TTOTEHIIUAIBHBIX OCIOXKHEHUI a0pTHUTA.
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B. K. Komeﬂeel, B. K. Muﬂbkamanoeuuz, C. B. Xuouenko®

ITAPAITPOTEMHEMHUYECKHUE 'EMOBJIACTO3bI B IPAKTHUKE
TEPAIIEBTA

1 ~ ~ (v .
benopycckuii rocyaapCTBEHHbIA MEIULIMHCKUN YHUBEPCUTET;
2 ~ ~
benopycckuii rocy1apCTBEHHBI YHUBEPCUTET

[TapanporenneMuyeckue reMoOIacTO3bl — TPYIINa FeMaToIOrHUeCKUX 3a00J1e-
BaHUi, XapakTepusyromasics npoiaudepanueii OJHOro KJIoHa IIa3MaTHYeCKUX KIETOK,
NPOAYLHUPYIOUUX 3IEKTPOPOPETUUECKH M HUMMYHOJIOTMUECKHM TOMOTEHHBIN (MoO-
HOKJIOHAJIbHBII ) MPOTEHH.

BONbIIMHCTBO MOHOKJIOHQJIBHBIX T'aMMAIlaTUH SIBISIFOTCS 3JI0KAY€CTBEHHBIMU
napanpoTenHeMus MU (MHOKECTBEHHAsT MuenoMa — MM, Mmaa3MonuToOMBbl, 00JIe3Hb
Waldenstrom, Gone3np Tsokensix memnei). Takke CymECTBYIOT MOHOKIOHAJIbHBIC
raMMOIIaTHU HeompeaeaeHHoro 3HavyeHus (monoclonal gammopathy of unknown
significance — MGUS).

Kak 1 O0oNbIIMHCTBO reMaTOJIOrMYE€CKUX U OHKOJIOTHYECKUX abeppaluii, JaHHasI
rpynna 3a0oJeBaHUil HE MMEET YETKOM KIMHUYECKOW CHUMIITOMATHKH, YTO 3HAa4u-
TEIbHO 3aTPYAHSIET MPOLECC TUArHOCTUKH, OCOOEHHO Ha PaHHUX dTamax pa3BUTHS
naToJioruu. J{axe mpu JajieKko 3aIeAnnX mpoeccax 3I0KaueCTBEHHOTO IIUTOTeHe3a,
WHUIIMATHBA TTOMCKOB €T0 HO30JIOTUYECKON MPUHAATIC)KHOCTH 0a3upyeTcs HE CTONb-
KO Ha MATOTHOMOHWUYHOCTH KJIMHHYECKUX TPOSBICHHUH, HO SBISETCS PE3yIbTaTOM
aHaM3a JTabOpaTOPHBIX MApaMETPOB, UX COUYETAHUH, NaTbHEHIIEro IeJeHapaBIeH-
HOTO MOMCKa OMOXUMHUYECKUX, MOP(HOIOTUUECKUX U KIMMYHOJIOTHYECKUX MTapaMeTpOB,
MOJTBEPKJIAIOIIUX UarHo3. TeM He MeHee, MpaBWIbHBIN cOOp aHaMHe3a, aJeKBaT-
Hasl OLICHKA ’XKajo0 malueHTa, (PU3MKaJIbHbIE METObl UCCIEOBAHUS MOTYT SBUTHCS
0a3ucoM TSt TpeaBapuTeIbHOM (IN SUSPECt0) TMarHOCTUKY.

Bne 3aBUCHUMOCTH OT HO30J0TUUECKOM (HOPMBI reMo0O1acTo3a Jjisi OOIBIITUHCTBA
MAIMEHTOB XapaKTepeH aHEMUYECKUH CHHJIPOM.

Kano0bl, cBUAETENbCTBYOIIHE 00 AHEMHUYECKOM CHHIPOME: YIIOPHBIE T'O-
JIOBHBIE OOJIM, TOJIOBOKPYKEHHE M IIIyM B YIlIaX, OJBIIIKA, OIIYIIEHUE «HEXBATKH
BO3JIyXa», cepjiedueHue, pexe 00 B 00J1acTH cepliiia, OOMOPOYHBIE COCTOSIHUS,
MeJbKaHUE «MYILIEK» Mepe IJla3aMH, MOBBIIICHHAsS pa3ApaXUTEeIbHOCTh U ocialIie-
HUE TMaMATH, ObICTpas yTOMJISIEMOCTb M CHHXeHHe paboTocrnocoOHocTh. JKamoOsl
00yCIIOBJICHBI TUTIOTEMOTIIO0OMHEMHEH, Pa3BUTHEM TUTIOKCHH KIIETOK W HapyIICHUEM
TKaHEeBOTO MeTabonm3ma. Hemoctarok Kuciopoaa mpy aHEMUU MTPUBOIUT B ACHCTBHE
PSA TIPUCTIOCOOUTENFHBIX MEXaHW3MOB, B TIEPBYIO OYepeqb, CO CTOPOHBI OPraHOB
AbIXaHusT U KpoBooOpameHusi. HeoOXoauMocTh B JOMOTHUTEIbHBIX MEXaHH3MaxX

0COOEHHO BBIpa)KEHA MpH MajeiieM (U3n4eckoM HampsiKeHHH OONBHOTO, W 3ada-
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CTYIO 3TO SIBJISIETCSI OCHOBHBIM MpeAMETOM kanio0. CieyeT OTMETUTD, YTO aHEMUYe-
CKUI CUHJIPOM BKJIFOUAET B ce0s CUMIITOMBI, 001IKE I BceX (POpPM aHEMHU.

OO01enaToaoruueckie ajao0bl MPUCYLIM HE TOJBKO aHeMusiM. KomruiekcHast
OLICHKAa aHaMHe3a U OOBEKTUBHBIX MIPOSBICHUN MO3BOJISIET BBIICIUTh TAKUE, IPUCYIIHE
napanpoTeNnHEMHUAM, CHMIITOMOKOMIUIEKCHI, KAK OCTEOAPTPOIATUH U HE(PPOIaTHH.

Crnenyer MOMHUTB, YTO aHEMHUSI MOXKET CTaTh MPEUMYLIECTBEHHON WA €OUH-
CTBEHHOU MPHUYMHOM 1711 000CHOBAHUS 1LIE€JICHANPABICHHOTO JUATHOCTHYECKOTO MO-
ucka. B HebombiIoM yucie ciydaeB HaOMIOJAIOTCS MPOSIBICHUS, XapaKTEpHbIE IS
CHUH/IPOMA TOBBIIIEHHOHN BSI3KOCTH KpoBH. Ero cumntoMamu sBIsIIOTCS iepudepuye-
CKas HeMponaTus, CUHAPOM IIICTHOIO KaHaja, IAaTOJIOTMYecKas KPOBOTOYHMBOCTS.
JlumpaneHonaTusi ¥ TenaToCINICHOMETalIMs HE XapaKTepHbl. B HEKOTOpBIX ciyyasx
OCHOBOM IPEABAPUTEIBHOIO JAMArHo3a MOTYT CTaTh SI3BEHHO-HEKPOTHYECKUU, Te-
MOpPparu4ecKui, JIMXOpaJOYHbId U UMMYHOJE(OUIIUTHBIA CUHAPOMBI.

MHOXeCTBEHHAss MUEIOMa, KaK TUIIMYHAs 3JI0KAYECTBEHHAs IJIa3MOKJIETOYHAS
OITyXO0JIb, TPOIYILIUPYET MOHOKJIOHAJIbHBIE HMMYHOIJIOOYJIUHBI, KOTOPbIE BHEIPSIOT-
Csl B NIPUJISKAILYIO KOCTHYIO TKaHb U pa3pywmaroT ee. K XapakTepHbIM MPOSBICHUSM
OTHOCSITCSI INTUYECKHE MMOPAXKEHUS KOCTEMN, BBI3bIBAIOIINE O0JIb U/UIIU TIEPEIOMBI.

Kanobbl, CBUAETEJbCTBYIOIIHE 00 OCTEOAPTPONATHYECKOM CHHApPOME:
00J1 B KOCTAX (Occanruu), 00JId B CycTaBax (apTpaJirMu), TPUIYXJIOCTb, TUIIEPEMUS
Y HapyuieHue (yHKLIUU CYyCTaBOB (apTpomnarwsi).

Occanrumn Hepeako HaOIIOJAIOTCS MPU MHEIOMHON OO0JIE3HU M JIOKAIU3YIOTCS
O0OBIYHO B MO3BOHKAaX, pedpax, MOAB3IOIIHBIX KOCTSAX, TPYyAHHE, pEXe B TPyOUaThIX
KOCTSIX U ueperne. ITH 607u ObIBatOT CIOHTAaHHBIMU. OHU XOPOILO BBISBISAIOTCS NpU
JaBJICHUH Ha KOCTh MJIU JIETKOM MOKOJIAUMBaHUM MO Hell. MoryT ObITh KOPEUIKOBBIE
001, OOYCIIOBJIEHHBIE TPOPACTAHUEM HEPBHBIX CTBOJIOB JICHKO3HOW OIMYyXOJIEBOU
TKaHbIO.

ApTpasiruu BBI3BIBAIOTCS TOKCMKO30M M UMMYHHBIMU HapylieHussmMu. Hepeako
apTpairus ObIBaeT B Hauajie 3a00J1€BaHusl €IMHCTBEHHBIM CUMIITOMOM HE TOJIBKO Ta-
panpoTEeMHEMHUd, HO U TEMOJMTHYECKOW aHEeMHUH, OCTPOTO JieiKko3a, TuMQporpaHyo-
Maro3a U Jp. BermeacTBue TOro mpu JUIMTENBHBIX YHOPHBIX apTPaITHUsIX HESICHOTO
IIPOUCXOKIACHHSI HY’)KHO UCCIIEI0BATh KOCTHBIM MO3T.

I'emo6nacTo3Has apTponaTHsi 00ycCJIOBJIEHAa BOCHAJIEHUEM CYCTaBa M JIECTPYK-
Uel ero KOCTHBIX CTPYKTYp. IlanueHTsl nmpu 3TOM KalyloTcs Ha 0oJiM B cycTaBax
pPa3IMYHOM MHTEHCUBHOCTH, UX MPUITYXJIOCTh U THUIEPEMHIO, HApYyIIeHHE ()YHKIUU
CycTaBa pa3IMYHON CTENEHU. XapakTepHO pa3BUTHE AUP(HY3HOTO OCTEONOpPO3a MU
MOSIBJICHUE OTAEJIbHBIX OCTEOJUTHUECKUX MOPAXKEHUI, OOBIYHO B KOCTSIX MaJIOTo Ta3a,
yeperna, M03BOHKaX, pedpax, OeIpeHHBIX U IMJIeUYEBbIX KOCTIX. OCTeOIUTUYECKUE 110~
paXEHHUs Yalle HOCAT MHOXKECTBEHHBIM XapakTep, B PEAKHX CIydasx o0pa3yrorcs
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COJIMTApHbIE HHTPAMEIYJUIIPHBIE MAcChl. Y BEIMYEHHAs TOTEPs] KOCTHON TKAHU MOXKET
COTIPOBOXKIAThCS TUIIEpKablieMuen. [Ipu3Hakamu runepkagsbiueMUu MOTYT SIBJISITh-
Csl MOJIMAUTICHS, 00€3BOKUBAHUE, MOKET Pa3BUBATHCS MTOUCYHAS] HEIOCTATOYHOCTb.

YacTo oTMeuaroTCs MaToJI0THYECKUE TIEPEIOMbl — HETPAaBMATUUYECKHE MEPENo-
MBI WM BO3HUKAIOIIME TP MUHUMAJIBHBIX TpaBMax. M3-3a mopakeHusl MO3BOHKOB
MO>KET IPOUCXOAUTH KOMITPECCHSI CIIMHHOTO MO3Ta C Pa3BUTHEM Maparuieruu.

Kanodbl, cBUAETEJLCTBYIOIIHE 00 MHTOKCUKAIIMOHHOM CHHIpPOMeE: Hapac-
Taronas ciadocTh, MOTIMBOCTh, AHOPEKCHS, TTOXYJIaHUE, KOXKHBIN 3ya U 1ap. O0mas
c1a00CTh OTMEYAETCS MPAKTUYECKU Y BCEX IeMaTOJIOTMYECKUX OOJIBHBIX B Pa3BEpPHY-
TOM cTaguu 3aboneBaHusi. OHa 00ycioBiIeHa OO0 MUPKYISTOPHON THIIOKCUEH TpH
aHEeMUSX, MO0 MHTOKCHUKAIMEH Mpu Jeiko3ax. [larueHTsl npu 3TOM KaayroTcsl Ha
MOTJIUBOCTD, OJIBIIIKY MpU (HU3UYECKON HArpy3Ke, cepaleOrneHue 1 0OMOPOYHBIE CO-
CTOSIHUA. Y TOXKWJIBIX JIOACH yMEpEHHOE CHIKEHHE TeMOTJIO0MHA BBI3BIBACT MPOSB-
JICHHUE WU YTSOKENIEHUE TPU3HAKOB CEPACUHON HEJOCTaTOUHOCTH.

CrnemyeT OTMETHUTD, YTO TOTIMBOCTD Y T'€MAaTOJIOTUYECKUX OOJBHBIX Yalle OT-
MEYaeTcsl B THEBHOE BpeMs, TOTJa KakK MPU XPOHUUYECKUX BOCHAIMTENbHBIX MPOIIEC-
cax oHa OOBIYHO BO3HMKAeT HOUbIO. [loXynaHue, BIUIOTh A0 KaX€KCHUU, OCOOCHHO BbI-
paXeHO TPH XPOHUUYECKHX JIEMKO3aX M 3JI0KAYEeCTBEHHBIX JTuMpoMax (Harmpumep,
nuMdorpanynomaTose). KoxxHblil 3y1 B OIHUX Clydasix 00yCJIOBIECH UHTOKCUKAIUEH
U pacmajioM KJIETOK B KamIIspax JAEPMbI C BEHICBOOOXKIEHHEM TMCTAMUHOTIOOOHBIX
BEILIECTB, MOBBIIIEHHBIM YPOBHEM 0a30(uiioB (Hampumep, npu JUMEPOTrpaHyIoMaTo3e,
XPOHUYECKOM MHUEIOJIEUKO3€E), B APYrUX clydasx (HarpuMmep, NpU 3PUTPEMHUH) Bbl-
3bIBACTCS] HAPYIICHUEM MHUKPOLUPKYJIISAIUMU B KOXKE, METKUMH TPOMOaMU BCJICICTBHE
MOBBILICHHON BA3KOCTU KPOBH, runeprpomodouuTo3oM. MHoraa on coveraercs ¢ 60-
JISIMU B KOHUMKAX TalbIEB pyK v HOT. KOXKHBIN 3y B Havase 3a001eBaHus] BOZHUKAET
nocJyie 0aHu WK MpUeMa BaHHBI, 3aT€M CTAHOBUTCS MOCTOSTHHBIM U MYYHUTEIIbHBIM.

Kanodbl, cBUAETEILCTBYIOIIHE 0 HMMYHO1e(UIIMTHOM CHHAPOMeE: YacThie
OPOCTYJHBIE 3a00JIEBaHUs, PA3IUYHBIE OCJIOXHEHHsS] WHOEKIMOHHOW TPHUPOJIBI.
B cBsi3u co cHMKEHHEM MPOTUBOMH(EKIIMOHHOTO HIMMYHHUTETa y OOJIBHBIX reMo0JIa-
CTO3aMH yYalaloTCs MHEBMOHHH, OPOHXUTHI, THOIEPMUS, TUEIOHEPPUT U ApyTHE
MH(EKIMOHHO-BOCTIAIUTENbHBIE TIporiecchl. 13-3a neheKTHOCTH MIMMYHHOM CHCTEMBI
MOTYT BBIPA0aTHIBATHCSI aHTUTENIAa TPOTUB HOPMAJIBHBIX KJIETOK OpraHu3Ma (3pUTpo-
IIUTOB, TPOMOOITUTOB, MMOYEUHOTO MUTEINS) U BOSHUKATh AyTOMMMYHHBIE OCJIOXKHE-
HUSI — TEeMOJIN3, TPOMOOIIMTOINIEHUS, arpaHyJIOIUTO3, TIIoMepyinoHedpuT u ap. Pas-
BUBAETCA U MPOTPECCUPYET MOYCUHAsT HETOCTATOYHOCTh

[Toueynast HeOCTATOYHOCTH OOYCIIOBJIEHAa MHOTMMH TpuynHamu. [lpu mapa-
MPOTEUHEMHSIX HanWOOJIee YacTO OHA PA3BUBACTCS MPU OTIOXKCHUH JIETKUX IICTICH
B IMCTAJIBHBIX KaHAJBIIaX HE(POHOB WJIU BCIICACTBUE TUIICPKAIBIIUCMHUH.
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V¥ 10 % nauueHToB pa3BUBAETCS BTOPHUYHBINA aMUJIOU03.

[Ipusnaku HedpomaTuu, rUNEpKaIbIUEMUs, aHEMUS U PEUUIUBUPYIOIINE HH-
dexuu Ha oHe abCoMOTHOM JTMMGBOTIEHUH (BTOPUYHBI UMMYHO1€(UIIUT) 000CHO-
BBIBAIOT 00s3aTeNIbHOE orpejaesieHne M-npoTenHa (MHOTJA MPUCYTCTBYET B MOYE,
a HE B CBIBOPOTKE KPOBH, HO B PEIKUX CIy4asiX OTCYTCTBYET MOJHOCTHIO) W/WIIK TPO-
TEUHYPHUHU JIETKUX 1IETICH, BBIMOJIHEHUS! OMOTICUU KOCTHOTO MO3ra.

OnHako B OOJBIIMHCTBE CIY4YaeB JMATHO3 YCTAHABIMBAETCS IO PE3YJIbTATaM
OOBIYHBIX JJTAOOPATOPHBIX TECTOB, KOTOPHIE BBIABIISIIOT MOBBIIIEHUE YPOBHS OOILIErO
Oeyika B KpOBH, NMPOTEUHYPHUIO, HEOOBSICHUMYIO aHEMMIO WJIM MOYEYHYIO HEI0CTa-
TOYHOCTh. HeoOX0aMMO OTMETHTh, YTO HAJUYHE AHEMHH MOXET OBbITh Mpeumyle-
CTBEHHOM WJIM €TUHCTBEHHON MPUYMHON JTUATHOCTUYECKOTO MTOKCKA.

M-nipoTenH (MOHOKJIOHAJbHBIH WMMYHOTJIOOYJIMHOBBIM 0€JI0K), MpOoaylupye-
MBII 3JIOKAYECTBEHHBIMU IUIA3MAaTUYECKUMU KieTkaMu, oTHOcuTcs K 1gG y 55 % na-
LIHEHTOB, K [gA — y 20 % nanuenrtos. Cpenu nanueHToB, npoayuupyomux [gG nmm
IgA, y 40 % nabmogaercs nporeunypust benc-J>xoHca, npu KoTOpoil B Mo4ye 0OHa-
PYKHUBAIOTCS CBOOOIHBIE MOHOKJIOHAJIbHBIE JIETKUE Tenu Karma (k) wid jsimoaa ().
VY 15-20 % namnueHToB 1Ia3MaTUYECKUEe KIETKH CEKPETUPYIOT TOJIbKO Oenok beHc-
JlxoHca. IgD-muenoma cocraBingeT okoso 1 % ciaydaes.

be3yciioBHO, pe3ysibTaThl HAIPABIEHHOTO OMOXUMHUYECKOTO (MPOTEMHOTpamMma),
TUCTOXMMHUYECKOTO MCCIIEIOBaHUS MyHKTAaTa KOCTHOIO MO3ra SIBJISIIOTCS BEAYIIUMU
J0KA3aTeIbCTBAMM HAJIM4YWs Yy MAalMEeHTa MaparpoTeMHEMHYECKOro remMo0sacTosa,
OJIHAKO B OOJIBIIMHCTBE CIIy4aeB JUArHO3 yCTAHABIMBAETCA MO pe3yibTaTaM OObIY-
HBIX JJa0OPATOPHBIX TECTOB, KOTOPHIE BBISIBIISIIOT MOBBILIEHUE YPOBHS 00IIero Oenka
B KpPOBHU, TPOTEUHYPHIO, HEOOBSICHUMYIO aHEMUIO WJIM MMOYEUHYIO HEJIOCTATOYHOCTb.

JlabopaTopHasi TMArHOCTHKA JIJIs1 BBISIBJICHUS MMapanpOTEUHEMHUYECKUX T€MO-
0J1aCTO30B BKJIIOYAET CJIEIYIOIINE UCCIIEIOBAHUS:

— 00U aHajau3 KpPOBH C TOJICYETOM TPOMOOLIMTOB, Ma30K Mepudepudeckoit
KpPOBH, CKOPOCTh ocenanus s3putpouuton (COI);

— OMOXMMHUYECKUIM aHaIu3 KpOBH (MOUYEBHHA, KPEATHMHWH, KaJblUM, MOueBas
KHCJIOTA, JIAKTATIETHAPOTeHA3a, CHIBOPOTOUYHBIN -2 MUKPOTJIO0YJINH;

— KOJINYECTBEHHOE OIpeAeNieHue HMMYHOTJIO0YJIUHOB, YPOBEHb CBOOOIHBIX
JIETKUX IIEMEN B CBIBOPOTKE;

— anekTpodope3 Oenka CHIBOPOTKH KPOBH C MOCTEAYIONMIECH UMMYHO(DHUKCAITUEH;

— anekTpodope3 MOUH, UCCieoBaHNe MO Ha Oeok beHc-JxoHca;

— UCCJIeIOBAaHUE KOCTHOTO MO3Ta, BKIIIOYass OOBIYHBIE IUTOTCHETUYECKHE HC-
cinenoBanusa u (ayopecueHTHyro rudopunuzanuio in situ (FISH), BeisiBieHne u30bI-
TOYHOTO KOJIMYECTBA TUIA3MATHIECKUX KIIETOK.
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Bcem mammentaM HEOOXOAWMO BBIIOJHUTH PEHTTEHOTPA(HIO CKeleTa U MO3U-
TPOHHO-IMHUCCHOHHYI0 ToMorpaduro uin MPT Bcero Tena.

Anemus nipucytctByeT y 80 % manueHToB, 0OBIYHO OHA UMEET HOPMOIIUTAPHO-
HOPMOXPOMHBIN XapakTep U OTJIMYaeTcss (GOPMUPOBAHUEM «MOHETHBIX CTOJIOUKOBY,
KOTOpBIE TIPEICTABIIOT CO00M CTOMKH, coaepkamue ot 3 g0 12 spurpormuro. Co-
JIep’)KaHNe JICUKOIIMTOB M TPOMOOITMTOB, KaK MpaBuUiio, HopMaiabHOe. YacTo HaOIrO-
naetcs noseimeHue COD > 100 mm/a (Westergren). Bo3MokHO MOBBIIIEHHE YPOBHEH
a30Ta MOYEBUHBI KPOBH, CHIBOPOTOYHOT'O KpeaTUHUHA, JIAKTATAETUPOreHasbl, bera-2
MUKpOTJIOOYyJIMHA W CHIBOPOTOYHOM MOYEBON KHCIOTHL. [ unepkanapliueMus Ha MO-
MEHT YCTaHOBJICHHS IUarHo3a npucyrcTByeT y 10 % manueHTos.

ChIBOPOTOYHBIA ypOBEHb 0€Ta-2 MUKpPOIVIOOYJTHWHA H3MEPSAIOT, €CIM JUarHo3
MOATBEPKJEH WM BBICOKOBEPOSITEH, 3TU JIaHHBIE HCIIOJIB3YIOT BMECTE C YPOBHEM
CBIBOPOTOYHOTO ambOyMHUHA JJISl OLIEHKH cTaauu nopaxkenus. Konnentpanus 6era-2
MUKPOIJIOOYJIMHA HAMpPSAMYIO 3aBUCHT OT OIyXOJIEBOM MAacChl, a TaKXe CTEIEHU Ts-
KECTU MOYECYHOU TUCHYHKIIUH.

[Ipu mnposenenun osnekTpodopesa CHIBOPOTKM KPOBU BBISBISIIOT HATUYHE
M-nporenna npubnuzuteabHo y 80-90 % nanuentoB. Y ocranbHbix 10-20 % mnarnu-
€HTOB OOBIYHO NMPHUCYTCTBYIOT TOJBKO CBOOOJHBIE MOHOKJIOHAQJIbHBIE JIETKHE LIETH
(6enmok benc-Jlxxonca) unu IgD. B takux cnyvasx Hanuure M-TpoTernHa MOYTH BCe-
rja BO3MOXXHO BBISIBUTh NIPU MPOBEACHUU JIEKTpodope3a OEIKOB MOUYU. DIIEKTPO-
MMMYHO(UKCAIUS MOXET MOMOYb HACHTUPUIMPOBATH KJIACC UMMYHOTJIOOYIMHOB
M-nporenna (IgG, IgA wm penxo IgD, IgM mu6o IgE). CeiBopoTouHsblii aHaM3
CBOOOJIHBIX JIETKUX IIETIEH C OIMpeIesieHneM COOTHOIIICHUS Karla U JssMO0a UiIu pas-
JUYUN MEXIY BOBJICYEHHBIMU M HE BOBJICUCHHBIMU JIETKUMU LIETISIMU MIOMOTAET MOJ-
TBEPJUTH JUATHO3, UCTIOIB3YETCS TAKKE /I MOHUTOPUHTA 3(h(PEKTUBHOCTH TEPAITHH
U o0ecrieueHus: MPOrHOCTUYECKUX JTAHHBIX.

AcnupanuoHHasi OMONCcHUsl KOCTHOTO MO3Ta BBISBJISET HAJTUYKE TUIa3MAaTUYECKUX
KJIETOK, PAacCHOJIOKEHHbIX NU(PQPY3HO WIM B BUAE CKOIUICHHWM; JTMArHO3 MHUEIOMBI
ycTaHaBiuBaeTcs npu Hammuuu > 10 % kieTok JaHHOTO TUTIA.

Pentrenorpadus BKIOYAaeT WCCIECIOBAHUE KOCTEW CKeJeTa, TPH KOTOpPOH
B 80 % ciy4aeB BBISBISAIOT IITAMIIOBAHHBIC JTUTHYECKUE TMOPAKCHUS KOCTEH WIIH
mud y3HBIA OCTEOTIOPO3.

MHOXECTBEHHYI0O MUEJIOMY HEOOXOIMMO IMOA03peBaTh y ManueHtoB > 40 ner
C HAJIMYMEM TEePCUCTUPYIOMIMX O0JIe B KOCTAX HESACHOW THUOJIOTMH, OCOOEHHO HO-
YbI0 WM BO BPEMs OT/bIXA, APYTUX TUIIUYHBIX CUMITOMOB, HEOOBSICHUMBIX JIabopa-
TOPHBIX OTKJIOHEHHH WM PEHTT€HOJIOTMYECKUX U3MEHEHUN, KOTOPhIE YKa3bIBAIOT Ha
MaTOJOTUYECKUH MTEPEIOM WIH JINTHUECKUE MTOPAKEHUS.
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K nuarnHoctuyeckumM KpUTEPUSM MHOKECTBEHHONH MUEJIOMbI OTHOCSTCS:

1. MoHOK/IOHaJIbHBIE TJIa3MaTUYECKHE KIIETKH B KocTHOM > 10 % wnu Hanuuue
JIOKa3aHHOW TTpU OUOTICUU TUTa3MOIIUTOMBI.

2. [IpucyTcTBHE MOHOKIIOHATIBLHOTO O€NIKa B CHIBOPOTKE W/WJIM MOYE.

3. CBsi3aHHBIE C MUEIOMOM OpraHHbIe JUCPYHKIIHIH;

— runepkanbimemus > 10,5 mr/m;

— MOYeyHasi HeIOCTATOYHOCTh C KPEaTUHUHOM > 2 MT/AT,

— a"emus ¢ remornioounom < 100 /i1 wim Ha 20 1/71 HIKe HOPMBI;

— JINTUYECKOE MOPAKEHUE KOCTEH.

Jiist moaTBEpKICHUS TarHo3a TpeOyeTcsl HAIMYue BCEeX TPEX KPUTEPUEB.

Makpornobynunemusi Banbnenctpema — numoruiazMonuTapaas JuMdoma
C MOHOKJIOHaTbHOM cekperuedt IgM (uvame nens k). KnnHudeckas kaptuHa mpe-
CTaBJICHA aHEMHEH, TPOMOOITMTOIICHHEH, TemaTociieHoMeranuei B 15-20 % u mum-
(danenonarueil B 15 % ciyuaes.

Hanuune monokmonansHoro IgM B ChIBOpOTKE ¢ KJIOHAIBLHBIMU JUM(DOILIIa3mMa-
TOUIHBIMU KieTKamu > 10 % B KOCTHOM MO3re MOATBEPKAAET JUATHO3.
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N3YYEHME MUAIIEBOTO AHAMHE3A ITPM DHTEPOIIATHN
C HAPYIIEHUEM MEMBPAHHOT O ITAIIEBAPEHUSI.
JTAETA FODMAP

BBenenue

B cratbe maHo onucaHue KIMHUYECKUX MPOSABICHUN U UX NPUYMH MPHU MATOJO-
MY TOHKOM KUIIKH y MALMEHTOB, KOTOPBIE KAIYIOTCS HA YPE3MEPHOE B3IyTHE, PELIU-
JTUBUPYIOMUH a0IOMUHAIBHBIN 00JIEBOM CUHIPOM, HAPYIICHUS CTyNa. Takue manyeH-
Tl HEOJTHOKPATHO BO3BpAllatOTCs K Bpauy. lIpuBeneHbl HOKa3aTeNbCTBA CHUKECHHUS
AKTUBHOCTU JMCaxapuja3 y JAHHOIO KOHTHMHIEHTa ManueHToB. ClellaH akIeHT Ha
HEOOXOJIMMOCTh M3YYCHUs IMUIIEBOTO aHAMHE3a, BBISABJICHUS MPOJAYKTOB, ITPOBOIIU-
PYIOLIMX HapylIeHne MeMOpaHHOTO nuieBapeHus. J[ana kiaccudukaius yrieBoaoB
C YKa3aHueM MPOAYKTOB MX cojaepkamux. OObsICHIETCS CYyTh MOBTOPSIIOIIUXCSA U HE
MPOXOJAIIMX KIMHUYECKUX MPOSIBICHUN U3-3a HAPYIIEHUsI MEMOPaAHHOTO MUIIIEBape-
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HUS ¥ BCACBIBAHUS YTJIEBOJIOB B TOHKOW KHIIKE, YTO, B UTOTE, IPUBOJIUT K PA3BUTHIO
CUHpPOMA pa3JIpakKeHHOr0 TOJCTOTO KUILIEYHUKA, U3-3a PACHICIUICHHUS B HEM YIJIEBO-
10B ¢ oOpa3zoBaHueM ra3oB. C 0IHOM CTOPOHBI, 3TO HOPMAJIbHBIN MPOIECC, HO KoTAa
OH BBIXOJIUT U3-TI0JI KOHTPOJIs, MAIIMEeHT MonajaeT K Bpauy. ONHUChIBAETCS CYyTh IUETHI
c orpaHn4yeHreM yrireBogoB — 3710 auera low FODMAP u ee pactmdpoBka. Ykasa-
HBI TIPOAYKTHI, COACPKAIIUE OJINTOCAXapPHUIbl, KOTOPHIE CIIOCOOHBI PACIICTUIATHCS
dbepmeHTOM anb(ha-raakTo3uaa30i, OTCYTCTBYIONIEH B OpPTaHW3ME YEJIOBEKa, HO
UMEIOIICHCST Y MUKPOQIOPHI TOJICTOTO KHIIEYHWKA. JlaH COBET MO OrpaHWYCHUIO
npremMa TakuX MPOJYKTOB KakK MO 4acTOTE MpUEMa, TaK U Mo 00beMy MOPIUM, UX CO-
JeprKaluX, YTOObI U30€KaTh U30BITOYHOIO KOJUYECTBA KUIIICYHBIX Ta30B, PA3BUTHS
KJIMHUKU CUHAPOMA Pa3JpakeHHOI0 KHUIIIEYHHKA BCJIEACTBUE HApyIICHUS MeMOpaH-
HOTO TTUIIICBAPCHUS B TOHKOMW KHUIIIKE.

TurarensHOE M3ydeHHE MUIIEBOTO aHAMHE3a U HE0OX0IUMasi KOPPEKITHS THUIIe-
BOT'0 MOBEJECHUS — TJIABHAS M€ ITOM CTAaThH, MOCBALICHHON OJHOTHUITHOM, C IIEPBO-
ro B3TJIsAA, KIMHUYECKON KAPTUHE C PA3HOM CTENEHBIO MPOSBJICHUN €€ CUMIITOMOB.

I'maBHble GyHKIMM TOHKOI KHIIKM — 3TO MPOJODKEHHE Mpoliecca MUIeBa-
pEHUS, LIETBI0 K UTOTOM KOTOPOTO SBJISIETCS pacilerJieHue OeIKOB, KUPOB U YTIIIEBO-
JIOB 10 MOHOMOJIEKYJI, a TaK)K€ MPOLIECCHI BCAaChIBaHUs, KOTOPbIe 00€CIeUnBaOT 00-
HOBJICHUME BCEX TKaHEW opraHusma. B TepaneBTHYECKON KIMHUKE W, B YaCTHOCTH,
B TaCTPOIHTEPOJIOTUH, HEOOXOIUMO OMPENCIUTh M PACIIO3HATh BO3MOXKHOCTh Pa3BH-
THe OONEe3HU YK€ Ha CYOKIMHUYECKOM dTare, 4ToObl HE IaTh Pa3rOpeThCsl HACTOS-
el katacTpode, cepbe3HOMY XPOHHYECKOMY 3a0osieBanmio. Kak Hamo pacCrpoCcHTh
OOJLHOTO, YTO y4eCTh, HE MPOIYCTUTh, KaK MPUBJIEYb CAMOT0 OOJILHOTO K MOHUMA-
HUIO €T0 JINYHOW POJIM U OTBETCTBEHHOCTH B COXPAHEHUU 3JI0POBbBS, BCE ITO UMEET
3HAUYEHHE B COI03€ Bpaya U MalMeHTA.

Benymue xknuHu4eckue MPOSIBICHUS MPHU MATOJIOTUM TOHKOW KUIIKH — CHH-
JpoM HapylieHHoro nuimeBaperus (maldigestia) u cuHaIPOM HAapYIIEHHOTO BCAChIBa-
Hust (malabsorptia). iMeHHO 3TH CHHIPOMBI, X KIMHAYECKUE TIPOSIBIICHUS, MBI XOTUM
JeTaNbHEE 0XapaKTePU30BaTh, MOJYCPKHYTh MX 3HAYMMOCTh. HO HauHeM ¢ KiIuHuYe-
CKHX MPOSIBICHUN (DYHKIIMOHATBHBIX 3a00eBannii kueyHnka. [loMmaum, uto QyHK-
[IMOHAIBHOE 3a00JIEBAaHUE — 3TO JMATHO3 UCKIIOUCHUS, TTIOITOMY MPOBEeHUE AU -
(hepeHIIMANTBHOTO AUArHO3a IIPOIIECC 00s13aTeIIbHBIM.

YacTh racTpOIHTEPOJTOTUYECKUX TAIIUEHTOB BO3BPAIAIOTCS 3a MIOMOIIBIO M CO-
BETOM K Bpayy BHOBb M BHOBb: a0JIOMHWHAJIBHBIN OOJIEBOH CHHIPOM, B3IyTHE, UYB-
CTBO TSKECTH, B PAa3HOM CTENEHU BBIPAKECHHBIC PAaCCTPOUCTBA CTyjna. B Hacrosiiee
BpeMs Mbl UMEEM YK€ YEeTBEPThIN PUMCKHIT KOHCEHCYC 10 (PYHKITMOHATBHBIM KEITy-
JIOYHO-KUIIIEYHBIM PACCTpoiicTBaM, B riaBe «C» KOTOPOTO HMEIOTCS MOATIIaBbI
Y CHHJpOMA Pa3ApakKeHHOTO KHUIIIEYHUKA, U (YHKIIMOHAIBHOTO 3amopa, U (PyHKIHO-
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HAJIBHOW Jrapeu, U (PyHKIIMOHAILHOTO a0IOMHHAIBHOTO B3y THsI/pacTsokeHus [ 1-3].
OTO 1aeT BO3MOXKHOCTh Bpauy, B OMpPEACIICHHBIX CIy4asx, TOYHee cPOpMYIUPOBATH
nuarno3. Ho ta yactb 001bHBIX, KOTOpasi Bo3Bpaiiaerca? B mocnegHue roasl HAy4HO-
KJIIMHUYECKHUE IIKOJIbI racTpOsHTEpoJioroB B EBporie u B Poccun, 3aHnmanucey u3yde-
HUEM OCOOCHHOCTEH «HEMOANAI0IMUXCsD» OONBHBIX ¢ (PYHKIIMOHAIBHBIMU 3a00JeBa-
HUSIMU KUIIIEUHHKA. B pe3ynbrate NpoBeACHHBIX UCCIICIOBAHUIN BBISIBICHO CHUKEHUE
AKTUBHOCTU KUIIEYHBIX KapOOTHUIpa3 B PA3TUYHBIX TPYIIax OOJBHBIX C YCTOMUYNBOU
KJIMHAYECKOW CUMITTOMATHKOM [4—6].

[IpuBOIMM TIpUMEp pPE3yNbTATOB UCCIENOBAHUS, BBIIIOJIHEHHOTO POCCUUCKUMHU
racTpod’HTEpOJIOoraMu noji pykoBoacTBoM npodeccopa A. U. Tlapdenona [5]. B mpo-
BEJICHHOM HcclieJoBaHuU ydacTBOBaiu 102 60ibpHBIX (41 MyxunHa u 61 KeHIMHA).
C KIMHUYECKMMM CHMIITOMaMU CUHApoMa paszapaxkeHHoro kumednuka (CPK) —
65 dernoBek, ¢ pyHKIMOHANBEHOW Muapeeld — 33 U (QYHKIIMOHATBHBIM 3alIOPOM —
4 gyenoBeka. Pe3ynbTaThl MHCTPYMEHTANBHBIX UCCIEAOBAHUN B ATUX TPyINMax HE BhI-
SIBUJIM TIATOJIOTUYECKUX U3MEHEHUM KHUIIEYHUKA: 3TO COOTBETCTBOBAIO KPUTEPUSIM
¢dbyHkunoHanbHbeIX 3a0osieBanuii kumeunuka (P3K). [Ipu 330daroractpoayoneHo-
ckorruu (OI'JIC) BeIMOJHATACH OWOICHS CIU3UCTOM OOOJOYKHM TOHKOW KHIIKH
(COTK) u3 3a1yKOBHYHOTO OTJIEIa JBEHAIATUIIEPCTHON KUIIKKU. BbUTH BHITOIHEHBI
TUCTOJIOTHUS U OMOXMMHUYECKOE HCCIIEOBAHNE aKTUBHOCTU KUIIEYHBIX KapOoruapas
(rmroxkoaMmiia3bl, MajabTasbl, caxapasbl U JakTasel) [1]. HopmanbHasi akTUBHOCTh
dbepmenToB otmevanach y 11 (10,8 %) 60nbHBIX. AKTUBHOCTh BCEX UCCIEIOBAHHBIX
dbepMeHTOB oKa3anach cHKeHHOH v 33 (32,3 %) manuenToB. Y 58 (56,9 %) manuen-
TOB BBISIBJICHBI CEJICKTUBHBIC CHIDKEHUSI YPOBHA Kapborupas [4, 5]. ABTOpbI oTMe4a-
10T, 4TO rucrosiorndeckoe uccienoBanue o6uontatoB COTK mo3Bosuiao UCKITIOYUTH
MaTOTUCTOJOTHYECKUE TIPU3HAKKU 00JIe3HEH TOHKOW KHIIKH, TaK KaK B OOJILITUHCTBE
CJIy4aeB COOTHOIIECHUE BBICOTHI BOPCHH M TJIyOMHBI KPUIIT OKa3aioch Oosbie 3 : 1,
YUCJIO MEXANUTENHABHBIX JTUM@oUUTOB He mpeBbimano 20 Ha 100 3HTEpOLUTOB.
Bbumn 4eTKMH KOHTYPBI IIIETOYHON KaiMbl, B TITyOMHE KPUMNT HaXOAWIUChH MAHETOB-
CKHE€ KJIETKHU B JIOCTaTOYHOM KosinuecTBe. Ho OTCyTCTBHE MAaTOTUCTONOTMYECKUX W3-
meHenuii COTK npu 0OBIYHOM MHMKPOCKOIMMYECKOM HCCJIEAOBAHUU HE HCKITFOUHIIO
ux Hamuuue. [Ipu ynasrpactpykrypaom u3yueHnn COTK Ha momyToHKHX cpe3ax ObUIH
BBISIBJIEHBI OTEK IUTOIIA3Mbl SMUTEIUOIUTOB, NECTPYKIUS MUTOXOHJPUN U TpaHy-
JISIPHOM DHJIOTIA3MATUYECKON CETH, OTCYTCTBHE 0a3ajbHOW MEMOpaHBbI, YTO MOATBEP-
JUJI0 YMEPEHHO BBIPAKEHHBIM JECTPYKTUBHO-AUCTPOPUUECKHUIN MPOIECC B CTCHKE
ToHKOM Kuku [5]. Takum oOpa3om, aBTOpPHI clefaiyd BhIBOM, 4TO U3 102 GOJIBHBIX
y 92, To ectb y 89,2 % manueHToB ¢ CUMOTOMAMH (PYHKIIMOHAIBHOTO 3a00JI€BAHMS
KHUINIEYHUKA, HA CaMOM JIeJieé MMeJach DHTEPOMaTHs C HApYIICHHEM MeMOpaHHOTO
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numieBapenust (OHMII). CnenoBatensho, y yactu 60apHBIX CPK MOXHO ycTaHOBHUTH
HE CHHIPOMHBIH, a HO30JI0TMUECKHi quaruos, To ectb JHMII [4-6].

Hapymenue numeBapeHnst MOXKET MPOUCXOIUTh HA YPOBHE MOJIOCTHOTO U MEM-
OpaHHOTO THAPOJIM3a MUIIEBBIX BellecTB. [[puyrHaMu HEAOCTATOYHOCTH MOJIOCTHO-
ro TMUILIEBApEHUsI MOTYT ObITh OOJIE3HU KedyJKa (racTpOTeHHash MaJbIUTreCTus),
MOJKETYA0YHON >Kee3bl (MMaHKpeaToreHHasi MajbJAUTeCTHs ), TenaTOOMIapHOn CH-
CTeMBI (XOJIOTeHHas Manbaurectus) [ 7-9].

MeMOpaHHOE TIUIIIEBapEHUE HApyIIaeTcs MpH 3a00JEBAHUSX TOHKOW KHIIKH,
IpU CHIDKCHUM CHHTE3a KHILIEYHBIX (DEPMEHTOB U CHOCOOHOCTH MEMOpaHbl SHTEPO-
IIUTOB aJCOPOMPOBATH MOJOCTHBIC (hepMEHTHI [4, 5].

DOHTeponaTus ¢ HapylIIEHUEM MEMOpPAHHOIO MUIIEBAPEHUS KIMHUYECKH Xapak-
TEPU3YETCS IUIOXOM MEPEHOCUMOCTBIO MHILEBBIX MPOJYKTOB M3-3a CHWKEHHS, KaK
yKe ckazaHo Bblle, pepmentatuBHOM aktuBHOCTU COTK. Pe3ynbTaThl uccienoBa-
HUM, NpPOBEJECHHBIX B MOCKOBCKOM KiMHMYeCKOM HaydyHOM LeHTpe (MKLT) um.
A. C. JloruHoBa, oKa3ajid, 4TO MPUYMHON B3AYyTHUS )KMBOTA (METEOpU3Ma), HapylIe-
HUS cTyJa (Jaie quapen), 601 U AuckoM@opTa B KUBOTE SIBIETCA 1eQULUT JUca-
xapuaa3z — pepmentoB COTK, obecneunBaromux KOHEUHbIE CTaJAUNA TUIPOIU3a YI-
71eBOAOB. B cBOIO ouepenb, HapylIEHHE KHUIIEYHOTO MUIIEBAPEHUS CO3/1AET YCIOBHS
JUISL pa3BUTHUS CUHAPOMA U30BITOUHOTO OakTepuanbHoro pocra B kuiieunuke (CHUBP)
[4, 5, 10-12].

Kaxkue xe Bompockl cieAyeT yTOYHATh PU U3YYEHUH MUILEBOrO aHAMHE3a Ma-
nuenToB? C kakou 1enpio? — C 1enpio BeIIBICHHA Kak cumnTomoB DOHMII, Tak
U caenayrouien 3a 3tuM knuHudeckord kaptuHbel CPK. Ilpu onpoce nanpieHTa MOXHO
3aMoA03pUTh M BBISICHUTH Hajuuue AePUIMTAa aucaxapuaas (JakTasbl, caxapasbl,
MajbTa3bl U [IIIOKOAMMJIIA3BI), TO €CTh IUIOXYIO MEPEHOCUMOCTh MPOIYKTOB, CONEp-
KAIIUX JIAKTO3y (MOJIOUHBIE MPOAYKTHI), TIIOKO3Y U PPYKTO3y (caxap, ClajiKue mpo-
IOYKThI) U Kpaxmain (KapTodesb, KPYIbl U T. I1.).

JleueOHOMY MHUTaHWIO MAMEHTOB C MATOJIOTMEW KUIIEYHHKA BCET/a YIENsUIOChH
MEepPBOCTENEHHOE BHUMaHKE. JlaBHO U3BECTHBI JieueOHbIe CTOJbI 110 [1eB3nepy Ne 4—4s.
A Takxe BpayaMm H3BECTHBI OOJIbHBIE C IJIOXOW MEPEHOCUMOCTBIO MOJIOKA, (PPYKTOB,
OBOILIEH, CIIAZ0CTEN B BUIE MEIA, BAPEHUM, COIEPKAIIUX JIETKO YCBAUBAEMbIE YIIIEBO-
abl. Takye manyueHTsl IPUANPUUBEI K €]1e U «11epeOuparoT» €€, HO BeIb €CJIM OHU 3TOTO
HE JIeJal0T, TO UX HAJ0 HAY4YUTh: HAYUUTh pa3duparbcs B cede, B peakLusix opraHuma
Ha MPUHATYIO MUILLY U €€ KOJIMYECTBO. B anroput™ nedeHrs Takux MaldeHTOB MOKHO
BBECTHU JIMETY C HU3KUM COJIEP>KaHUEM YTJIEBOJIOB, MU3BECTHYIO, Kak auery FODMAP,
Osarojapst KOTOpOW yMEHBIIIAETCA HAarpy3ka Ha (pepMeHTaTHUBHBIE CHUCTEMBI, oOecre-
YHUBaroIIKe pabOTy MUIIIEBAPEHHUS B YCIOBUAX Aeduitura aucaxapuzaas [13, 14].
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Takum 00pa3om, n3yyasi MUIIEBON aHAMHE3 MAIMEHTOB, C OJTHON CTOPOHBI, MBI
MO’KEM YTOUHMTH NMOTEHIMAIBHBIN Je(ULUT Aucaxapuaas, yTo OyJIeT COOTBETCTBO-
BaTh IpyNIe OOJbHBIX C SHTEpONATHEN, 00YCIOBIEHHON HapylIeHHEM MEMOPAHHOTO
nuieBapenus. C Apyroil CTOpoOHbI, MOKHO BBISIBUTH HAIlUEHTOB ¢ OAHAJIBHBIM IIEpe-
€aHUEM ONPEEICHHBIX TPOIYKTOB, NEPErPY3KOM MUILEBAPUTEIBHO-TPAHCIIOPTHOTO
rpoliecca B KuIIeyHuke ¢ npucoeanHenrem kaptuHsl CPK. B oboux ciyvasx k 0o-
Jie€ MHAMBUYAIbHBIM METOJaM JICUEHHS] U PEKOMEHIAUSAM Bpayy, a IOTOM U Malu-
eHty, momoxxet auera low FODMAP [14].

Juera c¢ orpanudennem yriaeBogoB FODMAP (aumera low FODMAP).
[Tonb3ysick MUTEPATypPHBIMU UCTOYHUKAMU, JaJUM XapaKTEpPUCTUKY 3TOU auetsl [13,
14]. Yacto nuIa COACPKUT ONPEACICHHBIC YIIIEBOIbI, KOTOPBIE XOPOIIO PACIICTLISI-
I0TCSI B KHILIEYHUKE, OJIHAKO IJIOXO BCACBIBAIOTCS WIJIM BOOOLIE HE BCACHIBAIOTCS.
K HUM oTHOCSTCS NakTo3a, (pyKTO3a, (PpyKTaHbl, ralakTaHbl U CaXapHbIE CIHUPTHI.
Jlannbpie BemecTBa Obun 00beauHEeHb! B rpynny FODMAP, 4ro o3HaudaeT rpymnmy
dbepmentupyembix (F) yrieBogoB — omuro- (O), mu- (D) u monocaxapunos (M),
a Taxoke nonuonoB (P). Korga oHu moMHOCTBIO HE YCBAaMBAIOTCS OPraHU3MOM 4EJo-
BEKa, UX JIETKO ()EPMEHTUPYIOT KUIIEUYHbIE OaKTEPUH, UTO MOKET BBI3bIBATH pa3Ivy-
HBIE MTPOOJIEMBI € KEITyJTOUHO-KUILIEUYHBIM TpakToM. PazpaboTana 3Ta quera KoMaH10i
3 YHuBepcutera MoHama B ABCTpajiuu, Bo3riamisemas npodeccopom Ilurepom
['n6conom, Brrouas gokropa Cero llenepa u apyrux y4deHsix [6, 7].

JlakTa3Has HEAOCTaTOYHOCTD Y B3POCJIOr0 YeJIOBEKa — 3TO CHUKEHHE AKTUBHO-
CTH (pepMEeHTa JaKTa3bl, KOTOpas paculeruisieT MOJIOYHBINA caxap JIaKTO3y B MPOCBETE
TOHKOM KHIIKH. C BO3pacTOM YBEJIMYMBAETCS BEPOSTHOCTh PAa3BUTHS JIAKTA3HOM He-
JOCTaTOYHOCTH, TaK KaK CHU)KAETCS aKTMBHOCTH (hepMEHTa MpHU Iepexone OT Ipya-
HOTO BCKapMJIMBaHMs Ha B3pOCHbId Tull nuTaHus. [lpu HekoTopbIX 3aboseBaHMSIX
KHUILIEYHUKA MH(PEKIMOHHOTO M BOCHAIUTEIBHOIO XapaKTepa MOXKET pa3BUBATHCA
BTOPUYHAs JIAKTa3HAasi HEJOCTATOYHOCTh. [IpyM HU3KOM AKTUBHOCTHM JIAKTa3bl IJIOXO
pacuieriieTcsl MOJIOYHBIA caxap, U MpU YHOTPEOJIEHUH MPOAYKTOB € OOJIBIIUM KO-
JMYECTBOM JIAKTO3bl 00pa3yeTcsl MOBBIINIEHHOE KOJWYECTBO ra30B B KHUIICYHHKE,
B3ayTHE. [Ipr BBICOKOM OCMOTHYECKON aKTMBHOCTH BHYTPUKHILIEYHOTO COJIEPKUMO-
ro B IMPOCBET KHUILIEYHHKA MEPEMEIIAETCs )KHUJIKOCTh, YTO COMPOBOXKIAETCS MOCa0-
JIeHHeM cTyJia a0 auapeu [13, 14].

@pyKTO3a, KaK U JPYTUe YIiIeBOAbl, BCACHIBAETCS B TOHKOM KHILKE, HO BO3MOX-
HOCTh YCBOEHUS (PPYKTO3bl B KHIIIEYHUKE YesIoBeKa orpannyeHa. [1o qaHHbIM uccre-
JIOBaHUM Ha 3I0POBBIX JTOOPOBOJIbIIAX MOKA3aHO, YTO 15 T (pyKTO3BI BCachiBaeTCs
y 100 % nuu, 25 r ppykroszsl —y 90 %, Ho 103y 50 r MoryT ycBouth 20—-30 % num.
15 r ¢dpykTO3BI — 1032, KOTOpasi XOPOIIO MEPEHOCUTCS IPAKTUUECKHU BCEMU 310PO-
BbIMH J10AbMH. Takoe xonmuuecTBO (PppykTo3nl copepxkutcs B 250 r s6mok, B 300 T
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rpyumt u B 100 r xyparu. Kpome ¢ppykToB u siroa, GppykTo3a B OOJIBIIOM KOJIUYECTBE
COJIEPKUTCS B M€Jle, KYKYpPY3HOM CHPOIIE, BXOJUT B COCTaB IPOMBIIUICHHBIX MPO-
AYKTOB muTaHus [5, 7, 15].

Hpyrue yrneBoasli FODMAP. ®pykTtaHbl — 3TO YIJIEBOJBI, COACpIKAITUECS
B MIIICHUIIE, JTyKe, YecHOKe U Ap. OHM HE MOABEPraroTCs BCACHIBAHUIO B KUIICUHUKE,
CITyXaT MUILEH I OAKTEPUIl TOJICTON KUIIKU, YTO TAKXKE SIBISIETCS MOBOJIOM K 00pa-
30BaHUIO M30BITOYHOTO KOJMYECTBA KUIIEYHBIX Ta30B. Kopoue roBopsi, yrieBoibl, Ko-
TOpBIE B TOHKOW KHUIIIKE 37I0POBOTO YEJIOBEKA HE BCACHIBAIOTCS, MOCTYMAIOT B TOJCTYIO
KUIIKY, pacHICTISIOTCS B HEM C 00pa3oBaHMEM Ta30B — 3TO HOPMAaJbHBIM MpOIIECC.
OnHako, KaK TOJIBKO TaKUX YIJIEBOJIOB B pallMOHE CTAHOBUTCS OOJIbIIIE, Ta30B 00pa3yeT-
cst OOJIBIIIE, TIOSBIIAIOTCS JKAIOOBI Y MAIMEHTOB Ha B3IyTHE KHUBOTA, 00 [6, 7, 13, 14].

["anmakTaHbl TOKE OTHOCSTCS K YTIIEBOJaM, KOTOPBIE MTPAKTUYECKH HE BCACHIBAIOT-
Csl B KMIIIEUHUKE U3-3a OTCYTCTBUS HeoOxoaumoro gepmenTa. [Ipexae yuem moapoOHee
OTKCaTh TaJlaKTaHbl, HATOMHUM, Ha KaKHe TPYIIIBI TOIPA3ACIISIIOTCS YTICBOIbI.

[IpocTeie yrieBoAbl, WIM MOHOCAXapHIIbl, COCTOAT U3 OJHOM MOJEKYJbI. [ Jt0-
K032, ()PYKTO32a U TajJaKT03a OTHOCSTCS K 3TOM rpymime.

CnoxHble YIJIeBOABI IMOCTPOEHBI W3 HECKOJIBKMX MOJIEKYJl MOHOCAaXapuIoB
U JICJISITCSL HA HECKOJIbKO moarpyri. [lepBas moarpymnma — aucaxapujbl, KOTOPbIE
BKJIIOYAIOT J[BA MPOCTHIX yrieBoaa. Caxapo3a (OCHOBHOW KOMIIOHEHT MHUIIEBOTO Ca-
Xapa) COCTOUT U3 TIIOKO3bI U PPYKTO3bl. ManpT03a — 3TO JBE MOJIEKYJIBI TIFOKO3HI.
JlakTo3a (MOJIOUHBIN caxap) — 3TO TIIIOK03a IJII0C FalakTo3a, a TaKke Mearuonosza —
TJII0KO3a TUTIOC TajlakTo3a. CTOMT OTMETUTh, YTO IS MenOno3bl XxapakTepHa o (1,6)
TJIMKO3UHAS CBS3b MEXKY MOJIEKYJIaMH TIFOKO3bl U TallaKTO3bl, a ISl JIAKTO3bI Xa-
paktepHa 3 (1,4) riuko3uaHas CBSI3b MEXKIY STUMH MoJieKyJaMu. Menubrosa BcTpe-
qaeTcs B pupo/ie B cBoOoaHoi hopme. Comepxutcs B kopelHbix 600ax, kapToderne
U JIp. pacTeHUsIX, B HEOOJIbIINX KondyecTBax B Meze [15-17].

Crnenytomiasi MOATPYITA CIOKHBIX YTTIEBOJAOB — OJUTOCaXapHbl, OHH COCTOSIT
U3 HECKOJIBKUX MOJIEKYH (3—4 u GoJee) mpocThIX yrieBoaoB. CeMelcTBO onmrocaxa-
puaoB padduHO3BI MPEeACTaBISET cOO0N anb(a-raakToO3WIbHbIE IPOU3BOIHbIE Caxa-
pO3bI, M1 HanboJiee PacPOCTPAHCHHBIMU SIBIISIOTCS Tpucaxapua padpduHosa, TeTpa-
caxapHj cTaxuo3a U neHTacaxapu] Bepoacko3a. OHM OBCEMECTHO PacIpOCTPaHEHbI
B PaCTEHMSIX, B OOJIBIIIOM KOJMUYECTBE B CEMEHAX, 3aHMMAIOT BTOPOE MECTO TOCE ca-
Xapo3bl Mo KoindecTBy. OCOOEHHOCTh ATHX OJUTOCaXapUA0B 3aKIKOYAECTCS B TOM,
YTO caxapo3a CBsi3aHa B HUX C rajakto3oi o(1,6) rMKo3UIHON CBSA3BI0, KOTOpAs yKe
YIOMHUHAJAch BHIIIE MPU XapaKTEPUCTUKE IUcaxapuaa Mennono3sl. IMeHHO 3Ta Xu-
MUYECKas CBS3b MEXKAY MOJIEKYJaMH YTJIEBOJOB HIPAET BAKHYIO POJIb B Pa3BUTHH
B3JIyTHS KMBOTA, MOBBIIIEHHOW 3aTa30BAHHOCTH KUIIIEYHUKA, OHA MOXKET OBITh TUIPO-
JM30BaHa C MOMOIIBI0 (hepMeHTa anb(a-rajakTo3uaazbl. OepMeHT 3TOT B MUILEBAPU-
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TETHHOM TPAKTE YeJIOBEKAa HEe OOHAPYXKEH, U MPOAYIHUPYETCS OH TOJBKO KUIIECYHBIMU
oakrepusimu [15-17]. Takum 06pazom, Mbl pa3o0paMCh C TPYIION TaJIaKTaHOB (HMJIH
raJlakTOOJIUTOCAaXapUI0B), TOCKOJIBKY OHHM BCE COJEPKAT B CBOEM COCTaBE OAHY WM
HECKOJIBKO MOJIEKYJ rajiakTo3bl. [IoBTOpHUM, UTO K ATOM TpyIIIe OTHOCATCS MEIMOno3a,
padduHO3a, cTaxrosa u Bepdacxosa. B kakux xe MpoayKTax OHH CoJepkaTcs?

Paddunoza nmpucyrcTByeT B pa3inMUHBIX MPOIYKTaX MUTaHUs, OOIbIIEE €€ KO-
JTUYECTBO — B 0600ax, OETOKOYaHHON M OPIOCCETBCKOMN KaIycTe, KaimycTe OPOKKOJIH,
IEJTbHBIX 3JIaKaxX, apTUIIIOKAaX, CBeKIIe, coe [15].

Menuburo3a, Kak yKe cKazaHo, npeobOnagaeT B kKaptodene, kopelHbx 600ax,
Karycte Bcex BuioB [18].

Craxuo3a — B 6000BBIX KyJbTypax (000bI, cosi, pacosp), a Takke B BUHOTPAJIE
[16, 17].

N3yyas nuieBold aHamMHE3 MalMeHTa ¢ Kajgo0aMu Ha B3AYyTHUE JKUBOTA, BO3-
MOXHO COTMPOBOKIAMONIEECS] OOJISIMH Pa3HOH CTEIEHW BBIPAKEHHOCTH, CIICTYET
YTOYHUTH YIOTPeOJIeHUE BBINICYKA3aHHBIX MPOIYKTOB, UX YAaCTOTY B MEHIO, 00beM
MOPIIMH, BEIYIINX K MOSBICHUIO 5Kall00 U KIIMHUYECKHUX MTPOSIBICHUM.

Ceituac pacmmdpyem nocnenHow 0ykBy nuetsi FODMAP — 6yksy P.

[Tonnonbl — TUAPOTEeHU3UPOBAHHBIC YIIIEBOIbI, KOTOPHIE UCIIOJIB3YIOTCS B Kaue-
CTBE 3aMeHuTeNs caxapa. OCHOBHAsI 1MOJIh3a TOJIUOJIOB B TOM, YTO OHH JAIOT TAKYIO KE
CJIaJIOCTh, UTO U OOBIYHBIN caxap, HO 00J1aal0T MEHbIIEeH KAIOPUITHOCTHIO OT 0,2 KKaJ
(aputpuT) 10 2,6 xkkai (copobur). [1oa1oaBI — 3TO MHOTOATOMHBIE CIIUPThI, UMEIOIITUE
B CBOEH MOJIeKyJie 0oJiee OJTHON TUIPOKCUIBHOM IpYIIbl. B XUMHUECKU 2KCTparupo-
BaHHOUM (pOpME OHU BXOJST B COCTaB KEBATEJIbHBIX PE3NHOK, MOPOKEHOTO, BBITICYKH,
HANUTKOB. B kadecTBe mojcnacTuTens ux J00aBisiOT B HAUUHKH, HOTYPTHI. [1ommosbt
cojiepkaTcsi B aOpukocax, rpudax, IBETHOM Kamycre. B muIeBoi mpoMBITTUICHHOCTH
MIPUMEHSIIOT B OCHOBHOM CII/YIOIIME TIOJMOJIBI: copOUuT, MaHHUT (MaHHuTOMN) E 421,
m3oManbTuT E 953, cupon copbuta E 420, cupon manbtuta E 965, ManbTuT, 1aKTUT
E 966, xcriut E 967, sputput E 968. CornacHo nanHsiM BcemupHON opranuzanuu
3/IpaBOOXPAHEHUs, MOJIHOJIBI OTHOCATCS K Oe3omacHbIM BeriecTBaM. [loGounbie 3¢-
(dekThl (B3ayTHE, TUapesi) MOTYT BOHUKHYTH TP YIMOTPEOJICHUN WX B OOJBIIIOM KO-
nndectBe. Ha 3T mojcnactuTeny v MpoyKThl TOXKE CIEAyeT OOpaTUTh BHUMAHHUE KaK
Bpayy, TakK ¥ MalMeHTy MpH mosBiacHUH kanob co croponsl JKKT [13, 18].

JIBa croBa o monucaxapuaax. OHU COCTOAT U3 MHOXECTBA MPOCTHIX YIJICBOJIOB.
[IpeacTaBuTeny 3TOW MOATPYIITBI — Kpaxmall, MeJUTI0103a, TIMKOTeH. CII0KHBIC YT-
JICBOBI HEJIETKO YCBAaMBAIOTCS, HO B MMTAHUM OHM Ba)KHBI. VX HA3BIBAIOT MHUIIICBBIMH
BOJIOKHAMH, TaK KaK OHU YIIYYIIAlOT IMHUIIEBAPEHUE W CIIOCOOCTBYIOT YIyUIICHHUIO
MEePUCTANBTUKN KUIIEYHUKA. Kpaxman — OCHOBHOM yTJIEBOJ MHINU YEJIOBEKA, €To
pacmieruisier ¢hepMeHT amminaza. OH HaKalIMBAeTCs B JIUCThAX, CEMEHAX, KIyOHSX,
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KOpPHEBUIIAX, JIyKOBUIIaX. B 3epHax puca kpaxmana 1o 86 %, mmenursr — mo 75 %,
B KIIyOHsX KapTodens — 10 25 %. ['mukoreH — 3To pe3epBHBIN YTIEBO] KUBOTHBIX.
HakannuBaercs B neuenu 10 20 %, B Mbimmnax — 4 %, B HEOOJIBIIOM KOJIUYECTBE
B MTOYKaX, KJIETKaX MO3ra M JIeHKOIUTax KpoBHU. ECTh TIIMKOreH U B KJIETKax IpuOOB
u npoxoxen. Llemnono3a — 3TO OCHOBHOM CTPYKTYPHBIM IMOJIKCaXapuj KJIETOYHOU
CTEHKH pacTEHUH, B HEM akKKyMyiupyeTcs okoio 50 % Bcero yriepoaa omochepsl.
[Tomoraet mepeBapuBaTh MEILTIOI03Y MUKPOGIOpa, BXOASIIAS B COCTaB MUKPODIIO-
PBI TOJICTOTO KHMIIIEYHHKA YeoBeka [15-17].

BriBoabI

B nepByto odepenpb cieayeT NoYepKHYTh CXOKHE O0IIMe KIMHUYECKHUE TIPOsiB-
JICHUS, 3aKJII0YAIOIIecs B a0JIOMUHAIIEHOM 0OJIEBOM CHHAPOME, B3IyTUH, U3ITUIITHEH
3ara30BaHHOCTH, HAPYIICHUU CTYyJia B PAaCCMATPUBAEMbIX HAMU KJIMHUYECKUX CUTYa-
nusix. Kakue e mpuuuHbl TPUBOJAT K TAKOW KIMHUYECKOW KAPTHUHE, ITOBTOPSIOMICHCS
W30 JHS B JIEHb, MOJJIEPKUBAIOIIECH TUCKOM(OPTHOE COCTOsTHUE ManueHToB? OTBET
MBI CTapaJIUCh J1aTh B OMUCAHHWM MPOSBICHUI SHTEPONATUM C HAPYIICHHEM MEM-
OpaHHOTO TUIIIEBApeHUs U3-3a CHIKeHUs pepmentaruBHor aktuBHocTH COTK (me-
¢dunura nucaxapuaasz). B aToil CBA3M MOJUYEPKHYTA BAXKHOCTh M3YYEHUS IMHIIEBOTO
aHaMHE3a Yy TaKWX MalMEHTOB, BBIABICHUS IUIOXOM MEPEHOCMMOCTH KOHKPETHBIX
MUILEBBIX MNPOAYKTOB. JlanbHelIas 1eiab — HEoOXoAuMas MUIIEBasl KOPPEKIIus
C JIeueOHOM 1IeNIbI0, C 1IEJIbI0 BOCCTAHOBJICHUS KOM(OPTHOTO COCTOSIHUSI MPOLIECCOB
MuIeBapeHus. 37ech K€ MpUBEJCHA JUeTa C OrPAHUYCHUEM YIJIEBOJOB, KOTOPHIC
MIJI0XO BCAChIBAIOTCS B TOHKOW KHUIIIKE, HO JIETKO (PEPMEHTUPYIOTCS] KUIIICUHBIMHU OaK-
TEPUSIMHU, YTO CO3JAeT MyTh K MpoOieMaM B KEITyJOUYHO-KUIIEYHOM TpakTe: ¢uiary-
neHmus, oonu. Oto nuera low FODMAP.

Kpome Toro, onrcana rpyrmmna oJurocaxapujioB 1 OpoJayKTOB MX COJEpKalIUX,
KOTOpbIE THAPOJM3YIOTCA C MOMOIIBI0 (pepMeHTa anbda-raJakTo3ujasbl, HO, Kak
0Ka3ajoch, 3TOT (PEPMEHT OTCYTCTBYET Yy uejoBeka. OH MpOoaAylUPYETCs TOIbKO KH-
IIEYHBIMU OaKTEpUSIMHU, TMOITOMY MpPHU MEpPeeaHuH, 4acTOM YMOTpeOJEeHUU, YIIO-
TpeOeHUr OONBIIMX MOPUUM TaKUX MPOAYKTOB BHOBH W BHOBB IMOSBISIOTCA U Oec-
MOKOST 007U U IaTyJICHIUS, TPUXOSIINE MOCTa0IeHUs CTyJIa, HapyIlleHne 00IIero
caMouyBCcTBHs. W 37€Ch MOMOrarT JIaHHBIE MUILIEBOTO aHAMHE3a W KOPPEKIUS M-
IEBOTO TOBeAeHH. BakHo, Takke, ycremHoe mpoBefeHue auddepeHmaibHOro
JIMarHo3a y MaiueHTOB C OJTHOTUIIHBIMU KIMHUYECKUMU MPOSIBJICHUSIMU CO CTOPOHBI
KEJTYI0YHO-KUIIIEYHOTO TPaKTa.
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B. H. Kypuenkoea, H. B. Kanpanoe, H. A. Illlonomuyxan-Iynresuu

KJIACCUDPUKAIIUA PACCTPOUCTB, CBSI3AHHBIX C I''TIOTEHOM.
JAUATHOCTHYECKHUE BO3MOKHOCTH

BBenenue

B crartbe onmcaHsl Bce TpU paszena KilacCu(pUKalud pacCTPOKCTB, CBA3AHHBIX
¢ rmoTeHoM. C caMoro Hauaja Hallero W3J0KE€HHs aKLEHT CAEJIaH Ha pasJiesie, Me-
HEE OCBEIICHHOM B MEIWUIMHCKOW JIMTEpPAType, peub HUIET O HEUEIMAKUNHOM YyB-
ctButenbHocTH K mmoTeHy (HIUID). Kak oTmewaror MeXayHapoAHBIE SKCIEPTHI,
pPacIpoCTPaHEHHOCTh 3TOT0 COCTOSIHUSI B MHUpe 0o0Jibllle, YeM IEIHAKUU U aJUIepruu
k nmenune. Tpurrepamu pazsutus HI{UIT kpome rimtoreHa MOTYT OBITh HEIJIIOTEHO-
Bble Oenku ATl — uHrubutops! TpuricuHa u amuiasel. ATl — 310 Tpynma u3 He-
CKOJIBKMX HU3KOMOJIEKYJISIPHBIX OEJIKOB, BBICOKOYCTOMYMBBIX K MPOTEOIU3Y B KHUILIECY-
Huke. B 3epHax mmenunsl ATl HaxomsTcs B CETH IIIOTEHOBBIX OenkoB. [IpoyKThl,
HE coJiepxalue riaoTeH, He coaepxkaTr u ATI. JlaHbl neTtanu KIMHUYECKOW KapTUHBI,
KaK CO CTOPOHBI KHILIEYHHKA, TaK W BHEKUIIEeUHble cuMmnToMbl. HIUI' Ha3piBaroT
«TJIOTEH-9YyBCTBUTENBHBIM CHHIPOMOM pPa3IpaXKeHHOI0 KUIIEYHMKA. [IpuBeneHsl
kpurepun ConepHo — auarHoctudeckuit anroput™m HI[UI'. B nByx mocnemyromux
4acTsaX MpejcTaBlieHa MH(popManus O LUeIHaKud, UIMMYHOOIIOCPEIOBAHHOM CHCTEM-
HOM 3a00JIEBaHUH, U COBPEMEHHBIE BO3MOKHOCTH €€ JUArHOCTUKH, a TAK)KE OMUCAHBI
BApUAHTHI AJUIEPTUM HA MIIEHMIYy. B cocTaB mImeHUIbl BXOAAT 0oJiee TpexcoT Oer-
KOB, TPH JECATKA U3 HUX MPHU3HAHbI aJUNIEpreHHbIMU. B Kaxx0M paszene npeacrasie-
Ha KJIMHUYECKAasi KapTUHA, METOJIbl JUATHOCTUKHU U JICYEHUE.

Jlns mocranoBku nuarnoza HIIUIT HeoOXoauMo yCTaHOBHTH CBSI3b CUMIITOMOB
C IPUEMOM TIJIFOTEHA, JI0Ka3aTh OTCYTCTBHUE CEPOJIOTMYECKMX MAPKEPOB LEIUAKUU
Y MCKJIFOYNTH aJUIEPTHIO HA NIIEHULY. Bce 3Th 3Tansl H3J10KEHBI B CTATHE.

Omnpenenenue, kiaccupurkanusa. B despane 2011 r. pesynbratom padoueit
BCTPEUYM €BPOIEUCKUX 3KcnepToB B JIOHIOHE cTana KiaccHu(pUKalus pacCTPOUCTB,
CBSI3aHHBIX C TJIFOTEHOM, OCHOBaHHAs Ha MX MATOTE€HE3E:

— AytouMMmyHHBIE paccTpoiicTBa: nenuakus (CD), repneTudopMHBIN 1epMaTUT
(DH), aTakcwus ritoTeHa.

— He ayronmMyHHBIE, HE alIEepruyecKue: pacCTpOrCTBAa ¢ HEU3BECTHOW ITPUYH-
HOH, BEPOATHO, MUMMYHOMOJIYJIMPOBAaHHBIC: HELEIUAKWIbHAS YYBCTBUTEIBHOCTb
k rmoreny (HIUT, NCGS).

— Annepruueckue: nuieBast auieprus (IgE-onocpenorannast u e IgE-omocpe-
JOBaHHas ), aHauIakcus, Bei3BaHHas ¢puznueckumu ynpaxsenusimu (WDEIA), actma
belikepa, KOHTaKTHBIN AEPMATHUT.
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K nayamy XXI B. caenan BbIBOJ, YTO MEPEYCHb MITIOTEH-ACCOLMHUPOBAHHBIX 3200-
JIEBaHUI, KpOME LEINAKNUU U aJVIEPTUH Ha MIIECHUILY, BKIIFOYAET U APYTUE COCTOSHUA.

I'mioTeHoOBasi YyBCTBUTEJIbHOCTh, He cBsi3aHHasl ¢ neauakueid (I'THIL) onpe-
JENSETCS KaK CHHIPOM C Pa3JIMYHbIMA KUIIEYHBIMU U BHEKHUILIEYHBIMA CUMIITOMaMHU
nocJie mpuemMa rII0TEeHCOAepKAIIUX MPOIYKTOB Y JUI] 0€3 HeTHakiuH U aJlJIepruu Ha
nueHuy. OTHOCATCS K 3TOMY TEPMHHY KakK CIIOPHOMY HM3-3a TOTO, YTO IJIFOTEH, Be-
POSITHO, HE €IMHCTBEHHBIN OCJIOK, YJACTBYIOIIUN B PA3BUTHH KIMHUYECKONH CUMIITO-
MaTUKHU. 16 BeAylIMX SKCHEPTOB M3 Pa3HbIX CTpaH Npennoxkuiau Hazpanue HI(UI,
KOTOpoe B OOJbIIEH CTENEeHH pa3rpaHUuMBaeT ero ¢ ueiauakuen. [Ipenmonaraercs,
YTO PacHpOCTPAHEHHOCTh 3TOTO COCTOSIHUSL B MUpE OOJIbIle, YeM LIeIMaKUu WIIN all-
JIEPTUM K MIIEHUIE, U cocTaBieT oT 0,6 1o 6 % B momynsiuuu, N0 APYTUM JaHHBIM,
naxe 10 13 % [1, 2].

Jwnarno3z HIIUI' — nuarHo3 WCKIIOYEHHs. Y CTAaHABIMBAIOT €ro y MalueHTa
C ’)KaJI00aMH Ha KUIIEYHbIE U OOIIME CUMIITOMBI, TOJIBKO MPU OTPULIATEIBHBIX CEPO-
JIOTUYECKHX, aJUIEPrOJIOTMYECKUX U THUCTOJIOTMYECKUX AaHHbIX. Kpome Toro, qomkHa
OBITh YCTAHOBJICHA CBSI3b CUMIITOMOB C IIPHUEMOM TJIIOTE€HA: YIMOTpeOIeHUE TIIIOTCH-
COJIEpIKAIIUX MPOAYKTOB MPOBOLIMPYET CUMIITOMBI, & UCKIIFOUEHUE UX U3 TUETHI BOC-
cranaBiuBaeT cocrosiHue [8, 20]. ¥V 6onpHBIX ¢ HIIUI wacTo oTMeuaercst HapyIieHHE
TOJIEPAHTHOCTH W K JPYroil muie, BKItOYas OEJIOK KOPOBBETO MOJOKA, SULO U JIp.
ITosTOMy BO3MOKHO CyIIECTBOBaHUE, MO KpaitHeld mepe, naByx (opm HIUI: mep-
Basi — C HEMNEPEHOCUMOCTBIO TOJIBKO TJIIOTE€HA, BTOpasi — C HENEPEHOCUMOCTBIO
TIIIOTEHA, OeTka KOPOBBETO MOJIOKA, SUI] M APYTUX MPOAYKTOB [2].

Ecth manusie, uro okoj10 50 % mui ¢ HITUI umeror rerotunst HLA-DQ2/HLA-
DQ8. Ilpennonarator, yto Tpurrepamu pazsutus HI[UI momumo rmroreHa mMoryT
ObITh HerToTeHOBbIE Oenku ATl — HHTHOMTOPHI TPUIICMHA U aMUJIA3bl, a TaKXKe
dbepMeHTUpYEMbIE OJHUT0-, Ju-, MOHOcaxapuabl. ATl mpencraBnstoT Tpynmny U3 He-
CKOJBKUX (MATH wid Oosee) HU3KOMOJEKYJSIPHBIX OE€IKOB, BBICOKOYCTOMYMBBIX
K MPOTEOJU3Y Y KUIIEYHUKE. DT OEJIKH SBIISIIOTCS OCHOBHOW NMPUYMHOM pPa3BUTHUSA
ajulepruu npu OPOHXUATLHOM acTME MeKape 1 MOTyT yXYAIIAaTh COCTOSIHUE Y Mallu-
€HTOB C ayTOMMMYHHbIMHU 3a0ojneBaHusiMU. [moTen coctasisier 80-90 % obmero
Oenka B mmrenuiie, Ha Ao ATl mpuxoautcs 2—4 %. [lpu ynmorpebienun mimeHNY-
Hoil Myku 150-250 1/cyt B opranm3m noctymaer 0,5—-1 r ATIl. B 3epHax nmieHUIs!
ATI HaxonaTcs B CETH TIOTEHOBBIX 0ekoB. [IpoayKThl, HE coepKaline ritoTeH, He
conepxat u ATI. Pone ATI B passutun HITUI npomomkaer usydarbes [1].

Bpemst oT mpuema rimoTeHCOAEpKAIIUX MPOAYKTOB IO Pa3BUTHS CHUMIITOMOB
npu HITUI xosebercst OT HECKOJIBKUX YaCOB JI0 HECKOJIBKHUX JTHEH.

Knunnueckas kapruna HIUI'. KiimHanka HanmoMuHAaeT CUMIITOMBI CHHIIPOMA
pazapaxenHoro kumeunuka (CPK): Gonp B uBOTe, B3AyTHE, YepEelIOBaHHUE AHAPEs]
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1 3a1opa, TOIHOTY. BHEKUIIIEYHbIE CUMIITOMBI MOTYT OBITh €TUHCTBEHHBIMH MPOSB-
nenusimu HIIUD' — 310 ronmoBHast 60k, 00JIb B MBIIIIAX, CYyJ0POTH, OHEMEHHE BEpX-
HUX WIA HIKHUX KOHEYHOCTEH, XPOHUYECKAsI YCTAIOCTh, HEYETKOCTh MBIIUICHUS —
«3aTyMaHEHHBIN yM», MIOTEPS] MACCHI TE€JIa U aHEMUSA. MOTryT MOSBISATHCS PACCTPOM-
CTBa MOBEJICHUA: HApYIIICHUE BHUMAHUS U Jenpeccusi. BpICKa3bIBAIOT MPEITONIOKEHUE
O BIIMSIHUU TIOBBIIICHHON KUINIEYHOW MPOHUIIAEMOCTH (IPU JIOCIIOBHOM MEPEBOJIC —
«CUHAPOM JBIpBON KuIIKmM», «leaky gut syndromey). 3To mo3BoisSIeT MIIOTEHY WIN
IpyruM OejKaM TIICHUIbl TPOUTH Oaphep KHIIEYHUKA, MPOHUKHYTh B CHUCTEMHBIN
KPOBOTOK, 3aT€M 4epe3 reMaTodHIepanyeckuil 0apbep, BbI3bIBas HEHPO-BOCTAJICHUE
WJIM OKa3bIBaTh BIMSHUE HA NEHTPAIbHYIO HEPBHYIO CUCTEMY YEPE3 SH]IOTCHHBIE OIH-
aTel U cucreMy Heuporpancmuccnu. Bee vame HIUIT nuarnoctupyercs y nmanueHToB
¢ CPK c npeobnaganuem auapeid nim npu cMmemannon popme. HIUI™ naxe Ha3piBaroT
«TITIOTEH-YYBCTBUTEIBHBIM CHHAPOMOM Pa3pa)KCHHOTO KUIICYHUKay [4].

HMuarnoctuka HI{UI'. B cents6pe 2014 r. B Conepro (MTamus) Ha MexayHa-
POJIHOM COBEIIAHUM TIO TJIFOTEH-aCCOLIMUPOBAHHBIM 3a00JIEBAHUSIM PACCMOTPEH JHa-
rHoctudeckuii anroput™m HIUI (xputepun Conepno). HIIUIT moxeT ObiTh 3ammomo-
3p€Ha y MAIMEHTOB C MEPCUCTUPYIOIICH KUIIIEYHON U BHEKHUIIIEYHON CUMIITOMATUKOM,
KOHKPETHO aCCOI[MMPOBAHHON C MPUEMOM TIIFOTEHCOAEPKAIIUX MPOAYKTOB, IIPU J10-
Ka3aHHOM OTCYTCTBUHU CEpPOJOTUYECKUX MApPKEPOB LEIMAKUU U UCKIIIOUEHUS aJliep-
TUU Ha MIIEHUILY.

AJTOpPUTM COCTOUT U3 JIBYX 3TanoB: Ha 1 3Tane HeoOXOAMMO OUEHUTH dPPek-
TUBHOCThH O€3IMJIFOTEHOBOW AMETHI, HA 2 ATane MPOCIEIUTh COCTOSHUE TallMeHTa Ha
(doHe BBEJEHUS B PaIlMOH TIIFOTEHCOACPKAIMMX MPOAYKTOB (OKOJO 8 I/CyT) mocie
6-HenmenpHOrO Mepruoia OTKaza OT HUX. [[0JOKUTENEHBIM OTBETOM CUMTAETCSI CHHU-
’KEHUE MHTEHCHUBHOCTHU OT OJHOTO J10 Tpex cumnToMoB Ha 30 % u GoJiee uiam 0HOTO
CUMIITOMAa TPU OTCYTCTBUM YXYAIIEHUS APYTUX Ha MNPOTSHKEHUH, KaK MUHUMYM
3 Hegenb Habmoaenus. [Ipupoct natencuBHOCTH cuMnToMoB Ha 30 % u Gonee, Ha
(doHe mpuema coaep)KaluxX TIOTEH MPOAYKTOB, CUHUTACTCS TMOJIOKUTEIIbHBIM JHa-
rHOCTHYeCKUM Kkputepuem st HIUT [5].

I'1oTeH-acconunpoBaHHbie 3200/ 1€eBAHUS

Heaunakus. Ml noguepknynn, yro HI[UI' — nuarHo3 WCKIrOYEeHUS, MO3TOMY
Jajiee pacCMOTPHUM ITyTH JMATHOCTUKH JIPYTHX TIIIOTEH-aCCOIMUPOBAHHBIX 3a00JIeBa-
Hui. HauneMm ¢ nennakuu, npeACcTaBIsIOIIEd IMMYHOOIIOCPEIOBAHHOE CUCTEMHOE 3a-
OoJieBaHME, KOTOPOE BOSHUKAET B OTBET HA YNMOTPEOJICHUE TIIIOTEHA WU MPOJAMUHOB
TCHETUYECKH MPEIPacoiOKEeHHBIMU TIAlIMEHTaMH U XapaKTEepU3yeTCsl KOMOMHaIen
[IFOTEH3aBUCUMBIX KJIMHUYECKUX MPOSBICHUHN, BHIPAOOTKOM crieluUIecKuX aHTUTEI
(K TKaHEBOM TpaHCTIyTaMHHAa3€, SHAOMH3HUIO, J1€3aMUHUPOBAHHBIM MENTUAAM TJIHAa-
nuHa), HammaueM rarmiotunioB HLA-DQ2 w/umn HLA-DQS u saTeponatuu [1, 6].
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I'moTren mpencraBisier co0oi BaxHYI0 OENKOBYIO (DpakiMiO MIIEHULBI, PKU
U stluMeHs, cocTaBisis 10 80 % Maccel OJIKOB AHAOCIEpMa yKa3aHHBIX 371aKoB. [laH-
Has (pakuus B Pa3IMYHBIX 3J1aKax UMEET COOCTBEHHOE Ha3BaHUE (IJIMAIUHBI IIIe-
HUIIbI, CEKAJIMHBI P’KU, XOPJAECHUHBI SUMEHS), IPU 3TOM B MEAULIMHCKON JIUTEpaType
yKa3aHHbIE OeNKU O00bEeIWHEHBI OOIIMM Ha3BaHUEM «TJIIOTEH» C Y4eTOM (puiioreHe-
TUYECKOIO U CTPYKTYPHOTO CXOJCTBA, a TAKKE AHAJIOTMYHOTO BO3ACHCTBUS Ha opra-
HU3M 4elioBeka [6].

['muanvHel THIEHUIBl PACTIPENCNAIOTCA TpU dJeKTpodope3e Ha 4 OCHOBHBIC
¢pakuuu: o, B, Y 1 ©. brarogaps BHICOKOMY COJIEpKaHUIO IPOJIMHA JAHHBIE MTOJIUIIET-
TUJbI YCTONYMBBI K BO3IECHCTBUIO KEITYAOYHBIX, TAHKPEATUYECKUX U NHTECTUHAJIBHBIX
IIPOTENHA3, YTO OIPENEISIET COXPAHEHNE UX BBICOKOTO MMMYHOI'€HHOI'O ITOTEHIMAJIA
IpU MPOXOXKACHUH 4Yepe3 KEIyJOYHO-KHMILIEYHBIM TpakT uernoBeka. B cTpykrype
INIMaJNHA BBIIEIECHO HEe MeHee 50 AIUTONOB, CTUMYJIUPYIOIINUX AKTUBHOCTH T-TMM-
(OLUTOB CIU3UCTON OOOJOUKH KEITyT0YHO-KUIIIEYHOTO TPAKTA, OCHOBHBIM HHUIIMA-
TOPOM BOCITAJIMTEIIBHOIO OTBETA IPU3HAH 33-MEPHBIA NENTU, BBIAECICHHBIN B COCTA-
Be Op-(hpakiuu pekoMOuHaHTHOrO riuaauaa L. Shan u coast. B 2002 1. [6].

Hap;my C BBICOKOM YCTOﬁqHBOCTBm K BOBHCﬁCTBHIO OH3UMOB, CTPYKTYypa I'JII0-
TCHA YHHKAJIbHa CIOC M TCM, YTO COACPKUT IICIITHUIAHLBIC @paFMGHTbI, cOo3aaronimuc
BO3MOKHOCTbB €TI0 IIPOHUKHOBCHHUIO YCPC3 ANUTEIMAILHBIN 6apbep KHUIIICYHHNKA [6]

B peryjeinuid IpoOHUIOACMOCTH KHIICYHHUKA BAKHYIO POJIb UI'paCT 30HYIIMH —

OCJIOK TPYNIBI TaNTOrIOOWHOB, BEIpA0ATHIBAEMBI B TICYCHH W BHYTPEHHEM DITUTE-
JIUU U SBJISIOMANUCS BaXKHBIM MOIYJISATOPOM TECHBIX OEIKOBBIX COSCAMHEHUN B MEXK-
KJIETOYHOM TIpocTpaHcTBe. Jl0Ka3aHO, YTO OTIEIBHBIC SITUTOTBI TIIFOTCHA aKTUBHPY-
IOT DKCIPECCUI0 30HYJIMHA, YTO MPUBOAMUT K HAPYIICHUIO TECHBIX CBSI3EH MEKIY
SHTEpOLUTaMU. B pe3ynbTaTe MpoucxoauT U30bITOYHOE POHUKHOBEHHUE PA3TMYHbIX
AHTUTEHOB, BKJIIOYAs CaM TIIIOTEH, BO BHYTPEHHIOIO Cpey OpraHu3Ma M, Kak cie-
CTBHE, K aKTHUBAIlMM WMMYHHON CHCTEMbI U MPOAYKIIMU KOMIUIEKCA MPOBOCHATH-
TEJbHBIX [INTOKUHOB [2, 6].

CTpyKTypHBIE 3JIEMEHTHI TJIHaJMHA CIIOCOOHBI HE TOJIBKO aKTHMBUPOBATH T-Kile-
TOYHBIA IMMYHHBIH OTBET, HO ¥ TIPOBOLIUPOBATh pa3putHe IgE-onmocpenoBanHbIX an-
JICPTUYECKUX PEAKIII, YTO OTPESIIeT BRICOKHI aJlJIEPreHHbBIN TOTCHIIMAI TIICHH-
ubl. KnuHuyeckue uccinenoBaHusi NpoAEMOHCTpUPOBaIH, 4To y 60 % mMmanueHTos,
MMEIOIINX AJJICPTUYECKUE TPOSBICHUS TPU YMOTPEOJCHUU MIIEHUIIbI, BbIpaOaThI-
BaroTcs cnernuduueckne IgE x o- u B-rmuaguHaM ¥ HU3KOMOJICKYJISPHBIM CyOBheIu-
HUIIAM MIIEHUYHOTo Oenka, y 55 % oOcneqoBaHHBIX — K Y-TuaauHy, y 48 % —
K o-TauaanHaM, y 26 % — K BBICOKOMOJICKYJIIPHBIM CYOBEIUHUIIAM TIIEHUYHOTO
oenka. Takum oOpa3oM, CTPYKTYPHBIE OCOOCHHOCTH TIJIFOTCHA, BBICOKHM HMMMYHOTCH-
HBIA ¥ aJUIEPTeHHBIN MOTEHIINAI TIIOTEHCOAEPKAINX 371aKOB OMpenessieT ITUPOKU

CHEKTpP COCTOSIHUM, 00BbETMHEHHBIX B IPYIITY ITIOTEH-aCCOLMUPOBAHHBIX [6].
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YnoTpebiaeHue TI0TeHCOAEPKAITUX MPOAYKTOB SIBISETCS HEOOXOAMMBIM, HO HE
JOCTaTOYHBIM YCJIOBHEM pa3BUTHs lenuakuu. llennakuss — reHeTuyecku J1eTepMu-
HUPOBAHHOE 3a00JieBaHHE, B TATOTE€HE3€ KOTOPOro BaXXHYIO POJIb UTPAIOT T'€HBI
IJIaBHOTO KOMIUIEKCAa TMCTOCOBMECTUMOCTU M, B dacTHOCTH, ayienu DQ2 u DQS.
AmnTurensl, kogupyembie HLA-DQ2/DQS8, skcrpeccupyroTcsl Ha MOBEPXHOCTH aHTHU-
TCHIPE3CHTUPYIOMNUX KIETOK M TPEICTaBIAIOT COO0N OElIKH, COCTOSINE W3 JIBYX
nerneit (o 1 ). DTH MOJIKYJIbI yU4aCcTBYIOT B Mpe3eHTAIMK NenTuaoB rimaauaa CD4-
mumporutaM. AxtuBupoBaHHble CD4-muMboruTel TPOIYIUPYIOT TPOBOCIIAITATEIh-
HbI€ [IUTOKUHBI (MHTEPGEPOH Y, UHTEPICUKUHBI ), KOTOPbIE TOBPEXKIAI0T SHTEPOIUTHI
U CTUMYJHUPYIOT NpOAYKIMIO B-nmuMmdouutamu aHTUTEN K TJIHAIWHY, TKaHEBOU
TPAHCTIIyTaMUHA3€ U DHJIOMU3HUIO TOHKOW KHIIKH, KOTOPHIE MOMAaal0T B CUCTEMHBIM
KPOBOTOK M MOTYT OBITh BBISIBJIEHBI IIPH CEPOJIOTUYECKOM UCCIEIOBAHUH [6].

TxaneBasi Tpancriayramuua3za (TTT, tTG) otHocuTes K Tpymme GEepMEHTOB,
KOTOPBIE KaTATH3UPYIOT 00pa30BaHME CBsI3eH MEXIy aMHHOTPYIITIAMHA aMUHOKHCIIOT
1 KapOOKCHaMUIHBIMH TPYIIIAMHU TIIyTaMUHA. ITOT (PEPMEHT CHHTE3UPYETCS IIHUPO-
KUM CIIEKTPOM KJIETOK Pa3jM4YHOrO THMA U OOBIYHO HAXOJUTCA B MEXKKICTOUHOM
npoctpancTBe. 1TG nmoTpedsieTcst KIeTKaMu, KOTOpbIe YYaCcTBYIOT B TKaHEBOM pena-
panuu, U MHUIMUPYET 0Opa30BaHUE MOMEPEUYHBIX CBS3EH MEXKIY IKCTPAICIUTIONSP-
ueiMu Oenkamu. tTG aktuBupyer TGF-B (Tpanchopmupytromuii paktop pocta 6eta),
KOTOPBIN MU3MEHSET KOJIJIAar€HOBBIN CHHTE3 U HHAYIUpPYeT Tu(PepeHIMPOBKY IHATE-
JTUATBHBIX KJICTOK CIU3UCTON KumedHnka. Ogaum u3 cyoctparos tTG sBusercs nu-
IIIEBOM TJIMAIWH, COACPKAIIMK B OOJBIIOM KOJUYCCTBE AMUHOKHCIIOTY TIyTaMHH.
[Tox BozneiictBuem tTG rnmanuu npuodpeTaeT UMMYHOTEHHBIE CBOWCTBA, KOTOPHIE
y TIPeIPacioIOKEHHBIX JIUIl TPUBOIST K BOCTIAJICHUIO CIM3UCTOW 000TOYKH KHIIIKH.
B kumieunuke aktuBHa TT1 2-ro Thna. Y jrojiei, mpeapacrnoioxKEHHBIX K IETHaK1H,
aKTUBHOCTh TKAHEBOM TPAHCTIIyTaMUHA3bI TTOBBIIICHA B CIIM3UCTON KUIIICYHUKA.

Omnpenenenue anturen kinacca IgA k Tpancrimyramunase (anti-tTG2/IgA) seiset-
CSl YyBCTBUTEIILHBIM M CHEITU(PUIHBIM CIIOCOOOM TUArHOCTUKHU Tenruaku. OTMEUEHO,
YTO €CJIM KOHIICHTpAIUs aHTHTEN K TJHMaJuHy B KPOBH YMEHBIIIACTCS C BO3PACTOM
narueHTa, To KoHIeHTpanus aHTu-tTG ocTaercs Ha MOCTOSIHHOM ypoBHe [1, 6].

Omnpenenenre TUTpPa aHTUTEN UCIIONB3YETCS U JJII KOHTPOJISI MPU JICYCHHUH T1e-
muakun. [lpu Oe3riIOTEeHOBOW JHETe uYepe3 HECKOJIbKO MecCSIeB (OOBIYHO OKOJIO
6 MecsIIIeB) MPOUCXOIUT BHIPAKEHHOE CHUKEHUE KOJMYECTBA ayTOAHTHUTEII, UTO CBH-
JEeTeILCTBYET 00 ajJiekBaTHOM JieueHuu. AHTuTena kiacca IgA obnamaror 95-100 %
qyBcTBUTENbHOCThIO U 90-97 % crneuupuyHOCThIO B OTHOLIEHUU Lienuakuu. Ilo-
CKOJIBKY IETHAaKHs MOXET OBITh acCOIMMPOBaHa C JACPHUIIMTOM UMMYHOTJIO0YJINHOB
Kjacca A, menecooOpa3Ho MmapaieT-HO onpenenuTh oot yposeHs IgA. Hccneno-
BaHMs mokasanu, 9ro 10-15 % manueHToB ¢ nenuakuei He uMmerot IgA-anTuten. Ya-

92



CTOTa M30JIMPOBAHHOTO Aeduimta IgA mpu TIIOTEHOBOW SHTEPONMATHUU BHIIIE, YEM
B OOBIYHOM MOMYJISIINHU, U cocTaBisieT 2,6-3 % (B 00bruoi momysmsiun — 0,2-0,25 %).
[Ipu HU3KOM KOHLIEHTpauu ooumx IgA, K 1a00paTOpHOMY CKPUHUHTY CIIEyeT J10-
0aBuTh uccienoBanue anti-tTG2/1gG, 4To mo3BOJIUT MPOBECTH JUATHOCTHKY Y TaKUX
HaIueHToB [ 7].

VYBenuueHue akTUBHOCTH (pepMEHTa TKaHEBOM TpaHCTITyTaMHUHA3bl, HAXOASIIEH-
Csl B CTEHKE KHUIIIEYHHKA, COPOBOXKAACTCS J€3aMUHUPOBAHUEM MOJIEKYJIbI MIHAaIHHA
c 00pa30BaHHEM MENTUIOB, YCTOWYUBBIX K JaTbHEHUIIIEMY MPOTEOIN3Y B KUIICUHUKE.
[Ipu stom TTT" 1 oOpazoBaBmmecs GparMeHTh IIUaANHA TPUOOPETAIOT UMMYHOT'€H-
HbIE CBOMCTBa, MpHUBOAAIINE K 00pazoBaHuio ayToantures. OOpa3oBaBiIuecs Je3-
aMUHUPOBaHHBIE ()parMEeHTHI TIUAANHA — ATO «JI€3aMUHUPOBAHHBIC TIENTH/IbI TJIHa-
muHa (DGP)». B mpomecce m3ydenus oOpa3oBaHMsI aHTHUTET K 3THM CTPYKTypam
BBISICHUJIOCH, UTO TIEPBBIE TECT-CUCTEMBbI, HAITPABJICHHBIE HA BBISIBJICHUE ayTOAHTUTEN
pasnuuHBIX KiaccoB kK mmanuny (IgG u IgM) okazamuce HegocTaTouHO crienudud-
HbIMU. OOBsICHEHUE HU3KOM CHEUU(PUUYHOCTH TECTOB MEPBOIO MOKOJEHUS 3aKItoya-
JIOCh B TOM, YTO ayTOAHTHUTENA K INIMAUHY BBISBISUIMCH MPYU MHOTHX JPYTUX 3a00Jie-
BaHUSAX — BUPYCHBIX U OAKTEpUATbHBIX HHPEKIUAX, BOCTIATUTEIILHBIX 3a00JI€BaHUSIX,
00J1€3HAX KEITYAOYHO-KUILIEYHOT O TPAKTA.

TecTsl HOBOT0, BTOPOTr0 MOKOJIEHUS HAIIPABJICHBI HA BBISIBJIEHUE AHTUTEN UMEH-
HO K JIC3aMHHHPOBAHHBIM TIeNTHAaM riauaanHa kinaccoB IgA u 19gG, ucnons3oBanme
UX TOBBICUJIO YYBCTBUTEIBHOCTH 10 95 % u cnenuduunocTs 10 98 %. Creayer yuu-
THIBaTh, YTO UCIOJIb30BAHUE TECTOB MEPBOr0 MOKOJEHUS MPUBOAUT K TUIIEpAHArHO-
CTHKE TJIFOTEHOBOW 3HTEPONATUU M HE PEKOMEHIYETCS Ul KIMHUYECKOTO MPUMEHE-
uus [1, 8].

AHTHTeAa K IHAOMU3HI0 NPH HeJTHAKMU. DHJIOMHM3UN NpECTaBiIsIeT coO0M
HEO(QOPMIICHHYIO COEAMHUTEIbHYIO TKaHb, OKPY)KAIOIIYIO IJ1aJKOMBIIIEUHbIE KIIET-
ku. [Ipocrnolika 3TOW TKaHU COAEPKUT KPOBEHOCHBIE COCYbI JIsl 00€CTICUEHUSI MbI-
IIEYHBIX BOJIOKOH NMUTaHUEM. benku KOJUlareH M AJACTHH SBISIIOTCS OCHOBHBIMH
AJIEeMEHTaMH, U3 KOTOPBIX COCTOMT 3HJaoMu3uil. B 1983 r. Obu10 0OHapykeHO, 4To
MIpY 1[eJIMAaKUU B KPOBU MAIIMEHTOB BBISBIISIIOTCS ayTOAHTUTENA K CTPYKTYPHBIM KOM-
MMOHEHTAaM BHEKJIETOYHOT'O MaTPUKCA, TTIABHBIM 00Pa30M K SHIOMU3UIO U PETUKYIIHHY.
Pa3paboTanHbie TecT-CHUCTEMBI IS OOHAPYXKEHUS TAKUX AHTUTEN OBUTA Ha3BaHBI
«Antutena k sugomusuto/Anti-Endomysial Antibodies, EMA» u IgA-antupetuky-
nuHOBbIe aHTHTena (R1-ARA). B Hacrosimee BpeMs CUMTAETCs, YTO BBISBIICHHUE
aHTUTEN K SHAOMM3UIO Kilacca IQA sBisieTcsl NMpeAnoYTUTEIbHBIM METOAOM B JHa-
THOCTHUKE LeTuakuu. YyBCTBUTEIBHOCTh U CHELU(PUIHOCTD ITUX aHTUTeN — 95 %
1 98 % cooTBeTCTBEeHHO. J[eliCTBHE ITHX aHTHUTEJ HAMPABIECHO MPOTUB KOMIIOHEHTOB
COCIMHUTEILHON TKaHW (PETUKYIUHOMOIOOHBIX CTPYKTYP) M MOBEPXHOCTHBIX KOM-
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MTOHEHTOB TJIAIKOMBIIIEYHBIX BOJIOKOH [3]. Ilpn Oe3rimroTeHOBOM JueTe KOHIICHTpa-
I[Usl aHTUTEN CHIWKaeTca. HapyieHnue queTsl MPUBOAMUT K MOBBIIICHUIO TUTPa aHTH-
Ten K sHaoMu3ui0. [1o3xe ObUIO BBIICHEHO, YTO OCHOBHBIM aHTUTE€HOM, Ha KOTOPHIi
BbIpa0aTHIBAIOTCS ayTOAHTUTENA K SHIAOMU3UIO, siBisiercst pepment TTI, a He Bce
KOMITOHEHTHI DHIAOMU3HS. Y COBEPIICHCTBOBAHUE METOIOB JAMATHOCTUKH IEITHAKUH
MIPUBEIN K pa3pab0TKe TECT-CHCTEM JJIsl BBISIBIICHUS ayTOAHTHUTENI UMEHHO K TKaHe-
BOH TpaHCTIIyTaMHHa3e (CM. 10 TeKCTY Bhie) [7, 8].

JlmarHocTrka mejiMakuu CTPOUTCS HE TOJIBKO Ha OCHOBAHWY OTIPEICTICHUS TUTPA
ayTOAHTUTE K MapKepam 3TOro 3a0oJieBaHMs, HO 0053aTelIbHO C YYETOM KIMHUYE-
CKHUX, MOP(OJOTHUSCKUX U HHCTPYMECHTAIBHBIX JaHHBIX [8].

[lenmakusi ¢ KJIACCUYECKUMU CHUMIITOMAMH, KOTOPbIE BKIIIOUAIOT KEITYJOYHO-
KHIIICYHBIC MPOSBIICHHUS, TAKHE KaK XpPOHUUYECKas THapes U B3AyTHE KUBOTA, Majhao-
copOITMsl BUTAMUHOB ¥ MUHEPAJIOB, TIOTEPS amlmeTHTa, HapyIIeHue pocTa, 00JIb B KO-
CTSIX, B HACTOAIIEE BpEeMsl BCTpPEYACTCS MPEUMYIIECTBEHHO Y MAaJICHBKUX JCTCH.
[{emmakwusi, Tpy KOTOPOH OTMEUAIOTCS 00Jiee MATKHAE WIIH JaKe OTCYTCTBYIOIINE JKe-
JyJIOYHO-KHUIIIEYHbIE CUMIITOMBI, HO UMEETCS IIUPOKUN CIIEKTP BHEKHIIEYHBIX MPO-
SABJICHUM, SIBJIIETCA HamOoJiee paclpoCTpaHEHHBIM KIMHUYECKUM BapuantoM. OHa
BCTpEYaeTcs y JAETel cTapiiero Bo3pacTa, MOJIPOCTKOB W B3pOCHbiX. BHekuieuHble
MIPOSIBJICHUS TIPH IIEJTMAKUH BEChbMa PAa3HOOOpPA3HBI — 3TO U MO3KEUKOBAs aTaKCHS,
Y THIepTpaHcaMuHeMus, U nepudeprdeckas HeBponaTus. llenmnakus TOBONMBHO Ya-
CTO MOXET OBITh W TOJHOCTBIO OECCHMIITOMHOW, KaK B JETCKOM BO3pacTe, Tak
U Yy B3pOCibIX [5].

Jlo HacTOsIIIer0 BpEMEHH IEeTMaKUs OCTAETCS MAJIOM3YYEHHBIM ayTOMMMYHHBIM
3a0071€BaHUEM, OCHOBHBIM IPOSIBJICHHEM KOTOPOTO SIBJISIETCS CHHAPOM MajbaOcopO-
IIMY, HApYIIAIOTCS BCE BUJIbI OOMEHa, (popMupyercs KIMHHUYECKUN MOJIUMOPHU3M,
3aTpyAHsIsl TUAarHOCTUKY 3a0osieBaHusl. MHOTHE Cly4yau 1eJIMakKiuu OCTaloTCs HE Jua-
THOCTHUPOBAHHBIMH U HE JIeYeHHBIMHU. OTCYTCTBHE JICUCHUS TIPH TICIIMAKUU TTPUBOIHAT
K CHWKCHHUIO Ka4yeCTBa JKHU3HU, ACHUIIUTY XKeye3a, OCTEOMOpOo3y, MOBBIIICHHOMY
PHUCKY KHIICYHBIX JTUM(OM, BbICOKOH cMmepTHOCTH [5]. Ilenmuakus cBsizaHa ¢ psiom
ayTOMMMYHHBIX 3a00JI€BaHWN, TaKMX Kak caxapHbli nuaber | Tuma, THUPEOWIHT,
aTakcus TJIIOTeHa, TICOpra3, BUTUIIUTO, AyTOMMMYHHBIA TEMATUT, TepreTu(OpMHBIA
JepPMaTHT, IIEPBUYHBIA CKICPO3UPYIOIINI XOJAHTUT 1 ap. [2, 4].

[TaTonoruveckue U3MEHEHUs, XapaKTEPHBIC JIJISl IETUAKUA TOHKOUW KHUIITKU, OI1e-
HUBAIOTCSI COTJIacHO Kiaccudukaiuu, npemioxennoin M. N. Marsh B 1992 r. Tlpu-
BOIUM e¢ Hmke, rae MDJI — mexinuTenuaabHbie TUMGOIUTHI, YBEIWMUECHUE X
YHCiIa — Hecrenu(PUIecKuil OTBET Ha TIOBPEKICHUE SITUTEIHNOIMTOB — CaMbIi paH-
HUNA MOP(OJIOTHYECKUI TpU3HAK lenuakun. B Hopme yncio MOJI nomkHO OBITH
He 6osee 3040 Ha 100 MOBEpXHOCTHBIX SHTEPOLIUTOB.

94



Cramuu n3meHeHu MOPQOTOTUUECKON KAPTUHBI CIM3UCTON O0OOJIOUYKU TOHKOM
KUILKH TPU LETHaKUU:

— Marsh-1 (npeaBocmanuTenbHas) — CTPYKTypa CIM3UCTOH OOOJIOUKH HOP-
MajbHasi, HO C TMOBBIIIEHHBIM MPOHUKHOBEHUEM JMMQOLUTOB B JMHUTEIMATBHBIN
CJIOW BOPCHHOK.

— Marsh-Il (tumdonmrapuslii sHTepUT). YBenuuenue uncia MOJI, mosBiseTcs
TUMEPIUIa3usl KPUNT C Y/UIMHEHWEM U YBEITMYEHHEM MUTOTUYECKOM JEeSTEIbHOCTH.
CootHomieHue TIyOWHBI KPUNT U BBICOTHI BOPCHHOK YMEHBIIAETCS — HUXKE HOP-
ManbHOro 3HadeHus 1 : 3-1:5.

— Marsh-111 (nectpyxitus) — aTpodusi BOPCHHOK.

— Marsh-I1lA (naprmansHas arpodusi BOPCHHOK) 0003HaYaeT YaCTUUHYHO aTpoO-
(10 BOPCUHOK, COOTHOIIEHHUE IITyOMHBI KPUIT/BBICOTHI BOPCUHOK MEHbIIIE 1.

— Marsh-I1IB (cyOroranpaas aTpodusi BOPCUHOK), HO OTIEJBHBIC U3 HHUX CIIE
pPacrno3HaBaAEMBI.

— Marsh-IlIC (Toranbhas aTtpodusi BOpCHHOK) — ToJHAsE aTpodusi BOPCHHOK
0€3 NmaabIIEBUIHBIX BO3BBIIICHNN, HATOMUHAET CIM3UCTYIO TOJICTONU KHUIIIKH.

— Marsh-1V (runomactuueckast atpodust) — pe3Koe UCTOHYCHHUE TJIOCKOH CIT-
3UCTOM 000JI0UKH, HeoOpaTUMble aTpoduyueckre W3MEHEeHHs. JTa peakas ¢opma
aTpoduu CBsi3aHa C pePpakTepHOHN MENHaKUEeH U pa3BUTHEM IHTEPONATHU, CBS3aH-
Hol ¢ T-knerounoit muMdomoii. XapakTepHa MaTOJIOrHYECKass MOHOKJIOHAIbHAS UH-
¢dwiprpanus T-mumdornramMu HeoObaHOTO heHotuma [5].

I'moGanpHast pacnpoCTpaHEHHOCTD LIEJIMAKUU COCTaBIISIET Mpuban3uTeasHo 1 %
U TIPOJIOJDKAET PACTH, YTO MOKET OBbITh CBSA3aHO HE TOJBKO C MOBBIIICHHBIM MOTPEO-
JICHUEM TPOJYKTOB M3 MILEHUIbI, HO U C O0Jiee BBICOKUM COJEp>KaHUEM TJIHOTEHA
B 36pHaX COBPEMEHHBIX COPTOB IMUICHMIIBI, MOJIYYEHHOW B pE3yJIbTaTe CEJEKIHH.
Kpome Toro, n3smMeHeHrne TEXHOJIOTUH MPUTOTOBJICHUS XJ1€000yIOUHBIX U KOHIUTEP-
CKHX W3JIeJIMH 3a CUET COKPAILEHUS BPEMEHH OpOKEHUs TECTa TaK»Ke MPUBEIIO K yBe-
JUYEHUIO JOJIU TJIFOTEHA B KOHEYHOM MPOIYKTE.

Camas BbICOKas paCIpOCTPAHEHHOCTh lIeJIMakuu B Mupe (5,6 %) 3apeructpupo-
BaHa cpenu apUKaHCKOTO HacelleHus, mpoxuBatoniero B 3amanHoit Caxape. Panee
LEJIMaKUs CYMTaach OOJIE3HBIO JETCKOro Bo3pacTa. B Hacrosiiee Bpemsl UMEIOTCS
cBeZieHus o AeOroTe 3a00JIeBaHUs BO BCeX BO3pacTHBIX rpynnax. B 20 % cinyuaeB au-
arHo3 BIIEPBBIE BBICTABIIIETCS JIOAsIM, qocturmuM 60 et [1, 4].

B cootBercTBuu ¢ pexomengamusamu WGO (World Gastroenterology Organisa-
tion) BeIIEIICHBI TPYIITBI PUCKA TIO ETHAKUU C YKAa3aHUEM MPOIICHTA YaCTOThI Pa3BU-
Tus OoJie3nu [2, 5]:

— POJCTBEHHUKH MEPBON U BTOPOM CTENeHu pojcTBa — 5—15 %,

— cunjpoM Jlayna — 12 %,

95



— ayTOUMMYHHBIE€ 00JIE3HU IIUTOBUTHOM keTe3bl — 5 %0,

— caxapHsIii 1uabet 1-ro Tuna — 56 %,

— muMmdonuTapHbid Koaut — 15-27 %,

— CUHAPOM pPa3JIpaKeHHOIO0 KHUIIEYHHKA, CHHIPOM XPOHHUYECKOW YCTaOCTH
U PSiJI CITydaeB XPOHUUECKOTO renaTtuta — 1o 2 % COOTBETCTBEHHO.

B nacrosmee Bpems crangaptoM auarHoctuku renmnakuu WGO HaspIBaeT BbI-
SIBJICHHE XapaKTEePHBIX THCTOJOTUYECKUX W3MCHEHHH B COYETAHUU C TOJOXKHUTEIh-
HBIMH pe3yJIbTaTaMd HMMYyHoJIormdeckux TtectoB (anti-tTG-IgA wm EMA-IgA)
[5, 7, 8]. [lpy TUNHMYHBIX I [ETMAKHH UMMYHOJOTHUECKUX M MOP(OJOTHUCCKUX
JAHHBIX, MPU HAJTMYUHU SBHOTO KIMHUYECKOTO OTBETA Ha arilIfOTEHOBYIO JTUETY OT
MIPOBE/ICHHUS TIOBTOPHON OMOTICHH MOXHO BO3JepkaThes [5].

B cnydae cOMHUTENBHBIX pe3yIbTaTOB TMCTOJOTMYECKOTO UCCIEOBAHUS U TIPU
OTPUIATENIbHBIX Pe3yJibTaTaX CEPOJOTHUYECKUX TECTOB, HEOOXOIUMO MPOBEACHUE
tunupoBanus Ha Hamuwuwe ramiotunoB HLA-DQ2 w/mmum HLA-DQS. Dxcmpeccus
ITUX MOJIEKYJI SBIIACTCS 00S3aTEIbHBIM YCIOBUEM IS Pa3BUTHS menuakuu. [Ipn mx
OTCYTCTBHH IIOJIHOCTBIO UCKJIIOYAaeTCs qUarno3 nenuakuu [5, 9, 10].

Hnst nuddepeHimanbHON TUAarHOCTUKH TEIMAKUU U Hecrenu(puueckux mopa-
KEHUN TOHKOTO KHINIEYHUKa (OENOK-UHIYIIUPOBAHHOW SHTEPONATHHU, OOYCIOBJICH-
HOM HEMEPEHOCUMOCThIO KOPOBBETO MOJIOKA, COU U JIP., TOCTIHTEPUTHOTO CUHAPOMA)
HCIIOJB3YIOT MPOBOKALIMOHHBIA TE€CT ¢ Harpy3kou riatoreHoMm. Hampumep, eciu co-
OJIt0/IeHrE arJIFOTEHOBOM TUEThI OBLJIO HAYATO SMIUPUYECKU A0 TPoBeAeHUS MOPGO-
JIOTUYECKOTO MCCIICIOBAHUS U TIOJIyYEHUS Pe3yJbTaTOB UMMYHOJIOTHYECKOTO TECTH-
pOBaHUSI HA MapKephbl IIeIMaKuU, TO CHAadaja 3TU HCCIEAOBAHHUS HEOOXOIUMO
BBITIOJIHUTH. Jlaniee manuenTy Ha3HavaoT ynorpebienue 10 T rmroTeHa — 3TO COOT-
BETCTBYET UeThIpeM Kycodkam xjeba. Uepe3 1-1,5 mecsiia moBTOPSIOT MCCIen0Ba-
Hus. [losiBineHne n3MeHeHUM, XapaKTEPHBIX IS [ETUAKUH, TIOJTBEPKIACT TUATHO3
[5, 9, 10].

B 3aBucuMoCTH OT coueTaHUS KIMHUYECKUX, MMMYHOJIOTHYECKUX U THUCTOJIOTH-
YECKUX XapaKTEPHUCTHK BBIJCISIIOT HECKOJIBKO OCHOBHBIX KIMHHUYECKUX (hopMm 3a00-
JIEBaHHUS: SIBHYIO (KJACCUYECKYIO, TUIIMYHYIO), aTUIIHYHYIO0, CTEPTYIO (ACUMIITOMATH-
YECKYI0, CKPBITYIO), JTATEHTHYIO (MTOTEHIMANBHYI0) U pedpaktepuyto (A. Fasano et
al. Gastroenterology, 2001) [5].

Jledenne nenmakum — 3TO CTPOTO€ MOKU3HEHHOE COOI0IEHNE OE3TITI0TEHOBOM
JTUETHI, OTKA3 OT MPOAYKTOB M3 MIICHHIIBI, PKUA U STIMEHS. Y psa MalMeHTOB C Iie-
nuakuend naxe Ha (oHe Oe3TNIFOTEHOBOM UEThl COXpaHAETCS BocmajeHue ciaboi
CTEIEHU aKTUBHOCTH, Kak nipu nocturdeknronHom CPK (IT1-CPK) [1, 4].

B ocHoOBe »MMUHAIIMOHHON JUETOTEPANUU JISKHUT MOJTHOE WCKIIIOUCHHE U3 Pa-
IIMOHA TTUTAHMSI TIPOIYKTOB, COACPIKAIINX TIIIOTCH WIH €T0 Cienbl. BaXHBIM sSBIsIECTCS
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OTKa3 HE TOJBKO OT T€X MPOJYKTOB, KOTOPBIE «SIBHOY» COJAEPXk AT TIIOTEH (XJ1e000y-
JIOUHbIE, KOHAUTEPCKHUE, MAKAPOHHBIE W3/IENHs, MIIICHUYHAs, MAaHHAs, SYHEBasd, Mep-
JIOBBIE€ KPYTIbI, OYITYp, KYCKYC; MSICHBIE, PbIOHBIE M OBOIIIHbIE MMOTYy(haOpUKaThI B a-
HUPOBKE, MEJIbMEHHU, BAPEHUKH), HO U TE€X, KOTOPHIE COACPKAT «CKPBITHIN» TIIOTEH
B KQ4eCTBE MHUINEBON A00aBKuU. [Ipumercs HayduThCs YMTATh MAPKUPOBKY MPOIYK-
TOB, BEIOMpaTh «OE3TIIOTCHOBBICY» WM «HE cojepxainue riroTeH» [1, 6]. Hetokcnu-
HBIMH 3JIJaKaM{ TPU TIIOTEH-aCCOLMUPOBAHHBIX 3a00JICBAaHUSX SIBISIOTCSA PUC, Tpe-
ynxa, KyKypy3a, MeHo (Kpymna W3 IUIOAOB KYJIBTYPHBIX BHJIOB MPOCA HE COMEPKHUT
roTeH). be3onmacHbIMU SBISIOTCS MyKa M KpaXMalibl, IPUTOTOBJICHHBIE U3 KOpHE-
10,10B (Kaprodens, MaHUOKH, TallnoKH, O6araTa), 6000BbIX ((hacomu, ropoxa, 6000B,
coM), pa3nu4HbIX opexoB. CocTaB palloHa MalUeHTOB CTPOUTCS HA OCHOBAaHUU 00-
IIUX TPHUHIMIIOB: YTIACBOAHBIA KOMIIOHEHT OOECIICYMBAIOT TEPEHOCHMBIC KPYIIHI,
KkapTtodenb, 6000BbIe, OBOIIM, GPYKTHI, SITOJIbI; OETKOBBINA U JKUPOBOM — MSICO, SIHIIA,
pBIOa, MOJIOYHBIE MPOYKTHI, PACTUTEIILHOE U CITMBOYHOE Macio [1, 6].

I'epnerndopMHubIi AepMaTHT NPEACTABISAET COOOH XpOHUYECKOE 3a00IeBaHUE
KOXH, XapaKTEPU3YIOIIEEeCs] CYXOCThIO KOKHBIX MOKPOBOB C BE3UKYJIO-TIAMYJIE3HBIMU
BBICHIMIAHUSAMU TPEUMYIIECTBEHHO Ha JIOKTSIX W KOJICHSX, COMPOBOXKIAOIINXCS
BBIpaXKEHHBIM 3yn0M. Kak mpu reprietudopMHOM JepMaTUTe, TaK U NPHU LEITHAKUN
HaIUeHTHl SBISoTe Hocuteasmu amreneit HLA-DQ2 (90 %) u HLA-DQ8 (5 %).
B cooTBeTCTBUM C COBpPEMEHHBIMH TPEICTABICHUSIMH TepIeTU()OPMHBIN AEPMATHT
MepecTal paccMaTpUBAThCAd KaK AacCOLMMPOBAHHOE C IeJIMakued 3aboJieBaHMe
Y BKJIIOYEH B CIEKTP €€ BO3MOXHBIX BHEKMIIEYHBIX MposiBiIeHU| [6]. IIpu rucroio-
THYCCKOM HCCIICOBAaHUN HAOIOMar0TCS Aeno3uThl IJA B COCOYKOBOM CJIO€ JIEPMBHI,
a B OuWomnrarax CIM3UCTOW 000JOYKM TOHKOW KHIITKH YacTO BBISBIISIOTCS MPU3HAKU
aTpoduuecKkol YHTEPONATHH Ja)Ke MPU OTCYTCTBUM y MAIlUEHTa TaCTPOMHTECTUHAIb-
HBIX CUMIITOMOB. [Ipy cepoiornueckom uccie0BaHu 00HAPYKUBAIOTCA crienuduye-
CKHE JIJIsl IETIMaKUK ayTOAHTUTEIA, TIPU 3TOM aHTUTeNa K TKAHEBOM TPaHCTITyTaMUHA3€e
HarpagJieHbl Ha dnuaepManbHyo Gpakipro epmenta (TG3 nmm tTG-3). Haznauenue
OOJIEHBIM OC3TITFOTCHOBOM JHMETHI MPUBOAUT K MCUC3HOBCHHUIO KOYKHBIX IPOSIBICHHMA
1 HOpMaJIM3alMK CTPYKTYPbI CIM3UCTON KHUIIeYHUKa [2, 6, 9].

W3HavanbHO TIJIIOTEHOBAasi aTAKCHSl paccMaTpUBAIACh KaK WIAMOMATHYECKAs
aTakcUs C TOJIOKHUTEIbHBIMU CEPOJIOTHISCKUMU MapKepaMu K TioTeHy. JlanHoe 3a-
0oJieBaHUE XapaKTEPU30BaAJIOCh AYyTOUMMYHHBIM TIOBPEKIEHUEM CTPYKTYP MO3KEUKa
Cc pa3BuTHeM atakcuu. M3 635 GOIBHBIX C MPOTPECCUPYIONICH UIUOTATHIECKON aTak-
cuei y 148 (23 %) BeIpabaThlBAINCh aHTUTENA K TIMaauHy [6]. [laTorenes maHHoOro
COCTOSIHUSI, BEpPOSITHEE BCETO, CBSI3aH C TIEPEKPECTHON peakiueil aHTUTeN K TIIHAIHHY
C QHTUICHHBIMU JIUTONAMU KIETOK IlypkuHbe. [IemO3uThl aHTUTEN K TKAaHEBOU
TPaHCTIIyTAMUHA3€ y TAIMEHTOB BBIABISUIMCH BOKPYT COCYAOB TOJOBHOTO MO3Ta
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C MAaKCUMAJIbHBIM OTJIO)KEHHEM B MO3K€YKE, CTPYKTypaX MOCTAa M MPOAOJrOBaTOro
Mo3ra. ¥Y MaieHTOB ¢ IaHHOW MaToJOTHEH B OCHOBHOM BBIpAOATHIBAIOTCS aHTHUTENA
K 6-i dpakiuu TKaHeBO# TpaHcriayramuHasbl (1TG-6), BIABIsSIEMON B TKaHAX IICH-
TpajdbHOM HEpBHOM cucTeMbl [6]. AnTuTena k tTG-6 sBistoTCS MapKepoMm HeHpo-
BOCITAJICHUS. Y JIOJIEW C aTaKCUEH IVIIOTEHAa aHOMallbHas IOXOJKAa, HECOIVIACOBAH-
HOCTb M TPEMOpP BEPXHUX KOHEHUHOCTeW. Huctarm u apyrue riazHele oOume npru3HaKku
AUCPYHKIMH Mo3keuka [6]. DPheKTUBHOCTh OE3TIMIOTEHOBOW IUETHI 3aBUCHUT OT
JUTUTENBHOCTH 3a0oseBanus. [Ipu AMUTENbHON ayTOMMMYHHOW pEakIuu, acCOIMU-
pOBaHHOM C ymoTpeOjaeHueM IoTeHa, noreps kiertok [lypkuHbe sBiseTcss HeoOpa-
tuMoi. Ho mpu cBOoeBpeMEHHOW AMArHOCTUKE U JUETE ¢ MCKIIOYEHUEM TIIIOTEHCO-
JepXKallux MPOAYKTOB, MPOTHO3 3a00s€BaHMsl OJIAarONPHUATHBIA U HEBPOJIOTMUYECKUE
NpOsIBJICHUS Kynupyrores [4, 6, 9].

AJuleprusi Ha NMIIEHUIY — PAacCTPOICTBO, CBSI3AHHOE € IJIIOTeHOM. CeKTp
OEJIKOB MIIEHMIIbI, KOTOPbIE MOTYT IIPOBOLMPOBaTh pa3zButue |gE-onocpenoBannyio
AIJIEPrUYECKYI0 peaklMio, IMPOoK. B cocTaB nieHuIbl BXOIAT Oosiee TpeXcoT OEKOB,
COCTaB KOTOPBIX 3aBUCUT OT cOpTa 3j1aka. Tpu aecsaTka OenKoB MpU3HAHbI aJUIEpreH-
HBIMH, X Pa3eJsIIOT Ha TPU TPYIIIIBL:

— aIbOYMUHBI, PACTBOPUMBIE B BOJIE U MTOX0XKHE HA AIbOYMHUHBI MOJIOKA WJIU STUI,

— TJI00YJIMHBI, PACTBOPAIOTCS B pa30aBIEHHBIX COJIAX;

— IJIFOTEHBI, KOTOPBIC COCTOSAT M3 INIMAIUHOB W NIOTenuHOB (42625 %), He-
pPacTBOPUMBIX B BOJIE M pacTBOpax COJIEM U BOCbMHU OEJIKOB, OTBEYAIOIIUX 32 Pa3BU-
THE UEJIUAKUU U aJNIEPTHYECKUE PEAKIUU.

K rpynmne rimaanHoB OTHOCUTCS MIPOJIAMUH — 3TO OCHOBHOW aJUIEPTEH IMIIEHU-
IIbI, COJIepKaHue ero Kojeoercs ot 28 10 42 %, paCTBOPHM B CITUPTAX.

Jlpyrue rpymnbl ajuiepreHoB MIIESHUIBI PECTaBICHBI MPOPIIMHAME U OerKa-
mu-niepeHocunkamMu aunuaoB (LTP). Tpu derBepTH NpOPHIMHOB MOXOXKH JaXKe
Yy HEPOJCTBEHHBIX MEXay co0oil BUI0B. [Io3TOMYy y yenoBeka, KOTOPbIA MMEET ajl-
JEPruro K npouInHOBOMY OEJKY OAHOTO PACTEHUs, MOKET Pa3BUTHCS PEaKLMsl T'U-
MEePUYBCTBUTENIIBHOCTU K NpoduiimHaM JIpyrux. B ciayyae ¢ nmeHunen 3to, npexie
BCETr0, TAKUE 3J71aKN KAK POXKb U OBEC.

benok LTP He pa3pymaerca npu HarpeBaHUH. AJiepruyeckasl peakius Ha 3TOT
O€JIOK BO3HMKAET MPHU YMOTPEOJECHUU MIICHUIIBI B THIIY, MPU KOKHOM KOHTAKTE
C HEW WJIM IIPU BABIXaHUU MIIEHUYHOU MYKH.

AHaNOrMyHyl0 peaklMio BbI3bIBACT M ayiepreHHbiil 6enok ATl — uHrudurop
anb(ha-aMuiasbl U TpUNCUHA — (PEPMEHTOB, HEOOXOAUMBIX JJISI PACIICTUICHUS THUIIH
[3, 4, 6, 11].

[Timenuiia BXOIUT B «OOJIBITYI0 BOCBMEPKY» MUIIEBBIX aJNIEPTeHOB. B mopsike
yObIBaHUS 3TO: fAilla, MOJIOKO, apaxuc, COs, JIECHbIE OpeXH, pblda, pakooOpasHEbIE,
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niernia. OCHOBHbIE CUMITOMBI aJJIEPTUU Ha MILEHUIYY pa3HOOOpa3HbI: ajljiepruye-
CKUIl PUHUT U 3aJI0)KEHHOCTb HOCa, 3aTpyAHEHHOE JbixaHue, actMma. [IposiBneHus co
CTOPOHBI KOXKM M CIM3UCTBIX: KPANUMBHHUIIA, 3Yy]l, ChIllb WM OTeK KBHUHKe, aTonmuye-
CKUI IEpMaTHUT, dK3eMa; 3y IAIl1e CIe34IIuecs 11a3a; 0TeK, pa3ApakeHue, 3y BO PTy
WM B ropiie, XeHnuT. Co CTOPOHBI KETyA0YHO-KUIIEYHOr0 TPAaKTa: TOIIHOTA, PBOTA,
B3/IyTHE XKHBOTa, quapes. JKamoObl Ha 4acTyIO TOJIOBHYIO 007b. MOXET pa3BUBATHCS
CYJIOPOKHBIM CUHIPOM, a TakK)Ke aHa(pUIaKCHsL.

Takum 00pazoM, aJleprusi Ha MIIEHUIY MOXXET UMETh KJIACCUYECKUE CHUMII-
TOMBI, XapaKTepHbIEC JJI MUIIEBBIX aJUIEPrUi, a TaKKe MPOSBIATHCS B opMe KOH-
TaKTHOW KpanWBHUIIBI, aCTMbI TIeKaped win B (opme MIIeHHIe3aBUCUMON aHadu-
JaKCHH, WHAYLHMpoBaHHOW (usmueckoir Harpyskori (WDEIA — wheat-dependent
exercise-induced anaphylaxis). B maTorenese yka3aHHBIX COCTOSHUH BEIYIIYIO POJIb
urparoT cnenugpuyeckue IgE, BeipadaTbiBaeMble B OTBET HAa yHOTpeOJIEHHE MPOAYK-
TOB, COJIEpPKAIIMX MIIEHUILY, TPEAPACIOIONKEHHBIMH MMAIIUEHTAMH.

KimHnueckre cMMOTOMBI ajUIeprui Ha MIIEHUIy aHAJIOTMYHbI CUMITOMAaM Iie-
JIMAaKuM, HO CYIIECTBYET Pa3HbI MHTEPBAJI MEXAY BO3ICHCTBUEM MILIECHUIIBI U TOSIB-
JIEHUEM CHMIITOMOB. AJUIEprusl Ha MIIEHUIy UMEET ObICTpOe Hadyaylo (OT MUHYT 10
4acoB) OCJIC YIOTPEOICHUS MHUINU, COACp Kalel muenuny [1, 4, 6].

AcTMa nekapei u3BecTHa co BpemeH Pumckont nmnepun. CoCTOsTHUE XapaKTe-
pU3yeTcsi pa3BUTHEM OOCTPYKTHBHOIO CHHApPOMA WJIA PUHUTA B OTBET HA BIbIXaHUE
Myku. [1o pe3ynbTaTam MoJIbCKOTO UCCIEA0BAHMS, XapaKTepHbIE AJI TaHHOT'O COCTO-
SHUS PECIUPATOPHBIE CUMIITOMBI OTMEUAIUCh y 4,2 % COTpYIHHUKOB IIEKapeH 4epes
1 ron pabotet u 'y 8,6 % uepe3 2 rona [9]. B Slnonuu onyOIMKOBaHbI JaHHBIE O TOM,
YTO B MOCJIEHUE T'OJbl YBEIUUUBACTCS YUCIO MAUEHTOB, OOJIBHBIX XJI€OONEKapHOU
aCTMOM, BBI3BAHHOM MIIEHUYHOW MYKOH. ITO COCTOSIHUE OXBAThIBAET HE TOJBKO JIIO-
neH, paboTarouX B MUINEBON MPOMBIIIJIEHHOCTH, HO M T€X, KTO KUBET BOJIM3H (Haod-
PUIK 110 TIPOU3BOJICTBY MPOIYKTOB U3 MIIIEHUYHOW MyKH [1, 6, 11].

IMmennne3aBucuMas aHa(pUJIAKCUs, MHIYIUPOBAHHAS (PU3HYECKON HATPY3-
KOM, MOXET MPOSBISTECI MHOXXECTBEHHBIMH CHUMIITOMAMH — OT KpalUBHUIIBI
710 TSDKETBIX (OpM aJuIepruvecKux peakuui, BkiIroyas aHaduiiakcuio. B kadectse
OCHOBHBIX TPUTTEPOB Pa3BUTH JaHHON (POPMBI ajUIepruM K MINEHUIIE paccMaTpuBa-
I0TCSI 7 SMUTOMNOB B CTPYKType Ms-Pppakiuu rimanuna [6]. ['muaaun stoit ppakmum
HE MOXET ObITh OOHAPY’KEH B Tpemnaparax u3 mesbHOW mineHubl. OH T0DKEeH ObITh
M3BJICUEH U YACTUYHO IepeBapeH (aHAJIOMYHO TOMY, YTO C HUM MPOUCXOJUT B KU-
IIEYHHUKE), YTOOBl JOCTHYb MOJTHOW aKTUBHOCTH. VMccienoBaHus MOKa3bIBAIOT, YTO
pacuieruieHne 0enKoB MieHUIbl 10 10 aMUHOKHUCIIOT MOXKET aKTUBU3UPOBATh ajliep-
ruyeckyro peakiuio B 10 pas [6, 11].
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Anadunakcusi, BeI3BaHHas ¢usndeckor Harpyskoit (EIA — Exercise-induced
anaphylaxis), ssisiercs penkum 3a0osieBanuem. Cuurtaercs, yto 5-15 % Bcex ciyya-
¢B aHa(pMIIAKCHH BBI3BaHbBI (PU3NYECKOM HArpy3Kkoi [11].

OnHolt M3 moaKaTeropuii aHa(puIaKCHHM, BBI3BAHHOW (DU3NUYECKON Harpy3Kow,
ABIIIETCS aHapWIaKCHs C TPHUEMOM TMHINEBOTO aJUIEPreHa, MPEeaIIeCTBYIOUIIM
Harpy3ke. JTo mumieBas aHa(uiIakcus, WHAYHUpOBaHHAs (U3UUYECKON Harpy3Kou
(Food-dependent exercise-induced anaphylaxis — FDEIA). Haubonee xapakTepHoi
FDEIA sBnsercs mnileHULEe3aBUCUMas aHa(pUIaKChs, BbI3BaHHAs1 (PU3NYECKOU
Harpyskoit (WDEIA, wheat — mirenuiia). Yka3aHHbIA BBIIIE Ms-TIHAINH SBISCTCS
kputudeckuM asuiepreHoM B pazButun WDEIA. Cnenuduuecknii IgE k ws-rnmuagnny
OOHapYKUBAETCS B CBIBOPOTKE KpOBH manueHTa [11].

[Taropusunonorua npu EIA, FDEIA u WDEIA usyuaercsa. 3apeructpupoBaH
0oJiee BHICOKHI YPOBEHb TMCTAMUHA TIPU 3TUX COCTOSHUSIX, OTMEYAETCS MOBBIIICHHAS
MIPOHUIIAEMOCTD JKETYJA0YHO-KUIIEYHOTO TPAKTa, YTO YCUIIMBAET KOHTAKT aJUIEPTEeHOB
C IMMYHHOU CHUCTE€MOM, CBI3aHHOM C KMIIEYHUKOM. JTO MOJATBEPKAEHO B HCCIEN0-
Banuu Matsuo B 2005 r. bbuto 0OHapy»KEHO, YTO Y 3aBUCUMBIX OT MIICHUIIBI JTIOCH,
ctpanaromux EIA, B cbiBOpoTke nocie Gu3nueckux Harpy3o0K ecTh ms-riauaauda. Ero
He ObUIO y TMAIMEHTOB, KOTOPBIE YMOTPEOJISIIM MIICHUIY U HE UMENU (PU3NYeCKOn
Harpy3ku. Taxke oTMeyaeTcsl MOBBIIICHHE (DEPMEHTATUBHONW aKTHUBHOCTHU: (U3HUe-
CKHE YMPaXHEHUsS MOTYT aKTHBHUPOBATh TPAHCTIIyTaMHUHA3y B KHUIIICYHOW CIIM3H,
C HEH CIMMBAIOTCS (V5-TJIMAJWHBI, YTO MPUBOAUT K 0OpPA30BAHUIO KPYITHBIX MENTH/I-
HBIX arperaroB U K yBennueHuto cBs3biBanms IQE. Kpome Toro, yaensercs BHuMaHue
nepepacipeieICHHI0 KPOBOTOKA BO BpeMsi (PU3NUYECKOW HArpy3KHM M3 HEAKTUBHBIX
TKaHel B akTuBHBIC. TyuHble KineTKu JKKT Xopomo nepeHocaT NuIleBblie auiepreHsl,
U B COCTOSIHUM TIOKOSI HUKAKUX CUMIITOMOB HE BO3HHKAJO. A Ty4HBIE KJIETKH B KOXKE
WJIM CKEJIETHBIX MBIIIIIAX MOoce (PU3ndecKoi Harpy3Ku akTHUBU3UPOBAIUCH MUIIICBHI-
MU ayiepreHamu [11].

KoHTakTHasi 4yBCTBUTEJIbHOCTh, ATONMMYECKUH JepPMATHT, IK3eMa U Kpa-
NMUBHUIA SIBJSIIOTCS B3aHMMOCBSI3AHHBIMHU SIBJIEHUSIMU, TIPUYMHA KOTOPBIX B TIPH-
CYTCTBUHM THAPOGOOHBIX MPOJAMHUHOBBIX KOMIIOHEHTOB HEKOTOPBHIX COPTOB 3JIaKO-
BBIX, BKJIFOUAIOMIMX MIINCHUITY, POXKb, TUMEHb, OBEC U 1p. B mmmeHurie ogHum u3
Takux OCNKOB siByseTcst @-riuaaue (mpoaykT reda Gli-By). MccnenoBanue maTepeit
Y MJIQJICHIICB, HAXOAIINXCS HA JMETEe, HE COJeprKalllel ajuIepreHoB, MoKa3aio, 4yTo
OTUX COCTOSSHHM MOXXHO HM30€XaTh, €CIIM YyBCTBUTCIIbHBIC K TIICHUIIC TMAIlUCHTHI
B TICPBBIH I'0J] )KU3HU HE OYAyT ynotpeOJsiTh niieHuny [4, 6].

JI7is TIOCTAaHOBKM AWAarHo3a ajuIepTUy Ha MIICHHITY MUCIOJB3YIOTCS TPAJAUIIMOH-
HbIC METOJIMKH: BEJICHUE MUIIICBOTO THEBHUKA; YTOYHEHNE HCTOYHUKA C UCKITFOUEHUEM
U3 palloHa MPOAYKTOB, COAEPKAIMX MIIECHUILY, a 3aT€M IOCTENIEHHOE €€ BBEJCHHE.

100



[IpoBoKalOHHBIE TECTHI POBOASTCA MO HAOIIOACHUEM Bpada. B HacTosiee Bpems
JIUArHOCTUKA aJUIepruy Ha MIICHUIy BKJIIOYAET IMPOBEJACHHE aJUIepProJIOTUyecKoro
UCCJIeIOBaHUs C ompezesieHneM ypoBHs crienuduueckux IgE. Jlng storo mmeercs
71a00paTOPHBIN TECT HAa «CKPBITYIO MHUILEBYIO HETMEPEHOCUMOCThY» — 3TO UMMYHO-
(dbepMEeHTHBIN aHalW3 KPOBU Ha MEpPeHOCUMOCTh 111 BHIOB MUIIEBBIX MPOAYKTOB.
ALEX2 — MonekynsapHbI TUarHOCTUYECKUN TECT HOBOTO TOKOJICHHUs, KOTOPBIi AaeT
BO3MOKHOCTh €JIMHOBPEMEHHO OIpEeInuTh 295 amiepreHoB, MO3BOJSAECT BbIABUTH
YPOBEHb CEHCHOMIM3alMU KaK K 3KCTPAKTaM aJUIEPreHOB, TaK U K MOJEKyJaM (OT-
JeIbHBIM KOMITOHeHTaM) ajuieprenoB. Asuieprounn ImmunoCAP (ISAC) 112 allergic
components, Immuno Solid-phase Allergy Chip — cranmapTu3upoBaHHas MHHH-
wiaTdopma, pazpadoTaHHast ajisi onpezaenenus crenuduueckux IgE omHoBpeMenHo
K 112 anneproxommnonentam. McciaegoBanrne 0CHOBaHO HA UMMYHO(DIII0OPECIICHTHOM
METO/I€, YBEIMUMBAIOIIEM YyBCTBUTEIBHOCTh B HECKOJIBKO Pa3 M0 CPABHEHUIO C JIPY-
rumu aHanm3amu. BO3 n Becemupnas opranu3anyst ajieproyioroB IMpu3HAKOT THATHO-
CTUKY C Hcnoyib30BaHneM ImmunoCAP kak «30510TOM cTaHAApT», TAK KaK OHA JIOKa-
3ajla CBOKO TOYHOCTh U CTaOMJIBHOCTH PE3YJbTATOB B HE3aBUCHUMBIX HCCIIEIOBAHUIX
[13, 14].

JleueHue amiepruy Ha MILIEHUIY 3aKJII0YaeTCs B MOJHOM OTKa3e OT JitoOoil mu-
1, COAEpKaIlel MIICHUIY U APYTHE 3JIaKH, COJAepkKallue roTeH (0e3roTeHOBas
nueta). Y moaei ¢ WDEIA moxet ObITh JOCTATOYHO MOJHOTO OTKa3a OT YMmoTpeo-
JIEHUSl MIUEHULbI Tepell TPEHUPOoBKO. OOIKMe METOAbl JIEYEHUSI 3TOr0 COCTOSHHUS
BKJIFOYAIOT NMPUEM aHTUTMCTAMHHHBIX MPENapaToB, UCHOJIb30BaHUE HHBEKTOPA aJape-
HayimHa (u3BecTHoro kak Dnullen) [4, 6, 11].

NmeroTcst naHHbIE OLIEHKU PhIHKA MPOJIYKTOB, HE coaepxkanux riaored. B CIIIA
B 2013 r. on onenuBacs B 1,77 muwummapaa $, a k 2020 r. yBemmuuics 1o 24 mipa $.
B nepuon akTUBHOrO u3ydeHUs U OOCYKIEHHUS HEOJAronpHUsATHBIX MOCIEACTBUNA
IJII0TEHa, B TO K€ BpeMs, MOJYEPKUBACTCSA 3HAYUTENbHAs JUETHYECKas IIEHHOCTb
MIIEHUIBI U JIPYTUX 3€PHOBBIX KyJIbTyp. HanmoHambHOE OOIIECTBO MO MUTAHUIO
B BennkoOpuTanuu npeactaBuiio JaHHbIE O TOM, YTO XJieO CIIOCOOCTBYET YCBOEHUIO
11 % cyrounoro motpebnenus 6enka, 18—21 % mnuIEeBbHIX BOJIOKOH (HE Kpaxmaib-
HBIX ToJucaxapuaoB), 15-16 % tuamuna (Buramuna B,), 10-11 % uuamuna (Buta-
muHa B3), 12 % ¢onaros (Butamuna Bg), 15-16 % xenesa, 15-19 % kanbius [5].

Bpriiie ykazaHbl Tpymibl pUucka Mo Heauakuu. VX MOKHO JOMOJHUTH CIEayIo-
IIMMU CBEJACHUSIMU: CPEIU JIIOJIEd C CUHIPOMOM IMCEBIOIKCHOIUALNNA XPYCTAIIMKA,
MPUBOJISIIETO K TJIayKoMe, ¥ 25 % BBISBISETCS MOBBIIIEHHBI YPOBEHb aHTUTITUAIHU-
noBoro IgA. ¥V '/, marmentos ¢ cungpomom Illerpena Gbita peakiust Ha roTeH. Bee
orn 0buTH HLA-DQ, n/umu DQg-monoxutenbasiMu [16]. CyliecTByeT CBsI3b peBMa-
TOUHOTO apTPHUTa C TIIOTEHYyBCTBUTEILHOM dHTeponaTueii (GSE) u ¢ anneprueit Ha
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rioTeH. B xonte 1970-x TogoB coo011anoch, 9To y JH0JeH ¢ MUTPEHBIO OB peax-
[[MU Ha MUIIEBbIC AJJIEPTreHbl, IPUUEM Yaile Bcero, B 78 %, Ha nmuieHuty. besrmiore-
HOBas 1MeTa 00CYK/1aeTcs B KaueCTBE MEPCHEKTUBHOIO JOMOJIHEHHS K CTaHJapTHOM
Tepanuu npu aytusme. [[pyHUMaOTCST BO BHUMAaHHUE TOJIOKUTEIbHBIE PE3yJIbTaThI
OTJENBHBIX padOT U CyOBEKTUBHOE MHEHUE POIUTENEH, HO MOAUYEPKUBAETCS HE00X0-
JMMOCTD MPOBEJIEHUSI XOPOILIO OPTaHW30BAaHHBIX KIMHUYECKUX HccheAaoBaHui. Eme
OJTHUM 3a00JIeBaHHEM, B JICUEHUE KOTOPOTO BO3MOXKHO MPUMEHEHHE 0e3TII0TEHOBOM
JUeTHl, siBhseTcs mm3odpenus. KimHudyeckue uccienoBaHusi AEMOHCTPUPYIOT TMPO-
TUBOPEUUBBIE IaHHBIE, HO €CTh COOOIIEHHS O TOM, YTO CYIIIECTBYET OT/E/IbHAs rPyIIa
00JIbHBIX MIKU30(GPEHUEH, 111 KOTOPBIX AUeTOoTepanus sisercs 3¢ ekTuBHOM [2, 6].

Knuanueckass kapTuHa OOJie3HEM TOHKOM KHIIKK JIOCTATOYHO CTEPEOTHITHA,
Y TTIaBHBIC €€ TPOSBICHUS — 3TO CHHIPOM HapYIIEHHOTO BCACKIBAaHUsI C €r0 OoraToi
CUMITOMATUKOM, KOTOPYIO MBI TIOCTApaJIUCh OMUCATh B 3-i YaCTH Hamero o03opa
[15]. Beaymmm mnposiBieHHeM MaiabaOCOpOIMU SBJISETCS auapes, 0OyCIIOBICHHAS
OCMOTHYECKAM MEXaHW3MOM, CBS3aHHBIM C HAKOIUICHHEM B IPOCBETE KUIICYHHKA
HEBCOCABIIIMXCS OCMOTHYECKH aKTHBHBIX BeIlIecTB. M3-3a CHUXEHUS MOCTYIUICHHUS
B OPTraHW3M OCHOBHBIX MUTATEIbHBIX BEIIECTB BAXKHBIM KIMHUYECKUM IMPU3HAKOM
SIBJISICTCS TTOTepst Macchl Tena [1, 9].

3akioueHue

Heo0xoaumMo mog4epKHyTh, YTO TIIIOTEH-3aBUCHMBIE 3a00JIEBaHUS MIPOSBIISIOT-
Csl HE TOJIBKO TaCTPOMHTECTUHAIBHBIMH, HO U KOKHBIMH, JISTOYHBIMHU, HEBPOJIOTHYE-
CKHMH, PEBMATOJIOTUYECKUMH, DHIOKPUHHBIMU cuMOTOMamu. COBpEMEHHBIE BO3-
MOKHOCTU JTUATHOCTUKH TO3BOJIAIOT JI0KA3aTENIbHO MPOBOIUTE AU(hepeHIInaTbHbINA
JIMarHo3 U 0OOCHOBaHUE JWarHo3a. B OTHOIIEHWH 5TO#l TpyMIbI, TPYMIBI TIIIOTCH-
3aBUCUMBIX 3a00J€BaHUM, U3BECTHO, YTO HA (hOHE OE3TITIOTEHOBOM IHUETHI UX CUMII-
TOMBI TIPOXOJISIT, a MPY BBEJICHUHU TIIOTEHA BHOBb MOSBISIOTCS. MHOTOOOpa3ue Kiu-
HUYECKUX MPOSIBICHUHN YCIIOXKHSIET TUATHOCTUKY Y KaXa0ro 00a6HOTO. [IpaBuabHBIM
JMarHo3 BO3MOXKEH MOCJe TIIATEIBHOTO 00CIeI0BaHMs, BKIIOUAIONIEr0 HMMYHOJIO-
rHYecKue, MOp(OJIOTUIECKUE ¥ TCHETUYECKUE METOIbI [8].

B knmHMYECKO# MpakTHUKE Cepbe3HBIX OOJE3HEH, COMPOBOKIAIONTUXCS IHTEPO-
naTuel, Hemayio, B JaHHOM 0030pe TJIaBHOE€ MECTO 3aHsia TpyIIa TI0TeH-acCOIuH-
POBaHHBIX 3a00JICBaHMIA.
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0. A. Ilamopckas

CETb CHIARI Y JINL C HACJEACTBEHHBIMU HAPYIIEHUAMHU
COEJUHUTEJbHOU TKAHU

Beenenne

[IpobGiema HacneacTBeHHbIX HapyuieHui coegunutenbHol Tkanu (HHCT) ak-
THBHO pa3padaThIBacTCs B KIMHUYECKUX W HAYYHBIX ITKOJIAX HA TTOCTCOBETCKOM ITIPO-
CTpaHCTBE B TeueHHe nociieqHux 20 jer, B aBaHrap/e pa3padOTOK KOTOPBIX HAXOASTCS
poccuiickue yuyeHbie. OO0 aKTyaJbHOCTH 3TOTO HAIpaBIEHUS B KIMHUYECKOU Meu-
[IMHE CBUJIETENHCTBYET MyOJIMKAIUsl HAIIMOHAJIBHBIX PpYyKOBOACTB B Poccum (2009,
2012, 2015, 2016) u benapycu (2014), B KOTOPBIX U3JI0KEHBI OOIIIME MPUHITUIIBI 1 a-
THOCTUKH W JICUCHUS] CUHJIPOMAIbHBIX U HecuHapomaibHbix ¢popm HHCT. Kapauo-
nornueckue acnektsl HHCT BItOUarOT BHyTpUCEPACUHBIE U COCYAUCTHIE AaHOMAJINH,
JAHHBIE O KOTOPBIX MaKCHMaJIbHO 00001ieHsl B MoHorpadhuu J. B. 3emiioBckoro
u D. I'. ManeBa «Masble aHOMaIuM cepaua v aucruiactuyeckue pesorurs» B 2012 .
[1]. B 2014-2015 rr. ObuH OmmyOJIMKOBaHBI OOHOBJICHHBIE PEKOMEHAAIMH IO BEJe-
HUIO TIAIMEHTOB C BaJIbBYJISIPHBIMU 3a00JIEBAHUSIMU CEP/Ila, B TOM YKCIIE HECKOJIBKO
paboT, MOATBEPKIAIOIIUX MMOBBIIICHHBIA PUCK MTPEUMYIIIECTBEHHO KapAHM0IMOOInYe-
CKHMX OCJIO)KHEHUU TMPHU ONMPEACICHHBIX BapHaHTaX U COYETAHUSIX BHYTPUCEPACUHBIX
nopokoB. B 1enomM, HecMOTpsi Ha pazHooOpaszue kauHuueckoit kaptunsel HHCT, ecth
IIUPOKUN CHEKTP MOJUOPTAHHBIX W TOJMCUCTEMHBIX KIWHUYECKUX TPOSBICHUMH,
MMEHHO TOPAXKEHUS CEePIACYHO-COCYJIUCTONM CUCTEMBI OINPEAENSIIOT TPYA0CIOCO0-
HOCTh U mporHo3 xu3Hu nanueaToB ¢ HHCT. B To e Bpems MHOrooOpasue hopm
cepaeuHo-cocyauctoil marongoruu npu HHCT, cioxHOCTH B pa3rpaHU4YeHUU BHYT-
pUCEpPAEYHON MATOJOTUM OT BapUAaHTOB HOPMBI, B TOM YHUCJE B J€TCKOM BO3pacTe,
pasHouTeHus: B Kputepusx OxoKI'-mmarHoctuku, moaxonax K Kiaccu(UKaIUH,
a TaK)K€ pPa3HOPOJHBbIE KaTEropuu OOCIEOBAHHBIX TPYMI, CO3JaI0T MPOOIEMBI
B (popMUpOBaHUM J0Ka3aTeIbHON 0a3bl MpU pa3padOTKe CTpaTU(PHUKALUUA pUCKa TOU
WJIA UHOM KapJIMOJIOTHYECKOM naroJioruu, accomuupoBanHoi ¢ HHCT.

MaJbie aHOMAJIUU cepana

CoriacHO TEKCTy HaJHAIMOHAIBHBIX (MEXIYHapOAHBIX) pekomenaaruii EAT/
BHOK/PHMOT 10 CTpyKTypHBIM aHOMAJHSIM CEP/IIla, K MaJbiM aHOMAJIUSIM Pa3BU-
tust (MAP) oTHOCST HaclielyeMble WM BPOXKICHHBIE OTKJIOHEHUS OT HOPMAaJbHOTO
AHATOMHUYECKOTO CTPOCHMSI OPraHOB, HE CBSA3aHHBIE C aHATOMO-(U3HOJOTUYECKUMHU
OCOOEHHOCTSIMU JIETCKOTO BO3pacTa, MPHU OINPEIACICHHBIX YCJIOBHUSIX MPUBOMASILNE
K HapymieHuto ¢yskiuu. K BHemHuM MAP OTHOCAT aHOMaliiM pa3BUTUSI KOCTHO-
CKEJIETHBIE, MBIIICYHbIC, IKTOJAEPMAIbHbIE; K BUCLEPATbHBIM — U3MEHEHHUS CTpOe-
HUsI OpraHa 3peHMs, CEepACYHO-COCYAMCTOM W PECIHUPATOPHOU CHUCTEMBI, OPTaHOB
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OpIOLIHOM MOJIOCTH, MOYEBBIIEIUTEIBHON U PENPOAYKTUBHOM cucteM. CTpYKTYpHBIE
(Masible) aHOMaNMM cepjua SBIAIOTCS TposiBieHneM MAP co cTtopoHbl cepieyHo-
COCYAMCTOM cucTeMsl [2].

CogepmienctBoBanue IxoKI' quarHocTuku, HaKOIJIEHWE U 0000IIEHUE pe3yJb-
TaTOB HAYYHBIX W KIMHUYECKHUX HCCJICNOBAHUA OOYCJIOBWJIM MHTEpPEC K MOTPaHUY-
HBIM OTKJIOHCHUSIM B CTPOCHHHU CepAma, K KOTOpbIM MoOryT ObITh oTHeceHbl CAC.
HaunbGonee mmpoko mpuHsATas ASPUHUIUS TaKUX BHYTPHUCEPIACYHBIX aHOMAIUNd —
Mainbie anoMmanuu cepana (MAC), onpexaelnsieMble Kak HaclaeACTBEHHO-00YCIIOBIICH-
HBIC UM BPOKIEHHBIE CTPYKTYpPHbIE U3MEHEHHUsI KJIallaHHOTO armapara cepua (ero
COEIMHUTEILHOTKAHHOTO KapKaca), BKII0Uas MarucTpajibHbIE COCY/bl, B BUJAE pa3-
JUYHBIX AHATOMHUYECKUX AaHOMAJIU, HE COMPOBOXKIAIOIIMXCSI TE€MOAUHAMHUYECKU
rpyObIMU ¥ KJIMHUYECKH 3HAYMMBIMU HapyireHusmu [1, 3]. OgHu ucciegoBaTesu
K MAC npuauciisioT Jro0ble aHOMAJUMU, BBISIBISIEMBIE TPU MOP(OJIOTHUYECKOM UCCIIe-
JIOBAaHUH, JIPYTUE PACCMATPUBAIOT MX KaK KIMHUKO-3XOKapauorpaduueckoe IMOHS-
THE, BKIIIOYAIONIEE UMEHHO T€ aHOMAaJIMH, KOTOPhIE YAAeTCs BBISIBUTh MPUKU3HEHHO
B nporiecce nosmmno3uninonnoro DxoKI -uccnenosanus (C. @. I'mycaes, HO. M. be-
no3epoB, 1997). He oTpuiiast akTyaJIbHOCTh TEPMUHA U ONIPEIENICHUS «MaJIbIX aHOMa-
JUW cepala», HeMb3s HE OTMETUTh JUCKYTaOEIbHOCTh OTIEIbHBIX IMOJOKEHUH —
«KJIMHUYECKU 3HAYMMOE HApPYIIECHUE», «TPyOble HAPYIICHUS TeMOJUHAMUKNY», KOTO-
pble HE BIIOJHE COOTBETCTBYIOT COBPEMEHHOM MEXKIyHApPOJHOU TEPMHUHOJIOTHUHU.
B anrnosserianoi mureparype tepMuH MAC He UCTIONB3YeTCA KaK €IMHOE MOHSITHE,
MO3BOJISIIONIEEe OOBEAMHUTh BCE T€MOJMHAMUYECKH MajOo3HAYMMble aHOMAJHUHU CO-
eAMHUTEIPHOTKAHHOTO KapKaca M KJamaHHOro ammapara cepjana. Hambosee yacto
MIPUMEHSIOTCS TepMUHBI «cardiac abnormalities», «structural heart anomaliesy, «car-
diac anomaliesy», «morphological abnormalities» u «structural cardiac abnormalitiesy.
Ho3zonorudecku 310 B OOJNBIIMHCTBE CIIy4aeB aHEBPU3Ma MEKIIPEACEPIHOMN Mepero-
poaku (AMIIII), otkpeiToe oBasibHOE OKHO (OOQ), yIJIMHEHHBIN €BCTaXUEB KianaH
(EK), cetb Chiari u nposarnic MutpanbHoro kinamnana (IIMK).

Certn Chiari

Anatomusi, Tepmunosorus. Cers Chiari (Kuapu, Xuapu) npeacrapisier co0oit
(UOPO3HO-HUTEBUIHYIO CTPYKTYPY B BUJIE CETKH, KOTOpask MPUKPEIUIIETCS K KJIallaHy
HIKHEW MOJI0UM BEHbI (€BCTAXUEB KJallaH) C OAHOM CTOPOHBI U K PA3IMYHBIM YaCTsIM
npasoro npexacepaus (ITIT) — ¢ apyroii [4]. IlIupokoe uCHoONb30BaHNE IXOKAPIHO-
rpaduy U yBeJIMYEHUE pa3peliaronieid CriocCOOHOCTH COBPEMEHHBIX YJIbTPa3BYKOBBIX
MPUOOPOB MO3BOJISIIOT HE TOJIBKO BBISIBIIATH U JIETAJIBHO OIIEHUBAThH MATOJIOTMYECKUE
COCTOSIHUS Cep/illa, HO U 00Jie€ OTUETIUBO CYJIUTh O HOPMAJIBbHBIX BHYTPUCEPICUHBIX
CTPYKTYypax U BapHaHTaX CTPOCHHUSI CEP/IIa.
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Cetp Chiari sBisiercst octaTkoM 3MOPHOHATBHOTO TPABOTO KIIAllaHA BEHO3HOTO
(KOpOHApHOTO) CHHYca W 00pasyercss B Cy4ae HEIOJIHOW pe30pOLUHU TOCICIHErO.
Anaromuyecku ceth Chiari mpencraBieHa HenpaBUIbHOW (POPMBI CETEBUIHON CTPYK-
TYpOH, KOTOpasi COCTOMT U3 MHOXKECTBA (PHOPO3HO-HUTEBUIHBIX H/WIH MEMOPaHO3HBIX
komnoHeHToB [5]. Mcxops u3 obmacTu eBcTaxueBa KiamaHa, ceth Chiari moxer kpe-
MUTHCS B pa3UIHbIX oTAenax 11 — k kianaHy KOpOHapHOTO CHHYCA, TEPMUHAIBLHO-
My I'peOHIO0, pacloIOKEHHOMY B 30HE yCThsl BepxHel nosoil Benbl, MIIII, creHke ca-
Moro npeacepavs. Pazmeps cern Chiari BaprabensHbI M1 MOTYT JOCTUTATh 6 cM [6].

[TepBoHavanbHO 3Ta CTPYKTYypa OblIa onmucana Von Rokitansky B 1875 r., ogHako
ObUTa Ha3BaHa B YECTh MmaroJyiora u 3MoOpuosiora Hemenkoro ynusepcureta B [Ipare
H. Chiari, xoTopblit npenctaBui B cBoei myonukaruu B 1897 r. ciyuaii von Rokitan-
SKy u ele HeCKOJIBKO CIy4aeB ceT4yaTol MeMOpaHbl, PacIoiaratoneiicss Hall yCThbeM
HWDKHEH ITOJIOHN BeHB!I [7].

Hapsiny ¢ repmunom «ceth Chiari» (Chiari’s network, Chiari’s net) B nurepary-
pe MOXKHO BCTPETHTh M APyrue 0003HAYEHUS ATOU ke CTPYKTyphl: octatok Chiari
(Chiari’s remnant), perukynspnas cets Chiari (Chiari’s network reticulum), anoma-
st Chiari (Chiari anomalies) K. P. Bhatnagar et al. [4] x anomanuu Chiari otHecu
Tpu GopMbI: (PeHECTPUPOBAHHBIIN KIIallaH HIKHEH TOJI0N BEeHBI;, (heHeCTPHUPOBAHHBIN
KJIallaH KOPOHAPHOTO CUHYCa W TOHKHE HUTEBUIHBIC CTPYKTYPHI MEXIY BHINICYKa-
3aHHBIMU KJIANIAHAMH WJIA MEXKAY KJIallaHAMH U CTEHKOW TpEeACepaus, TePMHUHATb-
HBbIM IpeOHEM WM MEXIPENCEpIHON NMEePEeropoakoi. DTH K€ aBTOPbI MPEAJIOKIIN
TEPMHH «CeTh IMpaBoro npeacepaus» (right atrial net), koTopslii 00beTUHSAET BCE TPH
BhIIIeonMcanuble popMbl. OHAKO 3TO MPEIOKEHUE BBHI3BAJIO BO3PAKEHUE HEKOTO-
pbIX aBTOpPOB [6], KOTOpBIC CHIPaBENIUBO YKa3ald HA TO OOCTOSITEIBCTBO, YTO YIKE
B opurnHaibHoM onucanuu X. Chiari otmeuanoch Hannuue GeHecTpanuii Ki1arnaHoB
U Pa3NUYHBIX HUTEH OT KJIallaHa HIDKHEH IMOJIoi BEeHbI, HO ObLIa BBIACICHA UMEHHO
CeTh, KOTOPYIO HE CJEIYeT MyTaTh C U30JIMPOBAHHBIMU HUTSIMH WU (EHECTPAIUIMU
kiananoB. C KIMHUYECKUX TIO3HUIUN 3TH TEPMUHOJIOTHUECKUE aCTIEKThI BAYKHBI B TOM
CMBICJIC, YTO OHHU MOKA3bIBAIOT MHOT0OOpa3Kre BAPHAHTOB CTPOCHUS B ATOM U O€3 TOTo
HACBHIIIEHHOW Pa3HOOOPa3HBIMH CTPYKTypamu 30HE mpaBoro mpencepaus. Ciemyer
MOHMMATh, YTO HE KaKJas HUTCBUIHAS CTPYKTYpa, MPHKPEIUISIONMAACS K KianaHy
HIDKHEH T0JION BeHbl, siBisseTcs coOcTBeHHO ceThio Chiarli m ee xapakTepucTHKa
JOJDKHA OCHOBBIBATHCSI HA COBOKYITHOCTH JAHHBIX, TOJYYaeMbIX NPU €€ BU3yasu3a-
IIUH, TEMOJIMHAMHUYCCKON U KJIMHUYCCKON XapaKTePUCTHUKE.

Hecmotps Ha TO, uTO 0 cymiectBoBanuu cetu Chiari u3BectHo yxe Oosiee Beka,
nyOJIMKALNY, TIOCBSAIICHHBIC 3TOMY 3MOPHOJIOTMYECKOMY OCTAaTKy, JO HEIaBHETO
BPEMEHHU BCTPEUYAIMCh HEYACTO U B OCHOBHOM IPECTABIISUIA CO00I pabOThI mMaTolio-
roB. O/IHaKoO B CBSI3U C BHEAPEHHEM B KIMHUYECKYIO MPAKTUKY psla BU3yaTH3HPY-
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IONIMX METOOB, TAKMX KaK dXOKapauorpadus, TpexmepHas 3XoKkapauorpadus, gpec-
MUIIEBOAHAS ¥ BHYTPHCEpACUHAs dXOKapAuorpadus, MarHUTHO-PE30HAHCHAS TOMO-
rpadus U KomrbioTepHas Tomorpadus, cetb Chiari cranu BBIABISATh MPUKU3HEHHO
B Ka4eCTBE CIy4YailHOW HAXOJKH WJIM WHOTJA B CBS3HM C KaKUMHU-JTHOO IMaToJIoThYe-
CKHMH COCTOSTHUSIMHU.

PacnpocrpaneHHocTb. OOIIas TOMyNSIIMOHHAS PACIPOCTPAHEHHOCTh CETH
Chiari cocraBnsier okomno 2 % [7], M. Loukas et al. [6] orMeTniH, 9TO OOBIYHO YKa-
3BIBAIOT pacrpocTpaHneHHOCTh cetu Chiari B 2 % W 3TO HEBEPHO MPUITHCHIBAIOT
X. Chiari. Ognako cam X. Chiari onucan 13 takux ciydaeB, HO OH HE yKa3bIBall Ha
YaCcTOTY M HE MPUBOJIWII JAHHBIX O KOJIMYECTBE BBITOJHEHHBIX BCKPBITHI [8].

[To MopdoornuecKkum Uccie0BaHUsIM YacToTa BhisiBiieHUs cetr Chiari xoe0-
nercsa ot 1,3 mo 4,0 %, npu Gosiee CTPOromM MoAX0J€ K TUArHOCTUYECKUM KPUTEPH-
sm — 0,34 % [9]. YacToTa BHISBICHHS 10 pe3yJbTaTaM TPAaHCTOPAKAIBHBIX dXOKap-
nuorpaduyeckux uccnenoBanuii koneonercs ot 0,3 1o 9,5 %. Jlanubie poccuiickux
uccaenoBareneir — 0,9 % npu TpanctopakamsHoM Ix0KI u 1,6 % — mpu upecnu-
meBogHoM DxoKI™ [1]. CymiectBeHHasi BapuaOCIbHOCTh YaCTOTHI BBISABICHUS CETH
Chiari, mo-BuauMomMy, 0OBSCHACTCS TEM, YTO HEKOTOPBIC aBTOPHI OMHKCHIBAIOT B Ka-
yectBe cetr Chiari u gpyrue ocOOCHHOCTH, U aHOMAJIMK CTPOCHMSI BEHO3HBIX Kilara-
HOB, TaKWe KaK YBEJIMYCHHBIM eBCTaxueB kiamaH [8]. PacmpoctpaneHHOCTH ceTH
Chiari He 3aBucHT 0T TI0J1a ¥ Bo3pacTta [4].

Juarnocruka. Yacro cerh Chiari 1uarHocTUPYOT BMECTE C OTKPBITHIM OBaJIb-
HBIM OKHOM, aHEBPH3MOH MEXIPEICEPAHON MEPErOpOIKA U CBCTAXUEBBIM KJIAIIAHOM
(79 %) [9]. Tak, mo manubiM B. Schneider et al. [10], y mauuentos ¢ cetsio Chiari ot-
KpBITOE OBaJIbHOE OKHO BCTpeuanoch B 83 % ciyuaeB mo cpaBHeHUIO ¢ 28 % HaOr0-
JCHUN B KOHTPOJBHOH TpyIie. AHAIOTUYHAS 3aKOHOMEPHOCTh OTMEUaiach U B OTHO-
IIICHUN aHEBPU3MbI MEXKIIPEICEPIHON TIEPETOpOAKH, KOTOpas BbIsBILIach B 21 %
ClTy4aeB y ManeHToB ¢ cethto Chiari u Tonpko B 1,6 % HaOr0NeHMIA y TAIIMEHTOB 03
ceru Chiari.

OO0b1uHO ceth Chiari BU3yanu3upyercsi B TeX MO3UIHSIX, U3 KOTOPBIX MOKHO BH-
3yaIM3UpOBaTh TIPaBOE TPEACEpIUC: BEPXYIICYHAS YEThIPEXKaMepHas TTO3HIIHS,
JUTMHHASI OCh TIPABOTO JKEIyI0YKa U KOPOTKas OCh Ha YPOBHE aOPTAILHOTO KJIartaHa
U3 TIApaCTEPHAIBHOTO JIOCTYIIA, a TAK)KE CYOKOCTAIbHBIE TIO3UIINH (YeThIpeXKaMepHasi,
JUTMHHAS OCh HUYKHEH ITOJIOW BEHBI M KOPOTKas OCh Ha YPOBHE aOPTAJIHHOTO KIIanaHa).
CrnenyeT OTMETHTD, UTO JUIsl OLICHKH MecTa npukperuieHus cetu Chiari Heo6xoaumo
TIOJIMTIO3UIITMOHHOE HKCCJICIOBAHUE C BKJIFOUEHHUEM HE TOJIBKO CTaHJApPTHBIX, HO
Y IPOMEXKYTOUHBIX Mo3unuil. [Ipu sTOM aByXMepHOe 3Xokaparorpaduyeckoe uccie-
JIOBaHKME HE BCErja MO3BOJSET TOYHO ONPEACIUTh MecTa nmpukperuicaus cetu Chiari,
DTO BIIOJHE €CTECTBEHHO, €CJIM YYUTHIBATH OOCTOSITEIHCTBO, YTO HCIIOIB3yEMbIE PY-
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TUHHO JIByXMEpPHBIC MO3HUIMU OOBIYHO HE IMO3BOJSIOT B OJHON W TOH K€ IJIOCKOCTH
BU3YAJIM3UPOBaTh W €BCTAaXMEB KJallaH, W KIalmaH KOPOHAPHOTO CHUHYCa, W JIPyTrHe
BO3MOJXKHBbIC MecTa npukperuienus cetu Chiari. TpexmepHoe sxokapanorpaduieckoe
MCCIICIOBAHNE TTO3BOJISIET B PsiJie CIy4acB MPEOJIOJIETh BhIMICyKa3aHHOE OrpaHUUCHHUE
JABYXMEPHOTO CKaHWPOBAaHUS M yCTAaHOBHUTH MecTa Kperwienus cetu Chiari. Omaako
B HEKOTOPBIX CIydasX TPEXMEPHOE dXOKapauorpaduueckoe uccieaoBaHue He o0ia-
JaeT JOCTATOYHOU MPOCTPAHCTBEHHOW M BPEMEHHOM pa3periaromieii CrrtocOOHOCTHIO
JUTS aJICKBaTHOW BH3yaM3allii TOHKHUX M IMOABMXKHBIX HUTEH cetr Chiari.

[Tpu upecnHIIEeBOTHOM UCCIICIOBAaHUH OTIPABHON TOYKOH JIsI TUATHOCTHKH Ce-
i Chiari sSBISIOTCS MO3UINMU U3 CPEIHUX OTICIIOB MUIICBOJIA, B KOTOPBIX BU3yallH-
3UPYIOTCS 3aJHIE U HIDKHHUE OTAEJBI IPABOTO MpECepAns B 30HE BIAJCHUS HIKHEH
MOJIOW BEHBI: OMKaBaIbHAS TO3WMIMS W TIO3MIUS KOPOTKOW OCH Ha YPOBHE aOPTHI.
BrIsiBIIeHNE THMHEHHBIX BBICOKOIIOJIBIXKHBIX CTPYKTYP B yKa3aHHBIX MO3HIUSAX C MX
NPUKPEIUICHUEM K CBCTaXHMEBY KIANaHy 3acTaBIsieT 3aloJ03PUTh HAJIMYUE CETH
Chiari. Kak npaBuiio, B yKa3aHHBIX MO3HIUAX YIAETCS BU3YAITU3UPOBATH TOJIBKO OJIHO
MecTo npukperuieHus cetu Chiari k eBcTaxueBy KianaHy, a Ipyrue TOYKH TPUKpPETI-
JICHUS OKa3bIBAIOTCS BHE TNIOCKOCTH CEYCHHUS. 3a CUET ITOTO CO3/aeTCs BIICUaTICHHUE,
uyro cetb Chiari cBo6oaHO dioTupyer B monoctu mpaBoro npexacepaus. [lpu npu-
[EJIEHOM TIOJIUTIO3UITMOHHOM OOCJICIOBAHUY C BBIBEJICHHEM MEXKITPEICEPIHON mepe-
TOPOAKH ¥ KOPOHAPHOTO CHHYCa BO3MOXXHO YCTAHOBHTH W JPYTHe TOYKH MPUKPETI-
nenus cetu Chiari x MexnpeacepaHoOl meperopojake U TeOe3ueBy KiamaHy B 30HE
yCThsl KOPOHApHOTO cUHYyca. OIEHUTh YCThe KOPOHAPHOTO CHHYCA HAMIYYIITUM 00pa-
30M yIaeTcs W3 CPEeJHHX OTIENIOB MHIIEBOJA B YEThIpeXKaMepHOU mozuimu. [Ipu
ATOM HEOOXOIUMO POTHUPOBATH ATUYMK BIIPABO IO MOJIYYCHHS MPABOTO MPEICEPIus
B IIeHTpe dKpaHa. JlanpHeimas mMoanduKanus MO3WIMK ITyTEM BBEICHHS IaT4HKa
WJIA OTKJIOHEHUS €T0 Ha3aJl MO3BOJISIET BHIBECTH KOPOHAPHBINA CHHYC.

Dxokapauorpadrueckoe 00ceI0BaHNEe TTO3BOJISCT BBIIBUTH ceTh Chiari, a Taxke
nuddepeHurpoBaTh €€ 0T HOPMAJIBHBIX CTPYKTYpP MPABOro Hpejcepaus (eBcraxuena
1 Tebe3ueBa KJanmaHOB) M OT MATOJOTMYECKUX COCTOSHUM (TpoMOOB, BereTaluii,
OIyXOJICH M OTPBIBOB XOpJ TpexcrBopuaTtoro kiamana) [7]. Cers Chiari umeer TH-
MUYHOE PACIIONOKEHUE C MPUKPEIUICHHEM K OIpPENIeICHHBIM aHATOMUYECKUM 00pa-
30BaHMSIM U OOBIYHO MPEICTABISET COOON HHUTEBUAHYIO CTPYKTYpY HIH MHOXKE-
CTBEHHBIE CTPYKTYphI, (JIOTHpYOIIKE MO Xoay Toka kpoBu. Hepemko cers Chiari
CO3JIacT BIICUYATIICHUE O HAIMYUU JOMOJHUTEIBHBIX 00BEMHBIX 00pa30BaHUI B TOJIO-
CTH TIPAaBOTO TPEACEPAUs 3a CUYET «CBOPAUUBAHUS» CETH. JTO OOCTOSTEIHCTBO HE
JIOJDKHO OCJIOKHATH JAMAarHOCTHKY cetd Chiarli ¥ mpuBOIUTH K THIIEPAUATHOCTHUKE
APYTUX AOMOIHUTEIHHBIX 00BEMHBIX 00pPa30BaHUil B TPABOM IPEACEPIUH.
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Kannuveckoe 3Hayenune. O0bpr9H0 ceth Chiari He uMeeT CcylecTBeHHOTO KITH-
HUYeCcKoro 3HaueHus. OAHAKO B JIUTEPAType MEPUOINICCKU TOSIBISIFOTCS OMMUCAHUS
KJIMHUYECKHMX CIIydaeB, B KOTOPBIX OIPEAeICHHYI0 pojib urpaer ceth Chiari [4].
B psine pabot ykasbiBaeTcs Ha 3HaueHue cetd Chiari B HapylieHuH BHyTpHUCEpCU-
HOW TeMOJIMHAMUKH U (POPMUPOBAHUH TPOMOOB, BereTanuit [7].

Hcxonss W3 TNaTONOrOaHATOMHYECKOW KapTUHBI HEKOTOPHIX BapUaHTOB CETH
E. D. Chiari npeamosoxxui, uro ceth Chiari MOXKeT MPensITCTBOBaTh KPOBOTOKY. OJ1-
HAKO OHU K€ IMOJTYEPKHUBAIIN, YTO CUMIITOMOB OOCTPYKIIMH HE OBLIO TIepe]] CMEPTHIO
JaKe y TarueHTa, y KOTOpOTo ObUTM OOHApY>KEHBI MOITHBIC M PUTHIHBIC HUTH CETH
Chiari, koTOpbIe OBLTH TYTO HATSHYTHI B IMOJIOCTH MPABOTO MPEACEPIHSL.

Omnwucanpl ciyyau pa3BUTHS MHPEKIIMOHHOTO SHIOKApIUTa U OMyXOJIel ¢ Topa-
xenurem cetu Chiari [11, 12]. Cnenyer otMeTHTh, 9TO M cama ceth Chiari MoxkeTt BbI-
TJISACTh TTOJ00HO OIyXOJIEBOMY OOpPa30BAHMIO M TEM CaMBIM MPHUBOJUTH K JIOXKHOMY
AuarHosy «omyxosieBoe oOpasoBanue». C. Koz et al. [13] cooOmmmu o cioydae
ruranTckoi cetu Chiari, xoTopas OblTa OX0Xa Ha OIYyXOJIb MPABOTO MPEICEPIHS,
UCXOJAIIYIO U3 MEXIIPEIICEPTHON TTEPETOPOIKH.

VYike B paHHHX paboTax MaToJIOTOB OBLJIO BBICKA3aHO IMPEAIOIOKCHHE O JIBOSI-
koit posn cetr Chiari, KOTopast MOXeT, ¢ OJJHOH CTOPOHBI, CIIOCOOCTBOBATh (hOPMHU-
pPOBaHUIO TPOMOOB, a C JPYTroil — BBICTYNAaTh B KaYECTBE JIOBYIIKU IS TPOMOOIM-
00J10B, MpegoxXpaHss manueHTa oT (ataabHOM TPOMOOSIMOOJIMK JErOYHOW apTepuu
[4]. H. Chiari B ogHOM 13 mpencTaBiacHHBIX UM 11 citydaeB HaOJI01a)T MHOYKECTBEH-
HbIC TPOMOBI B OTIMCAHHOW MM CETH B MPABOM TIPEACEPINH, a TAKXKE B TIPABOH U Jie-
BO# JICTOYHBIX BETBSX [1].

[To3nuee W. M. Yater [11] npencraBui cityuait 6onbiioro smoosna B cetu Chiari
y OosbHOTO 39 NeT ¢ TpoMOO030M TIyOOKHX BEH MPOKCHMAIBHOTO OT/ENa HIDKHEH
koHeuHocTd. OueBHIHO, MEpBOHAYaIbHO ceTh Chiari 3ageprkana mpoaBIKEHUE DM-
0oJ1a, YacTh KOTOPOTO B MOCJIEAYIONIEM Ipeojoiena MeMOpaHy U mpuBesia K 3M00-
JMH JIero4HoM aprepuu. [loxoxwmii ciydait Obut npenctasien S. T. Yuen, P. Dickens
y 86-JeTHEel JKeHIIMHBI ¢ (haTabHBIM mepesiomoM mieiiku O0enpa [12]. Cers Chiari
coziepkana TpoMO, a B TPABOM JIETOYHOU apTepuu ObUT OOHAPYKEH AIMOO0JI, coaep-
KAl MaTepuanl KOCTHOTO MO3ra U TpOMOOIHUTHI ¢ GUOPUHOM. ABTOPBHI MPEATOIIO-
KHJTH, 4TO 3aXBadyeHHbIN ceThio Chiarli 3M0071 KOCTHOrO MO3ra HHHIIMUPOBAJ PAa3BUTHE
OOJIBITIETO TIO pa3MepaM TpomOa, KOTOPBIA U MPHUBEN K (daTaabHOW TPoMOOIMOO0IUU
aerounoi aprepun. CyIlecTBYIOT JaHHbIC 00 oTpbiBe dparmenToB cetu Chiari ¢ ux
MOCIICAYIONIEH MUTpaliel B aerkue [7].

B enuHnuHBIX paboTax yKa3bpIBaeTCs Ha BOBMOXKHYIO CBsi3b cetu Chiari u apur-
muii [4, 7]. E. W. Benbow et al. [14] npeamnonouiu, 4To HaTndrue MAOKapIHaaIbHbIX
BOJIOKOH B PETUKYISIpHOI cTpykType cetu Chiari MOXXET MPUBOAUTH K apUTMHH.
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J. Clements et al. [15] onmcanu ciydaii BISIBICHUS apuUTMHUH cepana Tuioaa Ha 40-i
HeJele OEpEeMEHHOCTH Y 27-JIeTHEH JKEHIIUHBI. ACCOIMAIMS MEXITY TPeICepTHBIMH
aApUTMUSMU U CTPYKTYypaMH BEHO3HOTO CHHYCa XOpoIo u3BecTHa [1]. MeprarenbHas
apUTMUSI HEPENIKO MHUIIMHPYETCS W3 YCThEB JIETOYHBIX BEH, KOPOHAPHOTO CHHYCA
WK TIOJNBIX BeH [3]. B CBsI3u ¢ 3THM HEKOTOPHIMH aBTOpaMH PacCMaTPHUBAETCS BO3-
MOJKHasi apUTMOTeHHOCTh ceTr Chiari kak cTpyKTyphl, TECHO CBS3aHHOW C apHTMO-
TCHHBIMHU yJacTKaMH BeHo3Horo cuHyca [1]. L. Prajapat et al. [16] npeacraBwmm tpu
ciyyast Hanuuaust cetu Chiari mpu HapymieHUu BHYTPUIIPEICEPAHOTO IMPOBEICHHUS
C MPOIOJKHUTENLHOCTBIO 3y01a P 6onee 110 Mc, 4To 0Ka3anoch NpeAUKTOPOM Ipe/i-
CepIHBIX TaxuapuTMuil. M Bce ke 10 HACTOSIIEro BPEMEHU OTCYTCTBYIOT ITyOJIHKa-
1M, KOTOpBIE OBl YKa3bIBAJIM Ha ONpe/IeieHHbIN apuTMoreHHbid 3¢ dekt ceru Chiari.

B peaxux cimydasx cets Chiari MojxeT mpensTcTBOBaTh MPOBEJICHUIO KATETEPOB
B [IPaBbI€ OTJEIBI Cep/Illa WM B KOPOHApHBIN cuHyc [9]. OnucaHsl ciydan Xupypru-
YECKOro YJaJICHUs KaTeTepa B CUTYallHsX, KOTJa KareTep 3anyThiBayics B cetu Chiari
U ero ObUIO HEBO3MOXKHO NpoaBHHYTH wiu ynamuth [2, 10]. A. Goldschlager et al.
[17] onmcanu ciyuait kaTeTepu3aliy cep/iia, BIMOIHEHHOW MO MTOBOY BTOPUYHOTO
nedexTa MeXIpeaACcepaHON Meperopo Ky, Korjaa He YAaloch W3BJIeYb KOHYHMK KaTe-
tepa. [locie HeoTHOKpaTHBIX 0€3yCIENTHBIX MOMBITOK YAaJeHHUS KaTeTepa MPUIILIOCh
BBITTOJIHUTh TOPAKOTOMHIO W aTPUOTOMHUIO TpaBoro mnpenacepans. KoHunk karerepa
okazajcs 3amyTaH B (uOpo3nbix HHUTAX cetd Chiari. Tloxoxwuit ciaydail ommcax
y JKEHIIUHBI 82 JIET MPU UMIUTAHTAIMK Kapauoctumynstopa [13].

Knuanueckoe 3Hauenue cetu Chiari B mepByro odepesib OMpeaeisieTcsl BBICOKOH
CONPSKEHHOCTBIO C OTKPBITHIM OBaIbHBIM OKHOM [6]. JIo 82 % manueHToB, 0TOOpaH-
HBIX JUIS SHIOBACKYJISIPHOTO 3aKPBITHSI OTKPHITOTO OBAJILHOTO OKHA, UMEIOT €BCTAXHUEB
kinarmad win ceth Chiari [9]. Tlpu nanmmuum cetn Chiari y maieHTOB ¢ OTKPBITHIM
OBaJIbHBIM OKHOM 4YaIlle BBISABIISICTCS MPABO-JIEBOE IIYHTHPOBAHUE, YEM TIPH €€ OT-
cyrctBun. EBcraxmeB kiamaH u ceth Chiarli cnocoOHBI TPEnsSTCTBOBATH 3aKPBITHIO
OBAJIbHOTO OKHa, mpenpacnoiaras Kk ¢popmupoBanuio aHeBpusmbl MIIII u napanok-
caJbHOW 3MOO0JIMH, HAIIPABJISISA MOTOK KPOBU M3 HUKHEW nojoit Benbl k MIIII. Takxke
yCTaHOBJICHA CBsI3b MeXx 1y Hanu4yueM cetu Chiari u MuUrpeHbpro ¢ aypoi y malueHToB
C OTKPBITHIM OBaJIbHBIM OKHOM [6].

C no3unuii TpoMOOIMOOJHUECKUX OCIIOKHEHHIH pojib cetu Chiari aBoska.
C omHoii croponbl, ceth Chiari MoxxeT crocoOcTBOBaTh (OPMHPOBAHHIO TPOMOOB
In situ, ¢ Qpyroil — BBHICTYNATh B KA4YECTBE JIOBYIIKU TSI TPOMOOIMOOJIOB, TIPEI0-
xpansis nanuenTa ot ¢aransHoit TOJIA. TlpuBoaarcs nanueie 00 OTpbIBE (hparmMeH-
toB cetu Chiari ¢ ux nocnenyromei murpamueii B aerkue [17].

B kauecTBe BO3MOXKHBIX MPUUKH apuTMoreHHocTr cetu Chiari paccmarpuBaetcst
TecHasi B3auMOCBs3b 3TOM CAC ¢ apUTMOr€HHBIMHM Y4YacTKaMU BEHO3HOT'O CHUHYCA,
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a TakKe (PaKT HAJTMUUsT MHOKapIUAIBHBIX BOJIOKOH B €€ PETHKYJISIPHOW CTPYKTYpE [8,
14, 16]. He namwio yoeauTeI»HOrO MOATBEPKACHHS IPEANoIoKeHue, uro cetb Chiari
MOXET MPENSITCTBOBATh KPOBOTOKY [10].

3akiouenue

Certsp Chiari 3HaunTeNIEHO Yalle BCTPEYAETCSl B COYCTAHUU C MEXKIIPEICEPTHBIMU
KOMMYHUKAIMSIMH, 9eM W30JUpoBaHHO. BrissBnenue cetu Chiari 1omKHO CITyKUTh
OCHOBaHUEM JIJIsl MPUIEITBHOTO TTOUCKA IPYTHX aHOMAJIHIA.

Jlnst onienku Mecta npukperieans cetu Chiari HeoOXoAMMO TTOTUIIO3UITMOHHOE
UCCJIeIOBaHUE C BKIIFOUCHUEM HE TOJIKO CTAHJAPTHBIX, HO U MMPOMEKYTOUHBIX MMTO3UIIUH.

Knuanueckoe 3nauenue cetu Chiari onpenensercss BO3SMOXHOCTBIO TPOMOOIM-
0ONMYECKUX OCIOXHEHUH (TpoMO INn Situ), nHOEKIHOHHOTO 3HA0KapauTa, audde-
PEHIMATBHO-TMAaTHOCTUYECKIUMH TPYTHOCTSIMU C Pa3IMYHBIMUA BHYTPUIIPEICEPIHBIMU
00pa3oBaHUSIMH (OITyXOJIH, TPOMOBI, KUCThI), BO3MOXKHBIMH MPOOJIEMaMH MPU SHIO-
BaCKYJISIPHBIX JJOCTYTax K CEpPIILy.
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B. M. Cuoenko, A. B. Ilonanuckasn

OCHOBHBIE TUATHOCTHYECKHUE CUMIITOMbI
N ITPU3HAKHU BOCHHAJIMTEJIBHOI'O IOPA’KEHUS AOPTHBI
IHPU PEBMATUYECKHUX 3ABOJIEBAHUAX

AOpPTUT — peAKo BCTpEYArOLIAsCs Maroyiorus. TeM He MeHee, O HEl BaKHO
3HATh U IOMHUTb, TOCKOJIBKY CBOEBPEMEHHO HAa4yaToe TMarHOCTHUECcKoe o0cienoBa-
HUE U IPUMEHEHHE ONTUMAJIBHBIX CTPATETUH JICUEHHSI MOXKET IIPEIOTBPATUTh PA3BU-
THE TaKUX T'PO3HBIX OCIIOKHEHHUH, Kak TpoMO03MOO0IMs, paccianuBarolias aHeBpru3Ma
aopThI U €€ pa3phIB.

[Ipu aopTuTE B MATOJIOTMYECKUI MPOLIECC MOTYT BOBJIEKATHCS U OCHOBHBIE CO-
cynbl, oTxonsmue oT aoptsl [1]. IIpu pacnpocTpaHeHMr BocHal€HUs 3a MPEIETbI
Hapy»KHOT'O CJI0s a0pPThI 3a00JIEBaHNE HA3bIBAIOT IEPUAOPTUTOM.

[To 3THONIOTMN AOPTUTHI NOJPA3AEIAIOTCS HA ABE OOJBLINE TPYIIbI: HHPEKIU-
OHHble M HeMH(eKuoHHble. HemocpencTBEHHbIM BO3JEHCTBUEM NATOreHa MOTYT
OBITh O0YCIJIOBJIEHBI OAKTEpPHAIbHBIE, BUPYCHBIE M TPUOKOBBIE BOCHIAIUTEIbHBIE TTO-
paxkeHus: aopThl. JlnarHocTuKa U Je4eHre HEMH(EKIIMOHHBIX aOPTUTOB U MEepUaop-
TUTOB — IPEPOraTUBa, rIaBHbBIM 00pa3oM, Bpauei-peBMaToI0rOB.

Acconuanusi a0pTUTa U HEJOCTATOYHOCTU AOPTAJIBLHOTO KJlallaHa ¢ peBMaTuye-
ckuMH 3a0osieBanusiMK npu3Hana ¢ 1940-x romos, korma W. S. Clark, W. Bauer,
amozxe u P. J. Kulka orrcanu 5T HeOOBIYHBIE MPOSIBICHUS] PEBMAaTOUIHOTO apTPH-
ta [2, 3]. C TedyeHrEeM BpEeMEHH CTAJIO SICHO, YTO MOPaXKEHHE MepruepHUSCKUX CycTa-
BOB ObUIO BTOPUYHBIM, a OOIIMM JJIsi TaKUX MAIMEHTOB SIBJSUICS «PEBMATOUJIHBIN
apTpUT MO3BOHOYHUKA», KOTOPHIA B HACTOSILEE BPEMsSI OTHOCAT K CEPOHETraTUBHBIM
CHOHIWJIOAPTPOTATHSIM.
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Knununyeckast kapTuHa 3a00JieBaHUN aOpThl y MAIUEHTOB PEBMATOJIOrMYECKOTO
npodunis Hecrienu@uuHa. AOPTUTHI MOTYT MPOTEKAaThb OECCHUMITOMHO WM HWMETh
CeayIoIue mposiBieHus [4]:

— o0t cuHApoM (JIMXopajka, HeJJoMoranue, noxyaanue, soicokas COJ);

— Oouib (B Tpyd, CIIMHE, )KUBOTE):

* OCTpasi TUIMYHAsA 00JIb MPU PACCIANBAIONICH aHEBPU3ME A0PTHI;
* HEoMpeeICHHAs WA HecTIennpruIecKas peruInBupyromas 00Jib;

— HECOCTOSITEIILHOCTh a0PTAJIbHOTO KJIAallaHa:

* BCJICJICTBUE JAWJIATAIIMU KOPHS aOPTHI;

* 32 CYET NPSAMOTO MOPAKEHUS A0OPTAIIBHOTO KJIAIlaHa;
— UIIEMHAYECKUE CUMITTOMBI:

* UIIEMHUS KOPOHAPHBIX apTEepUid;

* a0OMHHAIBbHAS UIIEMHUS;

* IIEPEMEKAIOIIASACA XPOMOTA,

— TpoMO03MO0IIHSL.

Y HEKOTOPBIX MAIIMEHTOB MPU OTCYTCTBUM TUITUYHBIX CUMITOMOB a0OPTUT MOKET
OBITH BIIEPBBHIC BBISIBJICH BO BpEMs T'MCTOINATOJOTMYECKOTO HCClIeIoBaHUs 0o0pasiia,
MOJIyYEHHOTO MPHU OTIEPALIMHU 10 TIOBOTY aHEBPU3MBI A0PTHI [ D], UM TIPHU ayTOIICUH.

Bepudukanusa auarHosa 4acTo 3aTpyJHEHa BCJIEACTBUE TOrO, YTO BOCIAJHU-
TEJIbHOE BOCIAJICHUE a0pThl pa3BUBAETCS B paMKaX CUCTEMHBIX 3a00JI€BaHUI cOeU-
HUTEJIBHOM TKaHHU, UMEIOIIMX MHOXECTBO MNposiBiieHUWUA. Kpome Toro, BoBieueHue
B MMATOJIOTMYECKUM MPOIECC a0PThl MOXKET MPEAIIECTBOBATH IPYTUM CUMITOMaM, Ha
OCHOBAHHMH KOTOPBIX JHATHOCTUPYIOT peBMaTHYECKOE 3a00JIeBaHNUE.

IIpn BocnajeHur aopThl MOTYT BO3HUKATH CHUMIITOMBI, XapaKTEPHBIE TaKkKe
U Ui 3a00JIeBaHUM JIPYTUX OPTraHOB M CHUCTEM. Tak, Mpu MOpPaXKECHUU BOCXOJSIIEH
aopThl MOTYT JIOMHHUPOBATh CUMIITOMBI HEIOCTATOYHOCTH AOPTaJbHOrO KialaHa.
[Ipu nepuaoptute ¢ peTpornepuToHeanbHbIM (PUOPO30M y MALUEHTOB OBIBAIOT OTEKH
HIDKHUX KOHEUHOCTEH, 3a/iepiKKa CTyJia, 0OCTpyKIUs MOoueTouyHUKOB [6]. Kak mpa-
BWJIO, TaKWE€ MAIlMEHTHhI HA ATale JAMArHOCTUYECKOTO IMOUCKA MOoMajaroT K HEMpo-
(UIBHBIM CIICIIHANKCTaM, YTO 3aMeJIsIeT MTOCTAaHOBKY JIMarHO3a M Ha3HAa4YeHUE Ma-
TOF€HETUYECKOT O JICYEHHUS.

Aoptut 6e3 OATBEPKACHUS CUCTEMHOCTH TTOPAYKEHUS WM BOBJICUCHUS TPYTUX
COCYIUCTBIX 0acCeHOB KIacCHPUIMPYETCS KaK KIMHWYECKH WM30JUPOBaHHBIN (pa-
Hee 9Ty (opMy 0003HAYaIM TEPMUHAMH «HU30JMPOBAHHBINY, «HUIUOMATUYECCKUN,
«HECUHJpOMalbHBINY) [7, 8]. B HacTosIee BpeMsi HESICHO, AEMCTBUTENIBHO JIU BOC-
MaJieHUe B OTACIBHOM CETMEHTE a0PThl MOXKET ObITh U30JIMPOBAHHBIM UJIU YK€ BACKY-
JIUT SIBJISIETCSL CUCTEMHBIM, U JIPYTUE TTOPAXKEHUS MTPOTEKAIOT CyOKITMHIUYECKH.
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ONHUIEMUOIOTUSL BOCHIAIUTENBHOTO MOPAXKEHUS a0PThl U3yY€HA HEIOCTAaTOYHO,
OJIHAKO HM3BECTHO, YTO CaMbIMM YaCTHIMU NMPUYMHAMU HEUH(PEKIHOHHOTO A0pTUTA
SIBJISTIOTCSL BACKYJUTBI KPYMHBIX cocynoB [8, 9]. [Ipu 3ToM y MalMeHTOB MOJIOXKE
50 et riaBHBINA BKJIAJ B Pa3BUTHE AOPTUTA CPEIU CUCTEMHBIX BACKYJIUTOB, BbI3bIBA-
IOLMX MMOPAKEHHUE Aa0pThl, BHOCUT apTepuuT Takasdcy, a Haubosee pacnpocTpaHEeH-
HOM (PopMOIi cuMTaeTcs rUraHnTokiIeTouHbi aprepunt [10]. JluteparypHble naHHbIC
CBUJETENBCTBYIOT O TOM, YTO NPHU TMTAHTOKJIETOYHOM APTEPUUTE AOPTUT MPHUCYT-
cTByeT B 27 % cnydaes [11].

HecmoTps Ha TO, UTO KIMHUYECKH 3HAUUMOE TOPAKEHUE A0OPThI CUUTAETCS MIPU-
3HAKOM BaCKYJINTa KPYIHBIX COCYJIOB, OHO OIKCHIBAETCS MPU CHOHIWIOAPTPOIATHIX
U, B PEIKUX CIIydasix, Ipy peBMaTougHOM aptpute [4]. BackyauT MoxeTt ObITh Npo-
ABJICHHUEM M JPYIMX CHUCTEMHBIX PEBMATHUECKUX 3a0oieBaHUi. PeTpocrnekTuBHOE
HCCIieIOBaHKEe, TPOBEJCHHOE Ha MalueHTax, Haomogapmmxcss B Mayo Clinic B mie-
puox ¢ 1940 o 2002 rr., moka3asno, 4To IPU TAKOW PEIKON NATOJIOTUHU, KaK CHHIPOM
Korana, aoptut 0611 quarHoctupoBat y 12 % marueHTos.

B nenom, B mpakTuke peBMaronora HeMH(EKIMOHHBIE a0OPTUTHI MOTYT HaOJIt0-
JIaThCS TIPH CIIEAYIONIMX 3a00aeBanusax [12]:

1. BacKynuTbI KPYITHBIX COCY/OB:

— aprepuut Takascy;

— TUTAHTOKJIETOYHBIN apTEPUUT.

2. BackynuThI C MOpaskeHHUEM COCYI0B MEJIKOTO Kamopa:

— MUKPOCKOITUYECKUI TTOJIMAHTUUT;

— IPaHyJIEMATO3 C MTOJIMAHTUATOM.

3. BapuabenbHbIil BACKYJIUT:

— 0ose3Hb bexuera;

— cunjpoMm Korana.

4. BacKynuT C MOpa)XE€HUEM COCYIOB €IMHCTBEHHOIO OpraHa:

— KJIIMHUYECKU M30JMPOBAHHBINA A0PTHUT.

5. BackynuThl pu CUCTEMHBIX 3a00JIEBAaHUSX

— PEBMATOMIHBIN BaCKYJIMT;

— CEpOHEraTUBHBIE CIIOHAUJIOAPTPOIIATUH, ACCOLIMMPOBAHHBIE C HOCUTEIBCTBOM
agturena HLA-B27;

— PELMIMBUPYIOIIUI TOJIUXOHAPUT;

— BOJIYAHOYHBIN BACKYJIUT;

6. BackynuTbl ¢ BEpOSITHOM ATHOJIOTUEH:

— KpUOTJI00YITMHEMUYECKUI BACKYJIUT, aCCOLMUPOBAHHbIN ¢ BUpycoM renatura C;

— JIEKapCTBEHHBI UMMYHOKOMIUIEKCHBIN BACKYJIUT.
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[lepraopTutr 00ycCiOBIEH, TJIAaBHBIM 00pa3oM, HanuyueMm y mnanueHtoB [1gG4-
acCOIMUPOBAHHOTO 3aboisieBaHus. [Ipyu 3TOW MATONOTUM OJHOBPEMEHHO JIMOO Me-
TaxpOHHO PAa3BUBAECTCS CUCTEMHOE MOPaKEHHWE OPraHoB, B TOM YHUCJE U aopThl. Pe-
3yJIbTaThl MCCieIoBanus, npeacrariennsie B 2017 r. M. Ozawa et al., mokasseiBaror,
YTO TEepUaopTUT/IepuapTepuuT Obll BbIsIBICH y 65 (36,3 %) u3 179 manueHToB
¢ lgG4-accommmnpoBanHoM 3a00JeBaHEM, BKIIOUEHHBIX B mcciaenoBanue [13]. [Ipu
IgG4-accormmupoBaHHOM 3a00JICBAaHWM Yallle BCETO IMOPAXACTCS OPIONTHOW OTIEN
aopThl, B TO BpeMsl Kak NpH apTepuuTe Takascy M TMTAHTOKIETOYHOM apTEPHUHTE
B IIpoIiecC B OOJIBIITMHCTBE CJIy4acB BOBJICKAETCS €€ TpyAHoM otaen [14].

Ha »Tane BbIsSIBIEHUS MPUYMHBI AOPTUTA CYIIECTBEHHYIO IMOMOIIL OKAa3bIBAIOT
clieIyrolre J1ad0paTOpHbIE UCCIIEIOBAHUS:

— OIPEJIEICHHE CKOPOCTU OCENaHUsl SPUTPOLUTOB M ypoBHsS C-peaKTUBHOIO
OeJka;

— OIpEJIEICHHE YPOBHS NPOKAIBLIMTOHMHA, uccienoBanue Ha BUY, cudunuc,
TyOEepKyJie3, MapKepbl BUPYCHBIX TE€MATUTOB (C €0 MpoBeaeHus auddepeHiiu-
TBHOW TUATHOCTUKHU MEXTY MH(MEKITMOHHBIMU U HEMH(DEKITMOHHBIMUA a0PTUTAMHU );

— 001K aHAJIU3 KPOBU;

— OMOXMMUYECKUN aHaIN3 KPOBU (YPOBEHb KPEaTHHUHA MOXET OBbITh MOBBIIIECH
P CUCTEMHOM KpPacHOM BOJYAHKE, MUKPOCKOITMYECKOM MOJIMAHTUUTE, TpaHyJieMa-
TO3€ C TOJIMAHTUUTOM, yBeIHYeHHE ChiBopoTouHoro Ig G4 Habmomaercs npu [gG4-
acCOIMUPOBAHHOM 3aboJieBaHuu, runokomiieMenemuss C3, C4 — npu cucTeMHOMN
KpacHo# BosuaHke, [gG4-acconumnpoBaHHOM 3a00JI€BaHUN );

— aHaJIM3 Ha MapKepbl PpEBMATUUECKUX 3a00JIeBaHUI (aHTUHYKJICAPHBIC aHTUTE-
Ja, pPEeBMATOUIHBIN (PaKTOp, aHTUTENA K IUKIWYECKOMY IUTPYJUIMHUPOBAHHOMY
MENTUY, aHTUHEUTPOPUIbHBIC IUTOIIA3MATUYECKUE AaHTUTENA);

— BbIsIBJICHUE HocuTenbcTBa anturena HLA-B27 (moMoraer B nuarHocTuke ce-
POHETaTUBHBIX CIIOHIUIOAPTPOIATUI).

«30JI0TBIM CTaHJAPTOM» JIMArHOCTHKU A0PTUTa MOTIJIO Obl cTaTh MOp(oaoruye-
CKOT'O HCCIIEJOBAaHUSl ydyacTKa CTEHKH aopThl, OJJHAKO 3TO HCCIEIOBAHUE PYTHUHHO
HE IIPOBOJUTCS M YacTO HMMEET CIydalHbId XapakTep (IepHolepauuoHHOE, MaTo-
Mopdoaoruueckoe) [7].

WNuBa3uBHast anruorpadusi UCTOPUYECKH CUUTANIACh HAWBAKHEUIITUM HUCCIEN0-
BAHHMEM JIJIS1 TUArHOCTUKYU AOPTUTA, HO C TEYEHHUEM BPEMEHU C ITOM LIEJIbIO CTAIH U C-
M0JIb30BaTh HEMHBA3UBHBIE METObI BU3yanuzanuu [9]. B cooTBeTCcTBUM C peKOMEH-
namusimu EULAR (European Alliance of Associations for Rheumatology, no 2021 r.
sTa abOpeBuaTypa pacimudpoBbiBaiach kak European League Against Rheumatism),
npeiokeHHbIMA B 2018 T., Hanuune BacKyJauTa KPYMHBIX COCYJIOB MOJTBEPAKAACTCS
TaKUMHU BU3YaJU3HPYIOLIMMU UCCIEAOBAHUIMU, KaK YJIbTPa3BYKOBOE HCCIIEA0OBAHME
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(Y3U), xommbrotepnas tomorpadus (KT), marauTHO-pe3oHaHcHass ToMorpadus
(MPT) u nosurponno-smuccroras romorpadus (II2T)/KT [15].

AJNTOPUTM AMArHOCTUYECKOrO MOMCKA MPH MOJO3PEHUM HAa AOPTUT BKIIKOYAET
CJICYIOIIHE MTOCTIeI0BaTeIbHbIC 3Tambl [8]:

— MIEpBUYHAS TUATHOCTHKA;

— KJIMHAYECKHAMN ONpoc;

— J1ab0paTOPHBIC UCCIICAOBAHNS;

— YTOUHSIOIME BU3YAJTM3UPYIOLIUE UCCIIEI0BAHNUS;

— 3aKJIIOYNTEIIbHBIN JTAIl.

Tak, Ha IepBOM 3Tare NpH BBISIBIICHUHM y MAlUEHTA KIMHUYECKUX CHUMIITOMOB,
YKa3bIBAIOIINX HA BO3MOKHOE HAJIMYHUE A0PTUTA, PEKOMEHIYETCS MTPOBEICHUE BU3Y-
ANM3UPYIOIIUX HCCIEJOBAaHUM, BKIIIOYAIOMIMX MarHUTHO-PE30HAHCHYIO aHTHOrpa-
¢uro (MPA) ninu koMinbroTepHyto ToMorpaduueckyro anruorpaduro (KTA) B coue-
tanuu ¢ 19T npu HEoOXoAMMOCTH. B HEKOTOPBIX CIydasiX BO3MOXHO CIy4alHOE
BBISIBJICHUE a0PTUTA MPHU MPOBEICHUN HHCTPYMEHTAJIBHBIX UCCIICIOBAHUH T10 TTOBOY
JIpYyrux 3a00JIEBaHUM WJIM TIPU MATOTUCTOJIOTMYECKOM HUCCIIEIOBAHUU PE3CIUPOBAH-
HBIX 00pa30B AOPTHI.

Jlanee cineayeT BBISACHHTH NMOTEHUUAIBHYIO MPUYMHY aoptuta. J[Jig 3TOro mnpo-
BOJAT KJIMHUYECKHUH OMpPOC MalMeHTa, OCMOTp, JJA0OpaTOPHbBIE TECTHI, U, MPU HEOO-
XOJIMMOCTH, YTOUHSIOUIME BU3Yyalu3Hpylomme uccienoBanus. [Ipu BO3MOXKHOCTH,
HEOOXOJIMMO TMPOBECTH UCCIICIOBaHUE OT OudypKkaruii o0IUX COHHBIX apTepHil 10
o0ILIMX MOAB3IOIIHBIX apTepuil. BeiOOp MeTona BU3yanu3aluyd OCHOBBIBAETCS HA UX
OCOOEHHOCTSIX:

— KTA — OBICTpBIii, IIUPOKO UCTIOIB3YEMBIN METO/T;

— MPA — wuckiI04aeT BO3JIEMCTBHE MOHM3MPYIOIIETO0 HU3Ty4YE€HHUS, MPEKPACHO
BHU3YaJIU3UPYET MATKUE TKAHU;

— [I9T — BBICOKOUYBCTBUTENBHBIN, HO IOPOTOM METOL;

— VY3U — 3aBHUCHUT OT KBaIM(pUKALKMK CHELHAINCTA, TPU 3TOM JEHIEBBIN U J10-
cTynHbId Meton [8].

CornacHO TPeJI0KEHHOMY aJTOPUTMY OOCIeNOBaHUsS, HAa 3aKIIOYUTEIHHOM
ATare JIUArHOCTUKU CYMMHUPYIOT BCE MOJYYECHHBIC JAHHBIE U YCTAHABIUBAIOT OKOH-
YaTEeJIbHBIN JUArHO3.

B 3akntoueHue ciielyeT OTMETUTh, YTO AOPTUT MOKET PAa3BUTHCS B PE3YJIbTATE
MHOTHX peBMaTH4eckux 3aboneBaHui. CBOEBpeMEHHasi JTMArHOCTHMKAa M COOTBET-
CTBYIOLIEE J€YeHHE HEOOXOAUMBI JIJISi TOTO, YTOOBI MPENOTBPATUTh BOSHUKHOBEHUE
€ro OCJIO)KHEHUH.

[Ipy cnydailHOM BBISIBICHUHM BOCHAIMTEIBHOTO MOPAXKEHHS aOpThl BO BpeMs
MPOBEICHUS BU3YATH3UPYIOUINX HMCCIEAOBAHUN WM H3y4eHUs MaToMOopQooruye-
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CKHX O6p213L[OB, IMMOJIYYCHHBIX IIPU OIICPAlHH 110 IMOBOAY AHCBPU3MbI aAOPThI, BA’)KHO
IIOMHUTBb, YTO OHO MOIJIO PAa3BHUTHLCA Ha (1)OHC CHCTEMHOI'0 3a00JICBaHUS COCIMUHH-
TEJIBHOM TKaHH, H ITPOBCCTH KOMIIJICKCHOC PCBMATOJIOTHYCCKOC O6CJ'I€I[OBaHI/Ie.
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A. B. HHonauckaa, B. M. Cuoenxo
K BOITPOCY O BEHO3HbBIX TPOMBOOSMBOJIUAX Y BEPEMEHHBIX

W3MeHeHns CUCTEMBbI CBEPTBHIBAHMSI KPOBH y OEPEMEHHBIX KacaroTCsl yBEIHYe-
HUS YPOBHEW Takux MoOKazarenei, kak (ubpunoreH, nmporpomOuH, ¢axtopsr VII,
VI, IX, X. B nmocneponoBsiii iepuof ypoenb ¢paktopoB V, VII u X moxeT ObITH
BBIIIIE, YEM BO BpEMSI OEPEMEHHOCTH.

YacroTta TpoM6030B 1 TpoMO0IMOO0IHI TTPU OGEpeMEHHOCTH KOoJieOeTcst oT 3 110
12 na 1000 GepemeHHbIX, a TTocie poaoB oHa coctariseT 0,5-30 Hal000 nmarmeHToK
[1-3]. Benosnbie TpoMOOIMOOINYECKUE OCIOKHEHHS SIBISIFOTCS OJHUMHU M3 BEIY-
IIMX OPUYUH KaK MaTepUHCKOW 3a00JIeBa€MOCTH, KAK U1 CMEPTHOCTH B I€pUHATANIb-
HOM IIepPHOJIc BO MHOTHX Pa3BUTHIX cTpaHax [4—6].

dakTopamMu puUcCKa TPOMOOIMOOIMYECKUX OCIOXKHEHUH SBISIOTCS BO3pacT Oe-
pemenHoi 6osee 35-40 ner, rpynmsl kposu A(ll), B(II) u AB(IV), cuctemuslie 3a-
00JIeBaHUS COEIMHUTEIBLHON TKaHHW, IPUEM MEpPOpaIbHbIX KOHTPALECNITUBOB, MOJaB-
JICHUM JIaKTalluu, OoJiee YEeThIPEX POJIOB B aHAMHE3€, MOBBIIICHHAs CBEPTHIBAIOIIAS
CHOCOOHOCTBH KPOBHU, IMPEAIIECTBYIOLIME TPOMOOIMOOINN WIH TPaBMBbl Y >KECHILUHBI,
TOMOIIUCTUHYpHUS, HeppoTUuecKkuil cuHapom, kecapeBo ceueHue (KC), nHanoxenue
aKyIIEpCKUX IIMIILIOB, MPOAOKUTENbHBINA MEPUOJ MOCTEIBHOTO PEXHMa C BEHO3-
HBIM 3aCTOEM, JUIUTEIbHBIN NEPUO]] HEMOABUKHOCTH B TIOCIIE€ ONEpaIiu, MPe3KIaMII-
cusi. OHOM U3 Ba)XXHBIX MPUYMH HEBBIHAIMBAHUS OEPEMEHHOCTU U (peToIIaleHTap-
HOI HEIOCTATOYHOCTH SIBJSIOTCS CIAEAYIOMHE (POPMBbI F€HETUUECKH 00YCIOBIEHHBIX
Tpombodunuii: nepurut anturpomobuna I, nepunur nporenna C, nedpuuurt npore-
uHa S, myTarus (aktopa V (JeiieHoBcKasi MyTalus), MyTallds reHa mpoTpoMOnHa
G20210A, mytartuu rena MTHFR C677T (runeproMonucTenHEMHs ).

OOcnenoBanue ISl BBISIBIICHUS PEAKUX MPUYMH TPOMOO(MIN HEOOXO0IUMO
B CIy4asix, €CJIM y POJCTBEHHUKOB ObLIM TpoMO03MOOIMU B Bo3pacte Ao 40 jer,
3apEruCTPUPOBAHHBIE 3MHM30/bl BEHO3HBIX W/WIM apTepUalbHBIX TPOMOO30B M0
40-neTHero Bo3pacTa, peluANBEl TPOMOO30B y MAaUEHTKH U OJIMKaUIIUX POJICTBEH-
HUKOB, TPOMOOIMOOIMUECKHE OCIOKHEHHS BO BpeMsi OEpEMEHHOCTH U B MOCJIEPOJI0-
BbIIl MepHoj NMpH Ha3HAYEHHHM TOPMOHAJIbHOM KOHTpAlENIUY, HEBbIHAIIMBaHUE Oe-
PEMEHHOCTH, MEPTBOPOXKIEHHUE, 3aJepKKa BHYTPUYTPOOHOTO pa3BUTHS ILJIOJA,
OTCJIOMKA IJIAL€HThI, PAHHEE HAYAJIO MPEIKIAMIICHN.

HMedpunur anTurpomouna Ill1

AnTuTpoMOUH |1l — 3TO ecTecTBEHHBIN aHTUKOATYISHT, KOTOPBIA 00ecreuynBaeT
JBE TPETU BCEU aHTHUKOAryJISIHTHOW aKTMBHOCTH ILIa3Mbl. Ero MosekyisipHas macca
coctaBisier 58 200, oH TmpeaCcTaBIAeT COOOM TIUKOMPOTEHH, KOTOPBIM COCTOUT U3
432 amuHOKHCHOT. MexanusMoMm nerictBus antutpombuna lll sBrnsercs Omokama
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IPOTPOMOHMHA3Bl — CJIOKHOTO KOMIUIEKCa aKTUBUPOBAaHHBIX (hakTopoB X u V. Jle-
¢umut antutpoMmOuHa Il Hacrmemyercs ayrocoMmHo-moMuHaHTHO. [lomaBistoriee
OOJBIIMHCTBO MAallMEHTOK C ATOM MaTOJOTHEH MPEeCTaBISAI0T COOOM reTepo3UroThI,
a TOMO3UTOTHBIE HOCUTEJIM THOHYT B paHHEM BO3pacTe OT TpoMOo3MOouii. Onucano
okoJ10 80 MyTalMil TeHa, pacroJIO)KEHHOTO Ha JJTMHHOM ILIeYe XPOMOCOMBI 1, OTBET-
cTBeHHOro 3a aeduuut anturpomOuna lll. PacmpocTtpanennocts nedurmra aHTUT-
pomOuna Ill B eBpomeiickux ctpanax coctaBisier | Ha 2000-5000 Hacenenwus.
HacneactBennsiil gepuuut anturpomOuna |1l nenurcs Ha 2 Tuna: 1 Tun xapakrepu-
3yeTCsl CHIDKEHHBIM CUHTE30M aHTuTpoMOuHa I, a mpu 2-M Tume npoayKius aHTUT-
pom6OuHa Il HaxoauTcs B HOpMe, a ero GyHKIIMOHAIbHAS aKTUBHOCTh CHIDKCHA.

K xIMHMYEeCKUM TpOsIBICHUSIM HacleCTBEHHOTO neduinra antutpomouna |11
OTHOCATCS TPOMOO3bI TNIYOOKHX BEH HOT, UiIe0peMOpalibHbIE TPOMOO3bI, IPUBBIYHOE
HEBbIHAIIMBAaHWE OEpPEMEHHOCTH, aHTEHaTaJlbHas T'MOeb IUI0Aa, TPOMOOTHYECKHE
OCJIO)KHEHHS TIOCJIe pUeMa OpalbHBIX KOHTpalenTUBOB. [Ipu HHU3KON aKTHBHOCTU
antTutpoMOuHa |11 oCHOBHBIE TECTBI KOATYJISILIMK HE U3MEHEHBI, TECTHI HA (PMOPUHOIN3
U BpeMsl KpOBOTEUEHMsI HOPMaJIbHbIE, arperanusi TPOMOOILMTOB B Mpeeiaax HOPMBI.
[Ipu remapuHOTEpanuy HET XapaKTEPHOTO aJ€KBATHOTO YBEJIIMYEHHs] aKTHBHPOBAaH-
HOT'0 YaCTUYHOTO TpoMmOoIruiactuHoBoro Bpemenu (AUTB).

Hopmanbhoe 3rauenne ypoBast antutpomOuHa 11 B mmaszme cocramser 85-110 %.
[Tpu 6epemenHoctu T 1P cHIKaOTC A0 75-100 %. HuxHMil ypoBeHb KOH-
HeHTpauu antutpomOuna |l B mma3sme W3MeH4YUB, MO3TOMY HEOOXOJIMMO YYHUTHI-
BaTh HE TOJBKO €ro COAEp’KaHWEe, HO U KIMHUYECKYIO KapTuHY TpoMOodpumuu. Ilpu
CHUKEHUU ypoBHs aHTUTpoMOuHa |ll B mazme Huke 75 % TpeTh MalMeHTOK MOTH-
0aeT oT TpOoMOO030B.

Hedbunut antutpom6Ouna Il neunrcss mpoTMBOTPOMOOTHYECKUMH CPEICTBAMMU.
Hcronb3yroT CBEXKE3aMOPOKEHHYIO TUIa3My, SIBISIONLYIOCS MCTOYHMKOM aHTUTPOM-
ouna Ill, a Takxkxe Hu3kOMonekyisipHble renapunbl (HMI') (aHOKCcamapun HaTpus,
HAJpONapUH KalblMsl, JAITENApUH HATPUsS, MAapHAllapUH HATPUs) MOJ KOHTPOJIEM
remocrazuorpammel. [Ipu HuzkoM ypoBHe antutpoMOuHa Il HEPpakImOHUpOBaHHBII
renapud (H®I') He npuMeHSIOT U3-3a yIpo3bl pa3BUTHS PE3UCTEHTHOCTHU K IE€lapUHy
U BBICOKOW BEpOATHOCTH BO3HUKHOBEHHS TI'eMapWH-UHAYLHUPOBAHHBIX TPOMOO30B.
Kputnueckumu cumtarot Il u 1l Tpumectpsl OepeMeHHOCTH, KOT/Ia YBEIMUUBACTCS
KOaryJsiiMOHHbIE BOBMOYKHOCTH OpraHW3Ma JKCHIIWHBI, a YpOBEHb aHTUTpoMOuHa |11
cHUkaeTcsi. BHe OepeMEHHOCTH MalMeHTKaM MOXET ObITb PEKOMEH]IOBAaH JIJTUTENb-
HBIU TIpueM aHTaroHucToB ButamMuHa K (Bapdapun).

Jeduuut nporeuna C

[Iporenn C — 3TO €CTECTBEHHBI aHTUKOATYJISHT, 3aBUCUMBIN OT BUTaMHHa K
TJIMKOMIPOTENH, KOTOPBII CHHTE3UPYETCS B MIEUEHU B HEAKTUBHOM (hopMe. AKTUBHUPO-
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BaHHbIH TporenH C — cepuWHOBas MpoTea3a, WHAKTUBHpyromas (akroper Va
u Vllla, — BaxxHBIN peryasTop aKTUBHOCTH TPOMOWHA Ha MOBEPXHOCTH SHIOTEIIHS.
[Iporeun C axkTuBHpyeTCS NpHU B3aUMOJEHCTBUM TPOMOMHA C TPOMOOMOTYITHHOM.
Ota cBA3b YCKOpAET 00pa3oBaHue TPOMOMHA B (pOPMY aKTUBUPOBAHHOTO npotenHa C.
AxTuBHOCTH TipoTenHa C ycuimBaeTcs ero KohakTopoM — MPOTEHHOM S. AKTHBU-
poBaHHBIN poTerH C ¢ MOMOIIBIO TpoTeom3a nHaKTUBHpYyeT (aktope Va u Vllla
B IIPUCYTCTBUHU mpoTenHa S, (ocdonumnumaa Ha TOBEPXHOCTH SHIAOTEIHUS W HMOHOB
KaJIBIIHS, U, TAKUM 00pa30M, HHTHOUPYET JATBHEHUIITYIO aKTHBAITUIO TPOMOMHA.

B nopme ypoBenb nporenna C paBen 65-145 %. Y OepeMeHHBIX OH HECKOJIBKO
yBenuuuBaeTcs U coctabisger /0-150 %, emie Gosibllie OH BO3pacTaeT MoOCiae POJOB.
Bpoxnennsiit nedunut nporernHa C BO3HHKAET M3-3a MyTallMU T€HA, KOTOPBINA pac-
MOJIOKEH Ha XpoMmocoMe 2. B HacTosiee BpeMs BoIsiBiieHO Oosiee 150 myTtanuii reHa.
B GonbmmHCcTBE cityyaeB neuuut npoternHa C coderaercs ¢ mytauuei ¢akropa V.
Hedurut nporenHa C oOHapyKMBaeTCsl HECKOJBKO yallle, 4eM JIe(PUIUT aHTUTPOM-
ouna Ill: cpean mauueHToK ¢ TpoMOO3aMH U TPOMOOIMOOIHUSAMU 3Ty MATOJIOTHIO OT-
MeyatoT npuMepHo B 10 % ciyuaes. [Jedunut nporenna C HacleqyeTcss ayTOCOMHO-
JIOMUHAHTHO. YpoBeHb npoterHa C y reTepo3uroTHbix Hocutenent cocrapisier 30—60 %
OT HOPMBbI, TOMO3UTOTHI MPAKTUYECKH HE UMEIOT TpoTrenHa C U morudarT BHYTPU-
yTPOOHO WK Cpa3y MOCIe POXKICHUSI.

Hacnencreennsiit agedpunut nporernHa C MOXKET OBITh 2 THUIIOB:

| Tum — cHIXeHue KonudecTBa npotenHa C;

Il T — cHWKeHne akTHBHOCTH npoTerHa C IpH ero HOpMaIbHOM YPOBHE.

Knuanueckumu nposienenusmu nedunura npotenHa C SBISIFOTCS MPUBBIYHAS
noTepst OEpPEeMEHHOCTH, MEPTBOPOXKIACHHS, IMOTEPH IUIOAA, BEHO3HBIE TPOMOO3BI
1 TpoMO0dMO0IMK J1t00bIX JTokanu3anuii B 20-30-1eTHeM Bo3pacTe, HEKPO3bl KOXKH,
MO/IKO’KHOW KJIETYATKH, YBEJIMUYCHHUE PUCKA TPOMOO30B MPU MPUMEHEHUU OPATIbHBIX
KOHTPAIENTUBOB U, KaK MPaBUIIO, OTCYTCTBUE apTePUATBHBIX TPOMOO30B.

Jleuenue manueHTokK ¢ nedunurom nporenHa C (cM. HUKeE).

JMedunur nporenna S

[Iporenn S — HeanzuMartuuecknii kodakrop nporenHa C B nHaKTUBAMH (Hak-
topoB Va u Vllla, obnagarommii cBoeil He3aBucumon oT nporenHa C aHTHKoOary-
JSTHTHOM aKTUBHOCTHIO. [IpoTenH S Tak ke kak u npoTenH C SBISIETCS 3aBUCUMBIM
ot ButamuHa K. CunTe3 npoTenHa S mpouCXOaUT B TIEUCHH. B KpoBH OH CyIIecTByeT
B 2 ¢opMmax: cBOOOAHOrO MpoTerHa S u cBa3aHHOU ¢ C4-KOMIOHEHTOM KOMIUIEMEHTA
dbopme. B nopme 60-70 % nporenna S cBszano ¢ C4-KOMIIOHEHTOM KOMILIEMEHTA,
MOCIICAHUIA PEryIHpPYyeT KIACCUYECKUH MyTh CHCTEMbI KOMIUIEMEHTAa. YPOBEHb CBs-
3pIBaHMsl mpoTenHa S ¢ C4-KOMIIOHEHTOM KOMIUJIEMEHTA OMNpeaeisieT COACp)KaHUE
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cBoOoaHOrO MpoTenHa S. ToapKO HAXOASCh B CBOOOTHON (popMe, IPOTEHH S CITYKHUT
K0(haKTOpOM aKTUBUPOBAHHOTO TipoTerHa C.

B nopme ypoBenb npotenna S B ruiazme paBeH 80—120 %. YV GepemMeHHBIX ypo-
BEHb M CBOOOTHOTO, M CBSI3aHHOTO MpoTerHa S cHIKeH, coctaBisieT 60—-80 % u Hike.
Jepunut npotenHa S HacleAyeTcs ayTOCOMHO-TOMHHAHTHO. Hocutensimu MyTaruu
reHa yame SBJSI0TCS FeTEPO3UT0Thl, HOCUTEIN TOMO3UIOT BCTpeyaroTcs peako. O0-
Hapy>X€HO, YTO I'eH MPOTEHHA S PacroyioKeH Ha xpoMmocoMe 3. B HacTtosiiiee Bpemst
M3BeCTHO OKoJI0 70 MyTanmii reHa nporenHa S. [1o JaHHBIM Hcce10BaTeNel, YacToTa
norepu O0epeMeHHOCTH Tipu Aeduimte nporenHa S coctanisier 16,5 %. Yaie nadmro-
JAI0TCSl MEPTBOPOXKICHUS, PEXKE — PaHHUE MOTEPU OEPEMEHHOCTH.

Jleuenue nanueHTok ¢ aedpuuurom nporeuHa C u S 3aTpyJHEHO TeM, 4TO 3Ta
MaToJIOrHs Xapakrepusyercs pedpakrepHocTbio K HOI' u antnarperanram. OHako
IIPU OCTPBIX TPOMOOTHUUECKUX OCIOKHEHHSIX 000CHOBaHO npuMeHeHne HOI™ u 3atem
HMI'. Kak uctounuk nporenHoB C M S HA3HAYAIOT CBEXKE3AMOPOKECHHYIO IIa3My
B couetannu ¢ HOI'. Bue 6epemeHHOCTH pU TPOMOO(DUINH JIIUTEIBHO HUCIIOIB3YIOT
BapdpapuH. OgHaKO claeayeT YUUTbIBAaTh, YTO MAllMEHTKH ¢ AepuuuToM mnporenHa C
WIH S, HaXOSIIMeCs Ha Teparuu BappapuHOM, MOJABEPKEHBI PUCKY CPABHUTEIBLHOTO
PEIKOTO OCIOKHEHHS — HEKPO3a KOXKH [7].

Myranus ¢pakropa V

Myrtamus akropa V crana Hanboliee 4acTOM F€HETUYECKON MPUUYMHONW TPOM-
0oduinu y eBpomeiickoro HaceneHusa. OHa XapakTEepU3yeTCsl 3aMEHOM HYKJIEOTH/1a
IryaHMHa Ha HYKJIEOTHJ aJ€HUH B no3uuuu 1691. D10 mpuBOIWT K 3aMEHE aMUHO-
KHUCJIOThI aprUHUHA Ha aMUHOKHUCJIOTY TIIyTaMuH B no3utuu 506 B OeNKOBOH 1enH,
ABJISIFOLIENCS MPOAYKTOM 3TOro reHa. Kakayro aMMHOKHUCIOTY KOJIHUPYET TPH HYK-
neotuna JIHK, naseiBaembie komoHOM. [loaToMy mnelineHckas MyTamus MOXKeT 000-
3Hauatbcs kak G1691A (ryanun Ha amenuH); Arg506GIn (apruHuH Ha TIIOTaMUH)
nmu R506Q (R — onHoOykBeHHOE 00O3HAaueHHE apruHuHa, Q — 0JAHOOYKBEHHOE
o003HaUYeHue TiIoTaMuHa). Bece Tpu 0003HAuUeHUS SIBISAIOTCS CHUHOHMMaMHU OJHOM
1 ToM ke myTtauuu. [Ipu Takoil 3ameHe dakTop V He pacHIeIsieTcs] €CTeCTBEHHBIM
aHTUKOAryJIssHTOM npoTernHoM C B mojoxkeHuu 506, Kak 3TO MPOMCXOAUT B HOPME,
a CTAHOBUTCS YCTOMUYMBBIM K €r0 JeicTBUI0. Bo3HMKaeT pe3sucTeHTHOCTh (akTopa V
k npoteuny C. B pe3ynbrare 3T0il p€3UCTEHTHOCTH B KPOBH YBEJIMYMBAETCS KOHILIEH-
Tparus (akTopa V CBEpTHIBAIONIEH CUCTEMBI, BOSHUKAIOT TpoMO03bl. [Ipn myTtamnmm
(dakTopa V puck TpomMOO30B B TEUCHHE KM3HU B 8 pa3 BbIlIE, 4YeM O€3 MyTalluH,
a y TOMO3UTOTHBIX HOcUTeNEH OH Bbille moutd B 90 pa3. TpoMOO03bl MPOBOLIMPYIOTCS
pazNUYHBIMU (PaKTOpaMH, OAHUM U3 KOTOPBIX SBISIETCSI O€PEMEHHOCTD.

JlmarHocTrka JieIeHOBCKOW MyTanuu Gakrtopa V MpOBOAUTCS MyTEM OMpeIie-
nenust AUTB 6e3 aktuBupoBanHoro nporenHa C u ¢ HUM. Pe3UCTEeHTHOCTh K aKTH-
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BUPOBaHHOMY NpoTerHY C BBISBISETCS MO COCOOHOCTH TUIa3Mbl MAIMEHTKHU MPOTH-
BOCTOSITH NposioHrupoBannio AUTB, BbI3BaHHOMY A00aBiieHHEM aKTUBUPOBAHHOIO
nporernHa C. YV MalueHToK ¢ MoJI00HBIMU akyIiepckuMu ocnoxkanenusiMmu AUTB mo-
&eT ObITh U3MEHEHO B CBSI3M ¢ HamumuueMm aHntudocdonunuaHoro curapoma (ADC).
B stux cnyuasix, a Takke npu norpaHudHbix 3HadeHusx AUTB, Bepudukanuro aua-
rHo3a «MyTauus JlelaeH» npOoBOJUTCS C MOMOILBIO METO/1a MOJIUMEPAZHON LIEMTHON
peakiuu (ITLP).

Jleuenue TpomMOOGUINK, BBI3BAaHHOW JEHIEHOBCKOM MyTamueil ¢akropa V,
Npe/CTaBisAeT co00il Tepamuio OCTphIX TpoMOO030B y OepeMeHHbIX. Haznauaercs
H®I" BuyTpuBenHo noja koutposiaeM AUTB, HMI' noakoxxHO — panTenapuH HaTpus,
HAJpONapuH KallbLiKs, SHOKcanapuH Hatpus. [Ipu ocrnoxxHeHHOM Tpombodumueit Te-
YeHUU OEPEeMEHHOCTH U TPOMOOIMOOIMYECKUX OCIOKHEHHUSIX B aHAMHE3€ Ha3Hada-
torcst HOI' wiin HMI' B MeHbIIMX 103aX, 4YeM MPU HAJIUYUH TPOMOOIMOOINYECKHUX
ocioxuenuil. [lpu oTcyTcTBUM TPOMOOIMOOIMUYECKUX OCIOKHEHUN, HO MPHU HAIU-
yuu MyTauuu U TpoMmOodpumuu npumenstorcs HMIT B mpodunaktuueckux mozax
B TeueHue Bceil 6epemenHoctu. [locne ponos Haznayator HOI unu BapdapuH, Tak
KaK B 3TO BPE€Ms BEJIUK PUCK Pa3BUTHsI TPOMO03MOOIINH.

MyTtanus reda nporpomouna G20210A

Myrtanus rena nporpomOuna G20210A cocTOUT B 3aMeHE HYKJIEOTH]1a TyaHUHA
Ha HykJeoTua afeHuH B no3uumu 20210. [laHHass myTtamnus XxapakTepU3yeTcsl MOBbBI-
LIEHWEM B IOJTOpPA-IBa Pa3a IO CPABHEHUIO C HOPMOM KOJMYECTBA HOPMAJIBHOTO
nporpomobuna. [Iporpom6un, umu dakrop I, mox neiicteuem daxropo X u Xa me-
PEXOIUT B aKTUBHYIO (JOPMY, aKTUBUPYIOIIYI0 0O0pa3oBanue ¢pudbpuna u3 GudOpruHO-
reHa. Myranus rena npotpom6buna G20210A cpenu HacneaCTBEHHBIX TPOMOO(HIniA
Habmogaetrcss B 10-15 % cnydaeB. Y marueHToK ¢ riyOOKMMH TpoMOO3aMHu MyTa-
[IUI0 MPOTPOMOUWHA BBISBIAIOT Y 6—7 %. Jlis aTOM MyTanuu xapakTepHbl BEHO3HBIC
TpOoMOO3bl Pa3IMYHON JIOKAIU3aLMU, PUCK KOTOPBIX BO3PACTAET B COTHU pa3 BO Bpe-
Msa OepeMeHHocTH. [Ipu Hanmuuum TpomO030B MyTtamus G20210A yvacto coueraercs
C JICWJIEHCKOW MyTalleil, 4TO COCOOCTBYET BOSHMKHOBEHUIO OYEHb PAHHUX TPOM-
06030B (y 20—25-meTHUX) U YBEJIUYEHUIO YACTOTHI TPOMOOIMOOIMUECKUX OCIIOKHE-
HUW BO BpeMsi OEPEeMEHHOCTH U B TTOCJIEPOIOBBIN TIEPHOI.

JlmarHocTrka MyTalliy reHa mpoTpoMOnHa mpoBoautces Mmetoaom ITIP.

Benenue u nedyeHre manueHToK ¢ 1eeKToM NMpoTpoMOMHA TaKoe ke, Kak U Ia-
IIUEHTOK C MyTaluei dakropa V.

I'mnepromoumcrenHeMus

['unepromorcrenHeMuss — 3TO MyJbTU(GAKTOPHAS MATOJIOTHS, Pa3BUBAIOLIASCS
II0J1 BJIUSHUEM T'€HETHYECKMX M HEr€HETUYECKUX MeXaHW3MOB. [IpuuuHbl runepro-
MOIIMCTEHMHEMHUHU MOTYT OBITh HACJIEICTBEHHBIMU U puoOpeTeHHbIMU. HacneacTBen-
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HbIe (paKTOpBI BKIIOYAIOT AeUIUT GEepPMEHTOB U neUuuuT TpaHcrnoprta. BeisiBieHO
nBe pazHoBugHocTH reHa MTHFR (metunenterparuapodonarpenykrassl). Haubosnee
W3YYCHHOU SIBJISIETCS BApUAHT, B KOTOPOM HykJeoTua uuto3ud (C) B mo3umuu 677,
3ameHeH Ha TuMuuH (T). Takoit momumopdusm MTHR o6Go3Hauaercs kak MyTtarus
C677T. Hanuune mytaunu C677T conmpoBoXaaeTcs MOBBIIIEHUEM YPOBHS TOMOILIU-
cTerHa B KpoBu. Jpyrum Bapuantom noaumopdusma rena MTHFR sBnsiercs 3amena
HykJeotuaa aaeHuHa (A) Ha uuro3ul (C) B no3unuu 1298. Hanuuue stoit MmyTanuu
HE BJICUET 3a COOOW YBEIWYEHUE YPOBHS TOMOIMCTEWHA B KpoBU. Ho kKomOuHaIms
rerepo3urotHoct aienerd 677T nu 1298C conpoBoxk1aeTcst HE TOJIBKO CHUKEHUEM
aKTUBHOCTU (hepMEHTa, HO U BO3PACTAHWEM KOHIEHTpAIIMU FTOMOIIMCTENHA B IJIa3Me
Y YMEHBIIECHHEM YpOBHS (ojiaTa, Kak 3T0o ObIBaeT mpu romosurotrHoctu 677T. Dep-
MeHT MTHF npencrasnsier co0oil 1oHATOp METHIBHOW TPYNIbI IS MIPEBPAIICHHS
TrOMOLIMCTENHA B METHOHUH B PUCYTCTBUU KO(PAKTOPOB — MUPHUIOKCHHA (BUTAMUHA
B6) u nnankob6anamuna (Butamuna B12), u, kak cyoctpara, ¢honueBoil KucnoThl. 13-
32 MyTallM¥ T€HOB AKTUBHOCThH (PEPMEHTA CHUKAETCS, HAPYIIAETCSI META00INYECKHIA
IIyTh MPEBPAILEHUS TOMOLKCTENHA U €r0 COJIEPKAHUE B IIIa3Me BO3PACTAET.
VYMeHbllIeHHE B MUIIE COAECpXKaHUs MUPUIOKCUHA, [[MaHKoOataMuHa U ¢oiue-
BOM KHUCJIOTBI BBI3bIBAET THIIEPTOMOIIMCTEMHEMUIO HE TOJBKO Y TOMO3UTOTHBIX HOCH-
Tenel, Ho U y moaen 6e3 myrauuu rena MTHFR. B Hopme conepxkanue romonucre-
WHA B TUTa3Me cocTaBisieT 16 Mkmoiw/n. Bo3pacranume ypoBHsS TOMOLKMCTEHHA IO
100 mxmonB/11 BieueT 3a co0Oil MOSIBICHHE TOMOLMCTEUHYpUH. [ nmeproMmonucren-
HEMUA U Je(PEeKThl Pa3BUTHUS LEHTPAIBHON HEPBHOM CHCTEMBI SMOPHOHA YXKE XOPOILIO
M3YYEHBI U OOBSACHSIOT, KaK U NoueMy JieueHHe (oJIMeBOil KUCIOTOM MO3BOJISET CHU-
3UTh UX BOBHUKHOBEHHE. | HIEProMOIMCTENHEMUS CBSI3aHa C TPUBBIYHBIMU PAHHUMHU
noTepsIMU OEPEMEHHOCTH, pAaHHUM HayajoM IecTo3a, OTCIONKOM IUIAalleHThI, 3a1ep K-
KOM BHYTpUYTpOoOHOro pasButus. llojararor, 4To IMneproMolMCTENHEMUS MOXKET
BbI3BaTh MOPAXEHUE HHAOTEIUS COCYJIOB M3-3a HApYUIEHUS OKUCIUTEIbHO-BOCCTA-
HOBUTEJIBHBIX PEAKIIMI, BO3pACTaHUsl YPOBHSI CBOOOJHBIX PAJMKAIOB U YMEHbBIIEHUS
YPOBHSI OKCHJA a30Ta 32 CUET BJIMSHMS Ha aKTUBALMIO KOAryJSLHMOHHBIX (DaKTOPOB
(TraneBoro (akropa u daktopa XlI) n/unu UHTHOUTOPOB CBEPTHIBAHUS KPOBH.
JleyeHne rUneproMOLMCTEMHEMUM COCTOUT B JOCTaTOYHOM HACBIIIEHUU Opra-
HU3Ma MAIUEHTKH (POIUEBOM KUCIOTOM, IIMaHKOOATIAMUHOM U MMUPUAOKCUHOM.
Bapuko3Has 00.1e3Hb HUKHUX KOHEYHOCTEH
[Ipu Bapuko3Hoit 6one3nu HuxHUX KoHeuHocTedl (BBHK) npoucxomut pacuiu-
pEHUE U yIJTMHEHUE MOJAKOXKHBIX BEH HOT B pe3yJIbTaTe NaTOJOTMYECKOr0 M3MEHEHHUS
WX CTEHOK M KJIAIIAHHOTO arapaTa, KOTOPbIE HOCAT CTOMKUN 1 HEOOpaTUMBIM XapakTep.
3ab6oneBaemocth BBHK cocraBmser 3 Ha 1000 6epeMeHHBIX, 4TO B 5—6 pa3 yarge,
yeMm y HeOepeMeHHbIX, nmpudeM B 80 % ciyuaeB Bapuko3Hasi 00JIE3Hb BBISBIISACTCS
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BIIEPBBIE BO BpeMsi OEpEMEHHOCTH. Y OCpEMEHHBIX Yallle BCETO OTMEYAOT TPOMOO-
(beOUT MOBEPXHOCTHBIX BEH M TPOMOO3 IITyOOKHUX BEH HUKHUX KOHEUHOCTEH.

K npenpacnonaratonmm dakropam passutus BBHK y GepemenHbIX oTHOCATCS
BO3pacTaHue o0beMa MUPKYIUPYIOIIEH KpOBU, CHABJICHHE HIDKHEW TOJIONM BEHBI
Y MIOJB3/IOIIHBIX BEH OEpEeMEHHOI MaTKOMW, MOBBIINICHHWE BEHO3HOTO JIaBJICHUS, 3a-
MeJIJICHUE KPOBOTOKA B COCYy/laX HOT, C1a00CTh COCYJUCTON CTEHKHU M3-3a HAPYIICHUs
CTPYKTYpHI ¥ (YHKIIMH COCIWHUTEIHLHOW TKAaHW W TJIAIKOW MYCKYJIaTyphl, TIOBpe-
KIEHUE PHAOTENUS W KJIANaHHOTO afmapara BEH, HapylIEHWE MUKPOLUMPKYJISIUH.
B anamuese y 6epemennbix ¢ BBHK wamie Bcero umeror mecto npodeccus, cBa3aHHas
C IUTUTENILHBIM CTOSTHUEM, 0KMPEHUE, CePACUHO-COCYAUCThIE U UH(EKIIMOHHbIE 3a00-
JIEBaHUSI, HAPYIICHUS CBEPTHIBAIONICH CHUCTEMbI KPOBU, IPHUEM OPAJIbHBIX KOHTpALIET-
THUBOB U ITIOKOKOPTUKOCTEPOUJIOB, T€CTO3, AaHEMUSI, JUTUTEIIbHBINA TOCTEIIbHBINA PEXKHUM.

K OCHOBHBIM KJIMHUYECKUM MPOSBJICHUSIM BAPUKO3HOTO pacUIMpeHus BeH y Oe-
PEMEHHBIX OTHOCSITCA OOJM B HOTaxX TAHYIIETO M HOIOUIEro XapakTepa, ObIcTpas
YTOMJISIEMOCTD MPHU X0/1b0€, YYBCTBO TSHKECTH B HOTaX, CYJAOPOXKHBIE TOJICPTrUBaHUS
MBIIII] HOT, OTEKH U TPO(PUUECKUE KOKHBIE PACCTPONCTBA.

[IpoBoaAaT ciemyromue Ja60paTOpHbIE TECTHI: ONMPEIEICHIUE COCTOSHUSI CBEPThI-
BaroIiei cucteMsl kpoBu B 1618 nenens, 2830 Henens, 36—38 Henenb, B TOM YHUCIIE,
ouenka AYTB, koarymorpamMmsl, MpOTPOMOMHOBOTO MHJAEKCA, PUOpHUHOIEeHa, arpe-
raiyyd TPOMOOILIMTOB, PACTBOPHUMBIX KOMILJIEKCOB MOHOMEpPOB pubpuHa, D-aumepa.
BeimonHsaoT sxorpaduyeckoe MccienoBaHUE BEH HOT C OMNpeeieHUEeM BEJWYUHBI
MPOCBETA OCHOBHBIX BEHO3HBIX COCYJIOB, MPOXOJUMOCTH BEH, XapaKTepa BEHO3HOTO
KPOBOTOKA, HAJIWYMA WM OTCYTCTBHUS peduitokca; Aomnrieporpaduio s OIEHKU
MIPOXOIMMOCTHU TJIYOOKHX BEH, OMPEACNICHUS COCTOSITEIbHOCTH KJIAMIAaHHOTO armapa-
Ta, BBISBIICHUS HAJIWYUS U JIOKAJIU3allUd TPOMOOB, y4acTKOB peduitokca B mnepdo-
PAHTHBIX BEHAX U COYCThSIX.

Hemenukamento3noe neuenue BBHK BkitouaeT neuebHyo GpuskynbTypy, Mac-
Cax, MCIOJIb30BaHUE KOMIIpeCCUOHHOro TpukoTaxa |-l kimacca xommpeccun (37a-
CTUYHBIE OMHTBI, YYJIKH WU KOJTOTKH) €XKETHEBHO HA MPOTSHKEHUH OEPEeMEHHOCTH,
B poJiax U B MOCJIEPOJOBOM MEPUOJIE.

MenukameHnTo3Hoe JiedeHne OepemeHHbIx ¢ BBHK BkirouaeT HazHadeHue o/1-
HOTO M3 CJIENYIONIUX MpenapaToB: TUOCMUH-JI(), TITUBEHON, TPOKCEBA3HH, JETPAICKC
BHYTpPb. [Ipu sABICHUSAX THUNEPKOATYISALNU U CUHIPOME NUCCEMUHHPOBAHHOTO BHYT-
PUCOCYAUCTOTO CBEPTHIBAHUSI UCTIONB3YIOT aHTUKOATYJISIHTBI: TeIapUH MOAKOXKHO J10
3-5 nHeit; ppakcunapuH, JanbTenapyuH HATPUS 10 S5—7 AHEW. XUpypruueckoe jieye-
HUE TIPOBOMASAT B CIIy4asix Pa3BUTHUS TPOMOOAIMOOJIMUYECKUX OCIOKHEHUU (TpombOo3a
rIIyOOKuX BeH, TpoMmOogaeOuTa NpoKcMMaabHEee BepXHEeW TpeTu Oempa). Merton
POJOpA3pEIICHNs] 3aBUCUT OT aKyllepckoil cutyanuu. [IpennodyturensHo poaopas-
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pellleHre 4Yepe3 €CTECTBEHHbIE POAOBbIE MyTH. Bo BpeMs pomoB 00s3aTeNbHO HC-
MOJIb30BaHUE AJIACTUYECKON Komripeccuu (OMHTOBaHHE HOT, 4YyJKku). 3a 2 yaca J0
pOXJieHUs peOEHKAa HE3aBUCUMO OT CIOco0a pojopaspelieHus 1esiecoo0pa3Ho BBe-
nenne 5000 EJ] renapuna.

Tpom06o¢d1eOUT NOBEPXHOCTHBIX BEH

Tpombodnedbur — 3aboneBaHNE BEH, XapaKTEPHU3YIOIIEECsS BOCIMAJICHUEM HX
CTEHOK U TpoMOo30oM. B anamHuese y OepemeHHON ¢ TpomMOO(haeOUTOM MOBEPXHOCT-
HBIX BeH 4aille Bcero uMeror Mecto BBHK, a Taxkxe Te ke 3a00JieBaHUS U COCTOSTHHS,
koTopklie crioco0cTBytoT BBHK. bepemenHnasi 00bI4HO NIpeIbsBIISAET 5Kal00bl Ha yMe-
peHHy10 0oJie3HEHHOCTh npu Xxoab0e. 1o X0y BeHbl MOKHO MPONaibIUpOBaTh 00-
JIE3HEHHBIN TUIOTHBIA UH(UIBTPAT B BUJE LIHYpa, a HaJl UHQUIBTPATOM BBISBISETCS
THUIIEPEMUS] KOKH U YIUIOTHEHHE ITOJKOKHOM JKMPOBOW KIJIETYATKHU. Temmeparypa Te-
Jla TAMEHTOK YBEJIMYMBAETCS, KaK MPaBUIIO, 10 cyO(heOpriIbHbIX U(P, IMyJIbC CTa-
HOBUTCS 00JIE€ YACTBIM.

[IpoBOaAT OCMOTpP M MaJbIALUIO OBEPXHOCTHBIX BEH HOT, BBIIOJHAIOT OOIIMIA
aHaJIU3 KPOBH, IIPH KOTOPOM MOTYT BBISIBUTHCS YMEPEHHBIN JIEHKOLIUTO3 CO CABUIOM
JeKOLMTapHOW (HOPMYJIbI BIIEBO, YBEIMYEHHUE CKOPOCTH OCENAaHUS SPUTPOLIUTOB.
OnpenensroT COCTOSTHUE CBEPTHIBAIOLIEH CUCTEMBI KPOBH, OLICHUBAIOT CIEAYIOLINE
nokaszatenu: AYTB, koarynorpammy, npoTpoOMOMHOBBIN UHAEKC, (PHUOPUHOTEH, arpe-
raiyio TPOMOOIIMTOB, PACTBOPUMBIE KOMILIEKCHI MOHOMEpPOB (ubOpuHa, D-mumep.
[IpoBonAaT 3xorpaduyeckoe ucciaeoBaHUE BEH HOT € ONPEAEICHUEM BEIUYUHBI MTPO-
CBETa BEHO3HBIX COCY/IOB, MPOXOAMMOCTH BEH, XapakTepa BEHO3HOI'O KpPOBOTOKA,
HaJIMYUs WM OTCYTCTBUS peditokca; nonmieporpaduro s OLleHKH POXOIUMOCTH
BEH, OIIPENENICHUsI COCTOSITENBHOCTH KIIAMIAHHOIO annapara, BBISABICHHS HaJIUYHS
1 JIOKaJIM3aIuy TPOMOOB; 110 MIOKa3aHUSM MPOBOAT (hiredorpaduto.

HemenukamenTo3noe jedenre TpomOodaeOuTa y OepeMEHHBIX BKIIOYAET MPHU
HaJIM4yuu TpomMOo03a B 00JIACTU TOJICHU W HIDKHEW TpeTu Oe/pa B KauecTBE MECTHOM
Tepanuyu Ha3HAYEHHUE XOJIOIa B TEUCHHE TMEPBBIX 2—3 JHEH, Ma3eBbIC AITUIHKAIIH
C TeTIAPUHOM HATpHSs, TPOKCEPYTUHOM WM (HEHUIIOYTa30HOM, BJIACTHUYECKYI0 KOM-
IIPECCUIO0 HOT M MX BO3BBILICHHOE MOJIOKEHHE. B KauecTBe MEAMKaMEHTO3HOM Tepa-
AU UCTIONB3YIOT HECTEPOUHbIE TpoTUBOBOCcTaUTeNbHbIE cpeacTBa (HIIBC), kcan-
THHOJIA HUKOTWHAT, ALETHICAJULIUIOBYIO KHCIIOTY, aHTUTMCTAMHHHBIE IPENapaThl
(k1eMacTuH BHYTPh U Ap.). g ymydieHus: MUKpOLUPKYJISIUN U okazaHus ¢edo-
JVHAMUYECKOI'0 JACHUCTBUSA NPUMEHSIOT TPOKCEPYTHUH, dCUUH. [Ipu THKENBIX Tpom-
005MO0JINYECKHUX OCIOXKHEHHUSAX B AaHAMHE3€, a TAK)Ke MPHU MaTOJIOTMYECKON THIepKo-
aryJsiui BO3MOXKHO HazHaueHne HMI' (HagponapuH Kajblusl, SJHOKCAApUH HATPHS,
JANTENApUH HATPUs) MOAKOKHO MOJ KOHTPOJIEM COCTOSIHUS CBEPTHIBAIOIIECH CUCTE-
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MbI kpoBu. HMI siBnstitoTCst cpeicTBaMu BbIOOpa Uit OEpEMEHHBIX KEHIIUH C Y4eTOM
ux 3¢(HEKTUBHOCTH M 6€30macHOCTH 110 cpaBHeHUI0O HDT'.

[Tpu Hammuum 3¢gdexra ot eueHuss TpoMOodIeOuTa MOBEPXHOCTHBIX BEH HUXK-
HUX KOHEYHOCTEH, MPU OTCYTCTBUU JIPYTUX MPOTUBONOKA3aHUN U MPU COOTBETCTBY-
IOLLEH aKyIIEpCKOM CUTyallid BO3MOXKHO POJOpAa3pEIEHUE YepPE3 ECTECTBEHHBIE PO-
J0BbIe TyTU. BeneHune poloB HE OTIMYAETCS OT TAaKOBOTO NpU (DU3HOJOTHUYECKOM
TeueHuu OepeMeHHoCcTH. Bo BpeMs poJ10B U B MOCIEPOJOBOM NEPHOJE UCIIOIb3YETCS
pracTUdecKass KoMImpeccus HOT. 3a 2 yaca J0 pPOXACHHUS peOeHKa Ienecoo0pa3Ho
BBeneHue HMI .

OcTpsbiii TPOM003 IJIyOOKHMX BeH IPpH OepeMEeHHOCTH

TpoM0603 MarucTpasbHbIX BEH Oelipa U Taza MOXKET ObITh 00YCJIOBJICH TIEpBUY-
HBIM MMOPaKEHUEM TITyOOKHX BEH FOJIEHU WM MOAB3O0IIHO-0€IpEHHBIX BEH. B niepBbie
3—4 nmus BenencTBUe cnaboi ¢pukcanuu TpomMOa K CTEHKE COCYJa MOXKET MPOU30UTH
€ro OTPBIB C MOcHeAyrole TpomOosMOonuen sierounoil aprepun (TDJIA). Yepes
5—6 nHel oT Hayana 3a00J€BaHUs K MATOJOIMYECKOMY MPOLECCY MPUCOEAUHSETCS
BOCHAJIEHWE UHTUMBI COCYy/1a, CIOCOOCTBYIOLIEe (PUKCAIUN TpoMOa.

[IpuyriHaMu BO3HUKHOBEHUSI TPOMOO3a MOTYT OBITh CTa3 KPOBH, IMOBPEKICHHUE
SHJOTENUS BEH, MOBBIIIEHUE CBEPTHIBAIOIIECH aKTUBHOCTH KPOBHU.

CHI)XEHHE WHTEHCHMBHOCTM OTTOKAa KPOBM IO BEHAM HWXHUX KOHEYHOCTEM
y OepeMEHHBIX O0YCJIOBJIEHO JaBJIEHUEM Ha MOAB3IOIIHBIE COCY/bl YBEIUYECHHOU
MAaTKOM, Meperpy3kol BHyTpeHHEN U OOIel MOAB3AOUIHBIX BEH M3-3a YBEIUYCHUS
OTTOKA KPOBH U3 MEKBOPCHHYATOTO MPOCTPAHCTBA, YMEHBILIEHUEM TOHYCA BEHO3HOU
CTEHKH, PaCIIMPEHNEM BEH, OTHOCUTEIBHOM KJIalaHHON HEIOCTATOYHOCTBIO.

[ToBpexxaeHue 3HAOTENHSI BEH Yy OCpEMEHHBIX M YBEIMUYEHUE AKTUBHOCTU CHU-
CTEMBI TE€MOCTa3a MOXET ObITh 0OYCJIOBJICHO JIeWCTBUEM WH(MEKIIMOHHBIX, TOKCHUYE-
CKHUX, IMMYHHBIX (DaKTOpPOB, a TaKKe€ BO3HHKAET BCJIEICTBHE TMMOKcUHU. Bospacra-
HUE AaKTUBHOCTH CBEPTHIBAIOLIEH CHCTEMBbI KPOBH Yy OEpEMEHHBIX OOYCIIOBIEHO
yBEIMYECHHEM conepkanus pudpunorena, mporpomouna, pakropos VII, VIII, IX; X.
B anamuese y OepeMeHHbIX ¢ TPOMOO30M INIyOOKUX BEH HM)KHUX KOHEYHOCTEH yaile
BCETO UMEIOT MECTO T€ ke 3a00JIeBaHus U cocTosiHUS, uTo U ipu BBHK.

Knuanueckn pasznuyaioT TpomMOO03 TIyOOKHX BEH TOJEHW M TOJB3AO0NTHO-O€I-
PEeHHBIN TpoMO03. IMOOJIBI B JISTOUHYIO apTEPUI0 UCXOAT U3 ATUX cocyioB B 80—90 %
CIy4aeB. XapaKTEepPHbI CICAYIOUINE NPU3HAKU: CTOMKUN OTEK TOJICHU WJIM BCEU HUXK-
HEl KOHEYHOCTH, YYBCTBO TSXKECTU B HOTaX, «TJISHIIEBBIN» BUJ KOXKH HAa MOPaXEH-
HOIl KOHEYHOCTH C YETKO Pa3IM4aeMbIM PUCYHKOM MOJKOKHBIX BEH, paclpocTpaHe-
HUe OO0JM MO BHYTPEHHEW IOBEPXHOCTU HIKHEM KOHEYHOCTH, B HMKPOHOXKHBIX
MBIIIIIAX, TOJKOJCHHON SIMKE, B 00JIaCTH Taxa Mo X0y COCYIHCTOTO My4yKa, yBEIu-
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YEHUE OKPY>KHOCTU MOPAaKEHHON KOHEYHOCTH, MPU3HAKKM MHTOKCHKAUMHU (YCKOPEH-
HBII MyJIbC, MOBBIIIIEHUE TEMIIEPATYPHI TENA, TOJIOBHAS 0O0JIb).

['myOokuii BEeHO3HBIM TPOMOO3 MMEET KIIACCUYECKUE KIMHMYECKUE MPOSBICHUS
JIMIIIb B TIOJIOBUHE CITy4aeB U OJTHUM U3 TIEPBBIX €T0 MPOsIBICHUN MOKeT ObITh TOJIA.

[IpoBOIAT OCMOTP M MAJBIIALKIO HOT, BBINOJHSAIOT OOIIMI aHAIU3 KPOBH, Olle-
HuBatoT AYTB, koarynorpammy, NpoTpOMOMHOBBIM HHJEKC, (PMOPUHOIEH, arpera-
IIUI0O TPOMOOIIMTOB, PACTBOPHUMBIE KOMILJIEKCHI MOHOMEpPOB (puOpuHa, YpPOBEHb
D-aumepa. [Ins moarBep:xkaeHus TpomO03a TiTyOOKHWX BEH MPOBOMAST JOMILIEpPOrpa-
(U110 C OLIEHKOM MPOXOJAMMOCTU BEH, HAIMYUS TPOMOOB U UX JOKAJIM3alUH, OIpeie-
JIEHUE COCTOSITENIbHOCTH KJIAMMaHHOTO anmapara. [Ipu HeoOXOAUMOCTH BBITOJIHSIOT
haedorpaduro.

HemenunkameHnTo3Hoe Je4eHUE OCTpOro TpoM003a riayO0OKuX BeH Npu OepeMeH-
HOCTHM BKJIFOYAET NEPEBOJ MALMEHTKU B 00S3aTEIBHOM MOPSAKE B XUPYPTHUECKHIMA
CTallMOHAp, HAa3HAYEHHE CTPOroro IMOCTEIBHOIO PEKHMMA, AIACTUYECKYIO KOMIIpEC-
CHIO HOT, IPUJAAHUE UM BO3BBIIIEHHOTO MOJIOKEHUS.

MeaukaMeHTO3HOE JIEYeHHE OCTPOro TpoMOo3a IIyOOKHX BEH Y OepeMEHHBIX
cocrouT u3 HazHaueHuss HOI' BuyTpuBenHo nox kontposiem AUTB. [JoOusatorcs
yBenuueHuss AYTB B 1,5-2 pasza no cpaBHeHuto ¢ kontposiem. HMI' mpeanouru-
tenpHee HOI' B ieueHuun TpoM0O03a riry0OKuX BeH. Tepanuio NpoaonKaoT B TEUEHHE
10-14 nmmeit m Oonee. B mocnemyromem BO3MOXeEH mepexon K BBeacHuio HMI,
HaIrpuMmep, HaJponapuHa Kajdblus NOAKOXKHO. Takke Ha3Ha4yaroT aleTUIICAITUIIMIIO-
BYIO KHUCJIOTY, Ipernaparbl, YyJIy4dlIAlollie MHUKPOLMPKYISLUUIO M PEOJOTHYECKUE
CBOMCTBa KPOBU, U aHTUOMOTHKU. [Ipu BhIsiBIeHUN (HIOTHPYIOIIEro TpoMOa mokas3a-
Ha YCTaHOBKa B HW)XHIOIO TIONyI0 BEeHY KaBa-(uibTpa. [IpoBOIsST M apyrue BUIBI
oTepaluii, NpensTCTBYIOINUX MUTPALlUU TpoMOa B CUCTEMY JIETOYHOTO CTBOJA, C O-
CJICYIOLTUM TIPOBEJICHUEM TPOMOOIUTHYECKON M aHTUKOATYJISIHTHOU Tepanuu. [Ipu
HaJIU4YMKu (IOTHUPYIOMIEr0 TPpOMOa MarucTpalibHOM BEHbI, MPEACTABISIONIETO Omnac-
HOCTb B TUIaHe BO3HUKHOBeHUsT TOJIA, HeoOXoaMMa KOHCYJIbTAIlUs XUpypra Jjisl pe-
IIEHUSI BOIPOCAa O BO3MOXHOCTH NPEIOTBPAIICHUS JAaHHOTO OCIIOXHEHUS XUPYPIu-
yeckuM myTeM (ycTaHOBKa KaBa-(uibTpa). Jledenme TtpomOo3a TIyOOKHUX BEH HOT
IIPOBOJIUTCS TOJIBKO B YCIOBHSIX CTAllMOHAPA.

TakTuka BeneHUs OEPEMEHHOCTH 3aBUCHUT OT €€ cpoka. [Ipy BO3HMKHOBEHHH
TpoMO03a ri1y0OKHX BeH HOT B | TpuMecTpe O€pEeMEHHOCTh MOXKET OBITh TIPOJIOHTHU-
pOBaHa B TOM Clly4ae, €ClIi HE IMPOBOAWIOCH PEHTTEHOJIOTHUYECKOTO MCCIEN0BaHUS.
[Ipu Tpom6o3e rimybokux BeH Bo Il u Il TpumecTpax Bo3MokHO coxpaHeHue Oepe-
MEHHOCTH MpPU OTCYTCTBUM JPYTHX aKyHIEPCKUX OCIOKHEHUMU, YCYTYOISIFOUIUX KIIU-
HUYECKOE TEUYEeHHUE MaToJOrHH cocyaoB. Eciiu TpoM003 He mpeAcTaBiseT OMacHOCTU
C TOYKH 3PEHHUSI BO3MOXHOrO BO3HHUKHOBeHUs TOJIA, TO pomopa3penieHrue MOKET
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OBITH TIPOBENICHO KaK Yepe3 €CTECTBEHHBIE poAoBbIe MyTH, Tak U myteM KC, B 3aBu-
CUMOCTH OT aKyLIEpPCKOW CUTyaluu. BBeneHHe remapuHa HaTpHsl MPEKPALIAOT 3a
6 yacoB 10 0XHIaeMbIX POJOB M BO30OHOBISIIOT depe3 6 yacoB mociie HUX. Ecnu
y MaIMeHTKU uMeeTcs (PIOTUPYIomuidi TpoMO, KOTOPBIN, Kak U3BECTHO, MPEACTABISET
yrpo3y Bo3HUKHOBeHUs TOJIA, To poaopaspelieHrne 4epe3 €CTECTBEHHBIE POJIOBBIE
MyTH BO3MOYXHO TOJIBLKO IOCJIE UMIUIaHTAaMKu kaBa-GuiabTpa. Ecou kaBa-GuiabTp HE
YCTaHOBJICH, TO POJOpa3pellieHue BeIMOIHAIOT nyTeM KC B coueTaHuu ¢ miMkamnuein
HIDKHEH TOJIOM BEHbl MEXAHWYECKHUM IIBOM Ha (POHE KOMIUIEKCHOH aHTUTPOMOOTH-
YECKOW TEparuu.

TIJIA y 6epeMeHHBIX

TOJIA B 80—90 % MoKeT MPOUCXOAUTH BCIACACTBUE UCXOIHOTO TpoMbOOo3a riry0o-
KHX BEH T'OJIEHU W MOAB3IOIIHO-OEAPEHHOr0 TpoM003a WUiIM MOCJE MEPBOHAYATIBLHOTO
MIPOHUKHOBEHUS (DIOTUPYIOIEH YacTh TpoMOa B TIIyOOKYIO BEHY Oejjpa U HapyKHYIO
MOB3/IOIIHYIO BEHY MPU MOBEPXHOCTHOM TpoMOOdieOuTe OOJbIION MOJKOKHON Be-
Hbl. B aHamue3e y OepemeHHbIX ¢ TOJIA MMEIOTCS yKa3zaHUs HaJIU4UE OXXUPEHUS,
MTOBEPXHOCTHOTO TpoMOodaeOuTa GONBIION MOJAKOKHOW BEHBI, TPOMOO03a IITyOOKHX
BEH T'0JICHU, PEBMAaTUYECKHUX MOPOKOB CEpIla, apTepUaIbHON TUNIEPTEH3UHU, NHEK-
IIMOHHBIX 3a00JI€BaHUMN, TUTIEPKOATYIISAIMH, 3a00I€BaHuUs MOYEK, TXKEJIOro TecTo3a,
JUTUTEIBHOTO MTPUEMa OpaIbHBIX KOHTPAIIENTUBOB, IITIOKOKOPTUKOCTEPOUIOB.

TOJIA, oxBaTbIBaroas JETOYHbIN CTBOJI U IJIaBHBIC JIETOYHBIE apTEPHUH, BO3HU-
KAaeT BHE3AMHO M YacTO 3aKaHYMBAETCS JIETAIbHBIM MCXOAOM. DMOOJUs CEerMEHTap-
HBIX JIETOYHBIX apTepuil OOBIYHO MPOSIBIISAETCS JIETOUHO-TUICBPATIBHBIM CUHIIPOMOM,
KOTOPBIN MPOSIBISETCS OOJISIMU B TPYIHON KJIETKE, YCHJIMBAIOUUMUCS TIPU JIBIXaHHH,
OJIBIIIKOM, CyXUM KalllJIEM, ITOBBIIICHHEM TEMIIEPATYPHI TEJIA.

Bonee oGmmpHas TpoMO603IMO0IIHS COMPOBOKIAACTCS OCTPOM JIETOYHO-CEPACTHOM
HEJIOCTATOYHOCTHIO, OOJISIMU B TPYJIH, BHE3AITHON MOTEpel Co3HaHUA. Y MaIlMeHTOK
Ha0oAaeTcsl MaHo3, Ha0yxaHue W MyJbCalusd SPEMHBIX BEH, YYallleHHOE W TO-
BEPXHOCTHOE JbIXaHUE, CHIDKCHUE apTepUalbHOTO AaBlieHus, Taxukapaus. [lpu ¢u-
3UKaJIbHOM HCCIICIOBAaHUM OCPEMEHHOM OIEHHUBAIOT HAJMYWE I[MaHO3a, OJBIIIKH,
YYalIeHHOTO JbIXaHUs, TAXUKAPUU, XPUIIOB B JIETKHUX.

OrnenuBaroT cienayonue 1adoparopueie nokaszarenu: AUTB, koarymorpammy,
MPOTPOMOMHOBBIA WHIEKC, (UOPUHOTEH, arperaruio TPOMOOIIUTOB, PACTBOPUMBIC
KOMILJIEKCHI MOHOMepoB (ubpuna, D-mumep. IlpoBomutcs ckpunuar Ha ADC
Y HaclieJIcTBeHHbIE TpoMOodminu. B kauecTBe MHCTPYMEHTAIBHBIX METOJIOB HCCIIE-
JOBaHUS BBIMOJHSIOT 3JEKTPOKApAUOrpaduIo, YIbTPa3ByKOBOE UCCIIEIOBAHUE CEPI-
11a U COCYJIOB HMKHUX KOHEUHOCTEH. Y OEpEeMEHHBIX JKCHIIUH MPHU MOJ03PEHUN Ha
TOJIA B kauecTBe MEPBOTO JIYYEBOIO HCCIIEIOBAHUS PEKOMEHIYETCS pEHTTeHOrpa-
¢us opranoB rpyaHoi kietku. KommbpiorepHo-ToMorpadudeckas anruorpadus je-
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rouynbix cocynoB (KTA), 6o1ee npeanoyTurensHa, 4eM BEHTHIALUOHHO-TIEP(Y3HOH-
Hasi cuuHTUrpadus Jerkux. Bompoc o mpoBeieHuM dyyeBoM auarHoctuku TOJIA
pemaercs UHAUBUYAIbHO B Ka)XJIOM KOHKPETHOM CIIy4a€ B CBS3UM C HETaTHUBHBIM
BO3JICMICTBUEM €€ METOA0B Ha IUIO/I.

MenukamenTto3Hoe sedeHne TOJIA y OepeMEeHHBIX COCTOMT B IPOBEIACHHU
TpoMOoJu3Kca ajabTEIIa30il WM TEHEKTEIUIa30d U aHTUTPOMOOTHYECKOW Teparnuu
H®T" unu HMI' [7]. HOI' u HMI' He nponukarot uepe3 mianentry, Ho HOI' yamie
BBI3BIBACT TPOMOOIMTOIICHUIO U ocTeornopo3. Kpome Toro, HOI' HEoOX01uMO BBO-
IUTh TOAKOXHO vanie, yeM HMI'. CtaHaapTHBIN renapus cileayeT NPUMEHSTh y Ta-
[IMEHTOK C MOYEYHOM HEIOCTAaTOUYHOCTBHIO, a Takke ¢ MaccuBHOU TOJIA. Bo3morkHO
BBITIOJTHEHHE AMOOIPKTOMUU U3 JIETOYHbIX apTepuil. Jleuenue Oepemennbix ¢ TOJIA
OCYILECTBIISIETCA B YCIIOBHSIX CTAlIMOHAPA.

AKky1epckas Taktuka y 6epeMeHHbIX ¢ TOJIA 3aBUCHUT OT TSHKECTH UX COCTOSTHUS
u cpoka O6epemenHoctu. Ilpu BozHukHoBeHnn TOJIA B I TpumecTpe GepeMEHHOCTD
1e1ecoo0pa3Ho MpepBaTh B CBA3U € TSKEIBIM COCTOSTHUEM MAllMEHTKH U HEOOXO0IUMO-
CTBIO JUIMTEIIbHOW aHTUKOAaryJiHTHOM tepanuu. Bo II-III tpumecTtpax Bompoc o mpo-
JIOHTMPOBAHUU OEPEMEHHOCTH PEIIalOT WHAUBUYaIbHO B 3aBUCUMOCTU OT COCTOSIHUS
OepeMeHHO U 110/1a. bepeMeHHOCTh MpephIBatOT NpU TKEIOM COCTOSHUU OepeMeH-
HOM U BBIPAXEHHOM YXYAIICHUH COCTOSHHUA IuIofa. IIpu TskENOM cocTosHMM Mmanu-
€HTKHU POoJ0pa3pelleHre JOHKHO ObITh BbiNoJHEHO myTéM KC. AOnomMuHaIbHOE poio-
paspellieHrne MpoBOAAT TAKXKE€ W MPH OTCYTCTBUHM Yy MAalMEHTKU KaBa-puibtpa. [lpu
ATOM COCYIWCTBI XUPYPT BBINOJHAET IUIMKALWIO HWKHEN IOJIOM BEHBI MEXaHU4e-
CKMM IIBOM. lIpu yZOBJIETBOPUTEIBLHOM COCTOSIHUM NALMEHTKH, KOrJZa ¢ MOMEHTa
Bo3HUKHOBeHUs TOJIA mo pomoB mpomio 6osee 1 Mecsiia u reMoIMHaAMUYECKUE T10-
Ka3aTenu CTaOWIM3UPOBAINCH, NMPU HAIMYUHM YCTAHOBJIEHHOI'O KaBa-(QHUIbTpa pOJIbI
MOTYT OBITh ITPOBEJCHBI Y€Pe3 €CTECTBEHHBIE POJOBBIC MYTH. Y MAlIMEHTOK, HEJIaBHO
nepeHecumx TOJIA, B MocaepoaoBelii MEpUOA BO BPEMsl TPYIHOIO BCKapMIIMBAHUS
neyenne HMI' unu HOI' BO300HOBISIOT MPU OTCYTCTBUM BBIPAXKEHHOTO KPOBOTEYE-
HUS1, WIK NIepeXosT Ha pueM Bapdapuna wim ponganapunykca [8, 9]. MHO cocras-
asier 2-3. B cBsA3M ¢ OTCYTCTBHEM 3aBEpPUICHHBIX KJIMHUYECKUX HCCIIEAOBaHUI, Kaca-
foumxcss 6e3omacHOCT U 3()PPEKTUBHOCTH B MEPUHATAIBLHOM TMEPHOJE MPSIMbBIX
opanbHbIX aHTHKOAryiassHTOB (IIOAK) — mpemapatoB puBapokcabaH, maOurarpa,
anuKcabaH M 3/10KcabaH, — WX MPUMEHEHHE y OEPEMEHHBIX U KOPMSIIIUX JKEHIIMH HE
pexomenayertcs [10, 11]. C BbICOKON BEpOSTHOCTBIO 3TH MIpenapaThl MPOHUKAIOT Yepe3
IJIALEHTY, U UX PENPOAYKTHUBHBIE PUCKM HEU3BECTHBI. ECIM ManyMeHTKa HE IJIaHUPYeT
BCKapMJIMBaHue rpy/bto, antukoarysiuuio HMI™ moxuo 3amennts [IOAK. Ilpu BEI-
SIBJICHUY He3aIIaHUpOBaHHOM OepemeHHOocTH Ha doHe neueHus [IOAK pekomenyer-
cst HeMeIeHHO 3ameHnTh Ha HMI', omHako GepemeHHoCTh He npephiBatot [12, 13].
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XpoHuyeckasi BeHO3Has1 HeA0CTATOYHOCTH (XBH)

XBH Bo3HuKaeT npu opraHuveckor U GyHKIIMOHAIBHOW HEIOCTaTOYHOCTH IT10-
BEPXHOCTHBIX U TJIyOOKHX BEH M TMPOSBISETCS HApYIIEHWEM BEHO3HOTO OTTOKAa W3
HWKHUX KOHEYHOCTEH, MPUBOJS K J€30praHU3aluyd PETMOHAPHOM CUCTEMBI MUKpPO-
HUAPKYJISLIHH.

K XBH mpusonsar BBHK, noctrpombodiedutnyeckas 00sie3Hb, BPOKICHHBIE
ITOPOKM pa3ButTusa BeH. PakTopbl pucka passutuss XBH — 310 renernueckas npen-
PacHoJI0KEHHOCTb, TUIIOIMHAMUS, JUIMTEIBHOE CTOSTHUE HA HOTaX, CUICHUE, TSKEIbIIA
bu3nYecKuil TPy, 3aHATHUSI CIIOPTOM C HAarpy3kod Ha HOTH (Oer, TEHHHC), 4acToe
HOIIIEHUE BBICOKHMX KaOIJIyKOB, 3alOpbl, HAPYIIICHHUE KUPOBOTO 0OMEHa, MPUEM 3CTPO-
IeHOB, IOBTOPHBIE OEpEMEHHOCTH, keHCKH nosn. XBH BcTpewaercs B momymsiuuu ot
7% 1o 51,4 %.

K xnuanueckum Bapuantam XBH oTHOCSTCS BapuKO3HBINA, 00JI€BOM, OTCUHBINA U
CYJIOPOXHBIN KIIMHUYECKHE CUHAPOMBI. OCHOBHBIMU XKaj00aMHu SIBJISIIOTCS 00Jib, TO-
BBIIIIEHHAs! YTOMJISIEMOCTb, YYBCTBO TSKECTH, MAPECTE3UH, OTEKH, HOUHbIE CYJJOPOTH
B HIDKHHUX KOHEYHOCTSX. DTH CUMIITOMBI COYETAIOTCSl C MPOSBICHUSIMH BEHO3HOH Ia-
TOJIOTUHU: PACILIMPEHHBIMU BEHAMH, OTEKOM, TPO(YUIECKUMHU PACCTPONCTBAMMU.

[Tpu naGopaTopHON TUArHOCTHKE, TOMUMO OOLIEKIMHUYECKUX METOJI0B, HCCIIe-
IOYIOT CUCTEMY F€éMOCTa3a.

OcHoBHBIM JNe4eOHO-TIpoduakTuueckumM MetogoMm npu XBH y OepeMeHHbIX
ABJISIETCS] KOMIIpeccuoHHas Tepanus. [lepsbiii knacc komnpeccuu (18—22 MM pr. cT.)
Ha3HayaeTcs A npoduiIakTUKU Bapuko3a 1 XBH Bo Bpemsi 6epeMeHHOCTH U TOCIIe
ponoB. Bropoii kiacc kommnpeccuu (23-32 MM PT. CT.) UCHIOJIB3YETCA y OEpEMEHHBIX
¢ moosiMu ipu3Hakamu XBH. [Tpumenenne KoMnpecCuOHHOTO TPUKOTAXa SBIISETCS
TaK)Xe CIocoO0M MPOPUIAKTUKH TpomMOO3a TIYOOKHMX BEH HIKHUX KOHEYHOCTEH
u TOJIA u noka3zaHo BO BpeMst pogopaspemienus, Bkinodas KC, a tTakxe nmociie poios.
[IpumeneHue amacTuyeckoi kommpeccu y 0epeMennbix ¢ XBH cHmkaer puck pas-
BUTHSI TPOMOOSIMOOIMYECKUX OCTIOKHEHUM B 2,7 paza. B I tpumectp 6epemenHocTu
Y MepUo/i TPYAHOTO0 BCKapMIIMBAaHUS, KOT/Ia IPUHUMATh JIPYrue npenapaThl HE peKo-
MEHyeTcs, 11eJecoo0pa3Ho Ha3HayaTh MpernapaTbl MECTHOTO JEHCTBHS, COACPKAIINX
renapuH, Hampumep, renapuHoByro Masb. Kpemsol u renu, cogepsxamue HIIBC (auk-
nodeHak, keTonpoheH) MOTYT UCTIOIb30BaThCs Y OEPEMEHHBIX KOPOTKUMHU KypCaMH,
B OCTPOM IIepHuojiec TpoMOodIeOrTa MOBEPXHOCTHBIX BEH B COUCTAHUH C MperapaTaMu
Ha ocHOBe renapuHa. dnebGoTponHble MpenapaTbl HE OKa3bIBAIOT 3MOPUOTOKCHYE-
CKOI'0, MyTareéHHOTO ¥ T€PAaTOT€HHOI0 ACHCTBUS, MOITOMY MOTYT OBITh MCIOJIb30Ba-
Hbl B Tepanun XBH, Hauunas co |l TpumecTtpa 6epemenHoctu (AMocMuH-1 U ApY-
rue npenapatsl). [Ipu Tsoxensix popmax XBH (Hammuuu otekoB, 0olieid, Cymopor)
TEpanuio MPOJIOHTUPYIOT A0 3—4 MECSIIEB.
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B cBs3u ¢ MHOrOOOpa3ueM NpuyuH, KIIMHUYECKUX TPOSBICHUN U TSKECTHIO Be-
HO3HBIX TPOMOO3IMOOINI y OEpeMEHHBIX, HEOOXOIUMO CBOECBPEMEHHO BBISIBIISATH
(akTOphl PUCKA ATUX OCJOKHEHHUH C paHHUX CPOKOB OEPEMEHHOCTH, MCCIIEIOBATh
CUCTEMY reMocTa3a y 0epeMeHHbIX, a IPU HEOOXOJUMOCTH, B CIIy4ae HapylICHUs CH-
CTEMBI T€MOCTa3a, Ha3Ha4YaTh aHTUKOAryJsSHThI, ipeumyniecteeHHo HMI'. Cnenyet
MIPOBOIUTH MPODUIAKTUKY U aICKBATHOE JICUCHHE T€CTO3a, CBOCBPEMEHHYIO TUATHO-
CTUKY M YCTPAHEHHE KOAryJIOMaTHIECKUX, META0OINISCKUX U MIMMYHHBIX HAPYIICHHMI
y 6epeMeHHbIX. [Ipu IIUTEILHOM MOCTEILHOM PEKUME PEKOMEHAYETCSI BBITIOIHSTh
yhnpaxkHeHus i Hor. [Ipu BbICOKOM pHCKe TpomM0OO3a HEOOXOAMMO OrpaHHYEHHUE
(GU3MYECKUX U JUIMTENbHBIX CTATUYECKUX HArpy30K, HOILIEHUE SJACTUYHBIX YYJOK
WJIM NPOBEJECHUE NIEPEMEKAIOIIECHCS THEBMATUUECKONW KOMIIPECCUU HOT .
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O. I1. Cupowt

JNOPOEPEHIUAJIBHAA TUATHOCTHUKA
TP MUOITATUYECKOM CUHAPOME

B KIMHMYECKON MPaKTHKE BpadaM Pa3HBIX CIELUAIbHOCTEN MPUXOIUTCS CTAJI-
KHBAaTbCS C MAlMEHTaMHU, KOTOPBIX OECHMOKOUT MPOTrpecCHUpYIOIias MbIIIEYHas cCia-
00CTh M BCJIEJICTBHE ATOTO OIPAaHMYEHUE JIBUTaTEIbHON akTMBHOCTH. HecMoTps Ha
OOILIHOCTh KJIMHUYECKUX MPOSIBICHUMN, I€HE3 Pa3BUTHSI MHOMATHUYECKOTO CHHIPOMA
y IaHHOW TPYNIbI MAUEHTOB MOKET ObITh pa3iaudHbIM. Cper BO3MOKHBIX MPUYHH
€ro pa3BUTHS BBLACIIIOT NOBPEKICHUE HEIIOCPEICTBEHHO MBIIIEYHON TKAaHW, MEPU-
(deprueckoil HepBHOW CHCTEMbI WM HEPBHO-MbIIIEYHOro cuHarca [1]. B Hacrosmee
BpEMsI CYLLIECTBYET MHOTO KJIacCU(UKALUN MUONIATUH, CPEIU KOTOPHIX HAUOOJIBIIYIO
MOMYJSIPHOCTh MOJy4YnsIa KiacCU(UKAIUs C ITHONATOI€HETHYECKUM MPHUHIIUIIOM
paznenenusi. CornacHO JaHHOW KilacCU(PUKALWU, BBIAEISAIOT HACIEACTBEHHBIE, BOC-
MajJuTeNbHbIE, META0OIUYECKHUE, MEMOpAaHHbIE, MapaHEOIUIACTUYECKUE U TOKCHUYe-
ckue mMuornaruu [2].

B ocHOBe HacineACTBEHHBIX MMOIATUN JIEKAT T'€HETUYECKH JI€TEPMUHUPOBAH-
Hbl€ HapylIeHUs B (YHKIMOHHUPOBAHUM MUTOXOHJAPHUI U MOHHBIX KaHAJIOB MUO(UO-
pPWII, B CHHTE3€ MBIIICUHbIX OETKOB WINW (PEPMEHTOB, PETYIUPYIOMUX OOMEH Be-
IIECTB B MbIIIEYHOW TKaHU. HacnenoBanue nepeKTHOro reHa MOKET MPOUCXOIUTH
PELECCUBHO, JOMMUHAHTHO U CLEIUIEHO ¢ X-xpoMocomoi. IIpu 3Tom BHeuHue dak-
TOpbI (MH(PEKUUHU, TSHKENbIEe TpaBMbI, (PU3NYECKOE MepeHanpsHKeHNe, MHTOKCUKAITIH)
4acTO BBICTYMAIOT B POJM TPUITEPOB, 3alyCKAIOMIMX pa3Buthe Ooneznu. Cpeau
HACJIEJICTBEHHBIX MHUOMNATUN HauOoJjiee PacHpOCTpaHEHbl HOBEHUIIbHAS/IOHOIIECKAs
muonarus Opba, mporpeccupymolas MblleyHas auctpodus [lromenHa u miede-
JomatoyHo-nuIeBass muonatus (Muonatusi Jlannysu—Jlexxepuna). Jlebrot 3aboneBa-
HUS B JETCKOM BO3pPACT€ M YKa3aHHE MalMEHTa Ha HAJIMYUE HACIEICTBEHHOI'O HEPB-
HO-MBILIEYHOTO 3a00JIeBaHUsl Y OJIM3KUX POJCTBEHHUKOB, HECOMHEHHO, YIPOIIAET
JIUArHOCTUYECKUN MOMUCK. [Tpu OONbIIMHCTBE HACIEICTBEHHBIX MHUOIMATUN YPOBEHb
MBIIIEYHBIX (PEPMEHTOB B KPOBU HE BBIXOJIUT 3a MPeeIbl HOPMAIbHBIX BETUYHH, UC-
KITIOUEHHUEM SIBIISIETCS MTPOTPECCUPYIOLIas MbllIeuHass JUCTpodus JromeHHa.
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Cpeaun BOCHAIUTENBHBIX MUONATUI BBIAEISIIOT UIMONATHYECKUE BOCIAIUTENb-
Hele muonatuu (UBM) u Muomnartuu, cBsizaHHble ¢ MHGEKIUAMH (MHQPEKIIMOHHBIC
Muo3uthl). UBM mnpeacTaBisitoT co0oil Tpynmny peaKkux reTeporeHHbIX ayTOMMMYH-
HBIX 3a00J1€BaHUN HEU3BECTHOM 3TUOJIOTHH, XaPAKTEPU3YIOIIUXCS BOCIAIUTEIbHBIM
IIOPaKEHUEM TTONIEPEYHONOIOCATON MYCKYJIaTyphl U KOXKH, a TAKXKE Pa3BUTHEM CIIe-
U(UIECKON OpraHHOW MATOJOTUH, BKJIIOYAIOIICH, MPEXKAEe BCETO MOpa)KEHUE Jier-
KHX, CEPJIIIa U BEPXHETO OT/IENA )KEIyJOUHO-KUIIIEYHOTO TpakTa [3].

B Hacrosiee BpeMs, 1o MHEHHIO OOJIBITUHCTBA aBTOPOB, rpymma UBM Bkiio-
YaeT 5 OCHOBHBIX MOATHIIOB [4]:

— nosiumuo3ut (I1IM);

— nepmaroMuo3ut (JIM);

— ayTOMMMYyHHasl HeKpoTuzupyromias muonatus (AHM);

— CIIOpaJANYECKU MUO3UT ¢ BKItoueHusiMu (CMB);

— nepekpectHbli (overlap) muozur (IIpM).

CornacHo 3nMMAEMUONIOTMYECKUM HCCIENOBAHUAM, PAacIpOCTpaHeHHOCTs IBM
cocrapisieT 1,4-5,9 cnyuyas Ha 100 ThIC. 4ETOBEK C COOTHOIIEHUEM MYXYMH U JKECH-
uwH 1 : 3 [5]. Bee moarunsr UBM, 3a uckimodenrem JIM, yaiie pa3BHBAIOTCS Y JIHII
cpennero Bo3pacra. JIM Bcrpewaercs y aereit u B3pocibix [4]. [To maHHBIM coBpe-
MeHHOU autepatypsl, [AM, IIpM n1 AHM B coBokynHoct coctaBisiroT 90 % Beex
cinyuyaeB UBM. [IM sBnsieTcss HAaMUMEHEE YaCThIM U3 BCEX MOATHUIIOB JJAHHOM MaTOJIO-
TMU W OYCHb PEIKUM KaK CaMOCTOSITeNIbHas Ho3oJormveckas emuamma [6]. s
oonpmHCTBa IBM XapakTepHO CUMMETPUYHOE MOPAXKEHUE MPOKCUMAIbHBIX TPYIII
MBIIIIL] BEPXHUX W HUKHUX KOHEYHOCTEH, KIIMHWUYECKH MPOSBIIOIIEECS MBIILICYHOU
ClIa00CThIO TIPH COXPAHEHUH CYXOXKWIBbHBIX pediiekco [5]. IMammentam TpymHO
IIOJIHUMATBCS TI0 CTYIIEHbKAM, 3aXOAUTh B TPAHCIIOPT, BcTaBaTh ¢ nocrenu. Co cia-
00CTH IHUCTaTIBHBIX MBI KOHEYHOCTEH (crubaresnei najiblieB, ThUIbHBIX crudaTenei
CTOMbI) NE0IOTUPYET JIMIIb MUO3UT C BKIIOUECHHSIMHU. Takke i1 JAHHOTO MOJATHIIA
NBM xapakTepHO aCHMMETPUYHOE MOPAKEHUE MBIIIL, PA3BUTHE MO3AaUYHOM MBbI-
HIEYHON aTpOoPUU YETHIPEXTIaBOM MBIl O€/lpa U MBIIIL MPEAIUICYUid U YaCTOE BO-
BJICYCHUE B MATOJIOTHUYCSCKHIA MPOIIECC MBIIII JIUIA [/], IPX 3TOM TJIa3HbIC MBIIIIIbI,
Kak " npu Bcex Apyrux noarunax UBM, ocratorcs unraktaeivu. st UBM xapak-
TEPHO MOpaKEHUE pa3rudaTenu MeH, YTO MPUBOAUT K 3aTPYAHEHHUIO yJep:KaHus To-
JIOBBI B BEPTUKAJIBHOM MOJIOKEHHUH, BCIEICTBUE YET0 OHA MAJAeT Ha rpyapb (CUMITO-
MBI «IAJAMONIEH TONOBBI» MU «OE30TOBOPOYHOTO corIacus»). B maTonmormyeckuii
MIPOLIECC BOBJIEKAIOTCSI MBILILBI TJIOTOYHOIO KOJIbLA, B TOM YHMCJIE MBIIILA, TOAHU-
Marolasi BepxHee He00, MbIIIIbI TOPTAHU, OTBEYAIOIINE 32 3aKPbITHE HArOPTAaHHUKA
BO BpeMs aKTa IJIOTaHMs, U MBIl BEPXHEH TPETH MHILEBOJA. B pesynbrare BO
BpeMs €JIbl ITALIMEHT MOIIEPXUBAETCS, MNINA MONAAAET B HOC, 3aTEKAET B TPAXEIO, YTO
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IPO3UT PA3BUTHEM aCHUPALMOHHOW NMHEBMOHWU. Takke HaJIMuue pecHpaTOPHBIX
CUMIITOMOB (OZBIIIKH, KAIllJIsl) MOKET OBbITh OOYCJIOBJIEHO MHTEPCTUIMAIBHBIM TO-
paxenuem jgerkux (1040 % ciyuaeB), pa3BUTHEM apTEpPUATBHON JIETOYHOM TUIIEp-
TEH3UH, MOPAKEHUEM JbIXaTeIbHOM MyCKynatypsl W nuadparmel. Crienyer oTMme-
TUTh, YTO MOPAXKEHHUE JIETKUX SBISIETCS HanOoJiee PacHpOCTPAHEHHBIM OpPraHHBIM
nposisieHrneM UBM B oTinuunm OT mOpaXeHUs cepAua, KOTOPOE€ BCTPEYAETCSI OTHO-
CUTEJBHO PENKO MpHU JaHHOM mnaTtojiorud. IlopakeHHe JEerkux MOXKET ONepexarb
Pa3BUTHE MBIIIEYHOTO CUHIPOMA WM Pa3BUBATHCS OJHOBPEMEHHO ¢ HUM. Ero Hanu-
Y€ Ha paHHUX 3Tarnax 3a0oJieBaHus, 0€3yCI0BHO, sBIseTcs (HaKTOPOM Hebiaronpu-
stHOro mporHo3a [5]. Taxke mns Bcex moatunoB MBM XxapakTepHbl CHCTEMHBIC
HKCTPAMBIIICUHbIE TIPOSBICHUS (JIMXOpaJlKa, apTpairus, CUHIApoM PeliHo), KoTophie
OCOOEHHO YacTO PEruCTPUPYIOTCS MPU AHTHCHUHTETA3HOM CHUHAPOME M PEIKO MpHU
MHO3HTE ¢ BKIIOYeHUsIMU [8].

CrnenuduueckuMy KIMHUYECKUMU TposiBIeHUs MU JIM SIBIISIFOTCS pa3ivyYHbIC
KOXKHBIE BBICHIAHUS (MepuopOUTaIbHAsl TE€IUOTPONHAS Chlllb, PUTEMA Ha JIMIIE
U CKyJaX, ChIllb B 30HE JIEKOJIbTE, HA CIIUHE, B 00JIACTU «IIAJIN» U JIp.), KOTOPHIE CO-
MIPOBOXKJAIOT WM MPEAIIECTBYIOT MbIlIeyHOM ciadocTtu. Takxke m3BecTHO, uTto JIM
4aCTO MMEET CBS3b CO 3JI0KAYeCTBCHHBIMU HOBOOOpazoBanusmu (23,5 %), uro, Oe3-
YCIIOBHO, TpeOyeT TIIaTreapHoro oocienoBanus namueHTa [9]. OcoOyro HacTOpOKEH-
HOCTh B IUIAHE HAJIMYHUS OIYXOJIM y MallMEHTOB C MBIIIEYHBIM CUHIPOMOM (I1apaHeo-
mnactuueckuit JIM/IIM) nmomkHbl BBI3BIBATh TaKue MPU3HAKUA KaK BO3PACT CTapllie
45-50 net, 3nauntenpHoe nossimerne COD (mpu M u [IM COD penko npeBbIiaet
20-25 MM/4) 1 BeIpa)KCHHAs! aHEMUSI.

Juarnoctuka UBM u BX NOATHIIOB OCHOBBIBAETCS HAa KOMOWHAIIMM aHaMHE3a
00JIe3HH, TeMIa MPOTPECCUPOBAHUS 3a00JIEBAHMS, YPOBHS MBIIICYHBIX (PEPMEHTOB,
ANEKTPOMUOTPAPUUECKUX MTPU3HAKOB, UCCIIEIOBAHNS MBIIIIEYHOTO OUOMNTaTa U HAIH-
YHsi B KPOBH (J11 HEKOTOPBIX MOJATUIIOB) OTpeieieHHbIX anTuTen [8]. YpoBHH Kpea-
tuH(pochokunazpl (KOK), acnapratamunorpanchepassl (ACT) n anaHuHaMUTpaHC-
depasnl (AJIT) B CHIBOPOTKE KpOBH MOBBIIIEHBI MpH Beex noaTtunax MBM. Ouenb
BbIcOKHe 3HaueHnss KOK B nebrore 3aboneBanms, BIIOTh 10 50 pa3 MpEeBHIIIAIOIINEC
BEpXHUE TpaHUIBl HOPMBI, XapakTepHbl 111 AHM, a 3Hauenuss KOK menee uyem
B 10 pa3 mpeBwImarone BEPXHUE TPAHUIBI HOPMBI, HAOMIOAIOTCA Yy MAIlMEHTOB
¢ CMB. Baxunoe 3nauenue s nuargsoctukua UBM nmeer ononcusa mMeinn. CoriiacHo
kiaccupukanuonubiM kputepusim UBM EULAR/ACR 2017 rona, ee BBITIOJHEHUE
o0s3aTenbHO mpu nmoctanoBke auarnosa [IM [10]. Dnextpomuorpadus (OMI') Takxe
BBICOKO MH(popmaThBHA IpH Beex noarunax UBM. Ona sBnsercst 00g3aTeNbHbIM HC-
CJI€OBAaHUEM I MCKJIIOUCHHS HEUPOTEHHBIX PACCTPOMCTB, a TAKXKE IMOJE3HA MJIS
OLICHKM aKTHMBHOCTH IaTOJOTMYECKOT0 Ipouecca B mblmmax. B Toxe Bpemsa OMI
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HE MOXET OBITh UCTOJBb30BaHa il quddepernnansHoi auarnoctuku UBM ot Tok-
CUYECKUX MHUOIIATHM.

NH(peKMOHHBINA T€HE3 MBIIIEYHBIX CUMIITOMOB MO3BOJIAIOT 3aI10A03PUTh JIUXO-
panka, npeo0iaaHue MBILIEYHON O0JM HaJ cl1abO0CThIO, BBISBICHHUE MAaJIbIaTOPHBIX
M3MEHEHUN B MbIIax (0OJIe3HEHHBIE TSDKU, BaJUKH, HHPHIBTPATHI), crenupude-
CKas Ui KaXKA0ro MH(GEKIHOHHOTO 3a00JIeBaHus JIOKATU3allisl MUAITHI U HaTHIne
APYTUX CUMIITOMOB MH(DEKITHH.

OnHuM M3 BUJIOB TOKCMYECKUX MHUONATUH SIBISIETCS JIEKAPCTBEHHO-UHIYLIMPO-
BaHHAs MMOIIATHs, KOTOpas IO KIMHUYECKOM CUMITOMATHUKE MAJIO OTIMYAECTCS OT
uauonatuaeckoro [IM. IIpu ee pa3BUTHM OBPEXKICHUE MBIIIIL MOXKET BAPbUPOBATHCS
OT HE3HAYUTEJIBHON MBIIIEYHON 00N M CIa0OCTU J0 YIPOKAIOLIEro *KU3HU padjo-
MHoJin3a, ypoeHb K@K coxpaHAThCA B mpeaenax HOPMalIbHBIX 3HAYCHUN WIM TIO-
BBIIIATHCS O AMArHOCTUYECKU 3HAYMMBIX 1 [IM mudp. TunuuasiM npumepom Je-
KapCTBEHHO-MHIYLIMPOBAHHON MHOIIATUM SIBIIIETCS MUOIIATHSI, CBA3aHHAS C TPUEMOM
CTaTUHOB. B 1aHHOM ciyyae MUanrusi, MUO3UT U padJOMUONM3 SBISIOTCS MOCIEH0-
BaTeJIbHBIMU CTAUSIMU OJHOTO Ipouecca. Ha nmepBoil craguu nosipnsercss 00yb WK
ciaboctb, HO ypoBeHb KDK ocraercs B npenenax HopMbl. MHO3UT COITPOBOKAAETCS
TOM € CHMIITOMATHKOM, HO yXe Ipu noBbllleHHbIX Huppax KOK. 3nauutenbHoe
(mo 10-kpatnoro) nossimieHue ypoBHs KOK xapakrepno miga padbpoMuonusa, KOTo-
pBIi TaK)Xe COMPOBOXKIAETCS KpEaTMHHMHEMHEH, MUOTJIIOOMHYpUEH U MOXKET 3aBep-
HIUTHCSI CMEPTHIO OT OCTPOM MOYEUYHOM HEIOCTATOYHOCTH. Pa3BuTHe cTaTHH-UHIYLH-
POBAaHHOW MMOINIATUM YacTO CBA3AHO C TOBBIIIEHUEM KOHIIEHTPAUUU CTATHHOB
B IJIa3M€ KPOBH BCJIEICTBUE, KAK MUHUMYM, TPEX MPUYNH: BPOKICHHON WU MPHUOO-
peTeHHoi HemocTaToyHOCTH M30(opMbl 3A4 nuroxpoma P450, oTBETCTBEHHOTO 3a
MHAKTUBALMIO 3TOr0 Mpernapara B IEYEHH, OAHOBPEMEHHOIO INpPHEMA CTaTUHOB
C IPYTUMU JIEKapCTBEHHBIMU CPEJCTBAMH, KOTOPblE META0OIU3UPYIOTCS C y4acTHEM
uuroxpoma P450, 1 HazHaueHUE CTATUHOB MapasuiebHO ¢ uHruomTopamu CYP3A4
[2]. TTogo6HO cTaTMHAM JIEKAPCTBEHHYO MHOTIIATHIO MOTYT BBI3BIBATh U JPYTUE Jie-
KapCTBEHHbIE CPEACTBA, META00JIU3 KOTOPBIX MPOUCXOJIUT C YY4aCTHEM IIUTOXpoMa
P450: ¢bubpatsi, 610KaTOPHl MEMJIEHHBIX KaJbIUEBBIX KAHAIOB, KOJXUIIMH, BEPO-
LIIUPOH, AHTUTMCTAMUHHBIE CPEJCTBA, MECTHBIE AHECTETUKU M JIp. YUYUTHIBAas BO3-
MO>KHOCTb Pa3BUTHUS MHUOIIATUH NMPU NPUMEHEHHH JAHHBIX JIEKAPCTBEHHBIX CPEJICTB
B KQYECTBE MOHOTEpAalMH, BIIOJHE OXUIAEMO, YTO MX COBMECTHOE IIPUMEHEHUE,
B TOM YHCIJIE CO CTaTWUHAMH, 3HAYUTEIBHO YBEIWYUT PUCK IOBPEKICHHUS MBILILL.
Taxke ormacHo couyeTaHue 3TUX MpenaparoB ¢ UHruouTopamu akTuBHoctu CYP3A4 —
MPOTUBOTPUOKOBBIMM ~ MpENapaTamM, MaKpOJIUJAHBIMA AHTUOMOTUKAMHU, COKOM
rpeingpyra U T. A. YCUICHHUE TMOBPEXKACHUS MBI B JaHHOM CJy4ae SIBJISETCS pe-
3yJIbTATOM PEAKLIHM JIEKAPCTBEHHOTO B3aUMOJICUCTBUS.
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Oco00ro BHUMaHHUs 3aCIy>)KMBAaET MHUOIATHA, CBA3aHHAs C IPUEMOM IIIFOKOKOP-
tukous10B (I'K). [Ipenaparsl JaHHOM TpyNIbl OKa3bIBAIOT HEOIArOMPUSITHOE BIHUSIHUE
Ha MBIIICYHYIO CHITY U Tpo(uKy MbIil. HecMoTpst Ha BO3MOXKHOCTD JIt000T0 Tperna-
paTa U3 3TOH TpYIIbl BhI3BATh Pa3BUTHE MUOMATHH, Han0OJIee YacTO OHA BO3HUKAET
npy Ha3HaueHuu QpropupoBaHHbix ['K (OeTameTazoH, TpHaMIIMHAIOH, JEKCAMETA30H )
[11]. CreponmHas MuomaTHs MOKET MPOTEKATh B OCTPOH M XPOHUYCCKOHW (hopMax.
OcTtpbie GopMbI MUOTIATUH, KaK MPABUIIO, MAaHU(ECTUPYIOT C BBIPAKEHHOU ciiabocTu
B MPOKCUMAIbHON MYCKyJaType KOHEUHOCTEW W/MIU MHUAITHUU C COIYTCTBYIOIIUM
noBsilieHreM cbiBopoTouHoro KOK u kpearnnuna B cyrounoi moue [12]. ¥V Gob-
IIMHCTBA MALMEHTOB OCTPOE MOBPEKICHHUE MBIIII PA3BUBAETCS MTPU MOBBILICHUH JI03bI
I'K Ha ¢one ux nnutenpHOro npuema. B Toxe BpeMs B JMTeparype ONMCaH Ciiydail
Pa3BUTHS OCTPOM CTEPOMAHON MHUONATUU ITOCIE NEPOPATBHOrO MpHEMa METHIIIPEI-
HH30JIOHA B TEYEHUE ABYX OHEU: 24 MI B IEPBBIM JeHb Tepanuu U 20 Mr — BO BTO-
poi [13]. Taxxke u3BecTEH ciy4all pa3BUTUSI MUONIATHH TTOCJIE OJHOKPATHOIO IIprUeMa
npeanusoiona B n1o3e 40 mr [14]. CnenoBarensHo, Tepanusa ['K o060l nnurenbHo-
CTH, BKJIIOYas J1a)K€ OJHOKPATHBIN IIPUEM, MOKET ITIPUBECTU K Pa3BUTHIO CTEPOUIHOM
MHUOIIATUH.

[Tpu xpoHuveckoi popme CTepOUIHON MUOMATUN MBIIIEYHAS CIA0OCTh pa3BU-
BAETCS MOCTEIIEHHO U, KaK MPABUIIO, HE CONMPOoBOXkAaeTcs muanruer [15]. Ilanuentos
OECIOKOUT MPEUMYILECTBEHHO CJIa00CTh B MPOKCUMAJBHBIX OTJEIaX KOHEYHOCTEW,
OoJiee BBIpaKEHHAsI B MBIIIIAX HKHUX KOHEeYHocTel. Kak nmpaBuiio, HET mopakeHus
C()UHKTEPOB M MBI, WHHEPBUPYEMBIX YEpENHO-MO3roBbIMU HepBamu [16]. Bos-
MO>KHO BOBJICYEHHE B MATOJOTHYECKHUM MPOILECC AbIXAaTEIBbHOW MYCKYJATypbl. Xpo-
HUYECKasi MUOIATUSI MOXET MPUBOJAUTH K MBIIIEYHON aTpopuu, Ui KyNUPOBaHUS
kotopou mocie orMeHbl ['K Tpebyercss HecCKoJIbKO Heaenb WM Jdaxke MecsieB. Kak
[IPaBUJIO, YaCTOTA PA3BUTHS CTEPOMIHOM MHONATHH KOPPEIUPYET C JO30M MU -
TenbHOCTBIO Tepanuu ['K. OHa penko BO3HMKAET y MALMEHTOB B IEpBbIE 4 HEIEIU
IpyUeMa npenapara B CyTOYHOU A03€, SKBUBaNeHTHOM 10 Mr npenHus3onoHa. B To ke
BpeMs, Ooiiee BbicOKHE J103bI 'K MOTYT mpoBOLIMPOBATH pa3BUTHE MBIILIEYHOU Cl1a0o-
CTH YK€ B TEUEHHUE JBYX HEENb OT Hauala tepanuu [17].

JInarHocTHKa CTEPOMIHON MUOTIATUH SIBJIIETCS HEMPOCTOM 3a1a4ei. Y CIIOKHSIET
€€ OTCYTCTBHE B HACTOSIIIIEE BpeMs Hale:)KHOTO Ouomapkepa. Yposenb KOK B criBo-
POTKE KPOBH MOKET OCTaBaThCS B MPEJEIAaX HOPMBI IIPU BBIPAKEHHBIX JIBUTATEIIbHBIX
WM AbIxaTenbHbIX HapymeHusx [15]. [Ipu Beimonnennn SMI y GosbIIMHCTBA MallU-
€HTOB OTCYTCTBYIOT KaKHe-TMOO U3MEHEHHUS, U JIUIb Y HEKOTOPhIX HabJt01aeTcs He-
OOJIBIIIOE CHUYKEHUE aMIUIMTY/Ibl MOTEHIMaNa JBUraTeabHbiX eauHull. [Ipu ouorncuu
KOKHO-MBIILIEYHOT'0 JIOCKyTa HanOoJiee 4acTo BBIABISIETCS aTpO(usi MBIIIEYHBIX BO-
nokoH |l TMma npu OTCYTCTBMU NMPU3HAKOB HEKPO3a U pereHepanuu. OIHaKO TaHHBIE
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M3MEHEHUSI MOT'YT OBITh TaK)K€ XapaKTEpHBbI IS psAa APYIHMX COCTOSHUM, XapakTe-
pU3yIOIMXCS aTpopueil MpIIeYHbIX BOJOKOH || Tuna: HeBponaTuueckue npouecchsl,
cTapyecKas MHBOJIIOLMS MBIIICYHONM TKaHW, WCTOLICHUE MBIIIL [IPH XPOHUYECKHUX
3aboneBanmax [18].

3HaYUTENbHOE BIUSHUE HA CTPYKTYPY U (PYHKILHIO MBIIIEYHON TKAaHU OKa3bIBa-
€T YHAOKPUHHAsA cucTeMa. VI3BECTHBI BApUAHTHI, KOTJa B KIMHUYECKON KAPTUHE DH-
JOKPUHHOTO 3a00JIEBAHMSI CUMIITOMBI MOPAKEHUSI OMIOPHO-/IBUTAaTEIBHOTO ammapara
BBICTYMAIOT Ha MEPBbIi maH. B cBs3u ¢ 3TuM B KpyT AuddepeHInanbHbIX TUarH030B
[OPaYKEHUsI MBIIIEYHOM CUCTEMBI Ba)KHO BKJIIOYATH JHJIOKPUHHBIE MHMOINATHU. Tak,
HanpuUMep, A1 THIOTUPEOUTHOM MUOIIATUU XapaKTEPHO MOPaKEHNUE IMPOKCUMAIIBHBIX
IPYII MBI, B PEIKUX CIIydasX B HaTOJIOTMYECKHUH MPOLIECC MOKET ObITh BOBJIEUEHA
aucTanbHas U OynbOapHas MycCKyJjaTypa, OTMEYaeTcs HapylleHHe (YHKIUU JIHIle-
BBIX MBIII. BbIpakeHHass MbllIeyHas clIabOCTh BCTpPEYaAETCs peaKo. B ChIBOpOTKe
KPOBH MOXET BBIBISITHCS MOBBILIEHHBIN ypoBeHb KDK, 01HaKO KOPpEIANN MEKITY
MOBBIIIEHUEM YPOBHS (pEpMEHTA U BBIPAXKEHHOCTHIO MBIIIEYHOU €I1a00CTH HE OTMeE-
yeHo [19]. B cBsi3u ¢ 3TUM, NpU HESACHOM MOBBIIIEHUH YPOBHS CHIBOPOTOYHON KDK
1e1ecoo0pa3Ho HCCaeA0BaTh (PYHKINIO IUTOBUAHOM XKeje3bl, JaKe €CIU HEeT Kiu-
HUYECKUX MPU3HAKOB runotupeosa. B psge nybmukauuii coolmaerca o manueHTax
¢ pabJIOMHOJIU30M, TIPUUYUHON KOTOPOTO ObLI HE JUArHOCTUPOBAHHBIN THIIOTHPEO3.
Taxke HEKOTOPBIE ABTOPHI YTBEPKIAAIOT, UTO MUAJITUSA U CHUKEHNE MBILICYHOMN CHUJIBI
MOTYT OECIOKOUThH MAallMEHTa YK€ Ha CTauu CYOKIMHUYECKOIO TMIIOTHPEO3a U Te-
panus JICBOTUPOKCUHOM XOPOIIO YCTPaHSAET 3TU CUMOTOMBI [20].

I'ucronornyeckre M3MEHEHUs B MBILILAX [IPU TUIIOTUPEOUAHON MUOINIATUU HeE-
cretpuuHbl. BeISBISIOTCS 00JaCTH HEKPO3a MBIIIEUYHBIX BOJIOKOH, UX JIeT€Hepalus
C HAKOIUICHMEM TIJIMKOTE€HAa W JIMNHUAOB, pa3pylLIeHUEM MUTOXOHApUN. PazBuBaercs
3aMECTHUTENIbHBIN CKJIEPO3, HApYyIIEHHEe MUKPOIMPKYIISIUU. XapaKTepHO 0COOEHHO-
CTBIO SIBJISIIOTCS YMEHbILIEHHE W aTpo(us MbIIIEYHBIX BOJOKOH |l Thma, uto compo-
BOXAaeTcs pa3ButueM runeptpoduu BojgokoH | tuna [19]. Tlpu OMI" taxxe onpene-
JS0TCS Hecneuuduueckue n3mMeHeHus. Meraboinyeckre HapylleHUsl, BbI3BaHHBIC
TUIIOTUPEO30M, MOTYT IPUBOIAUTH K COYETAHHBIM ITOPAKEHUSM HEPBHO-MBILLIEYHON
CUCTEMBI, YTO OTpakaeTcs U Ha DMI -XxapakTepuCTHUKax JBUTATEIbHBIX €IUHUL, KO-
TOpPBIE MOTYT OBITh HEHPOTEHHBIMH, MUOTEHHBIMH HJIA CMEIaHHbIMU [19].

PenkuM KIIMHUYECKUM IIPOSIBIIEHUEM MMOIIATUM IIPU TSKEJIOM TMIIOTUPEO3€ SB-
nsiercs cuHapom Xoddmana. EMy cBOMCTBEHHBI pa3BUTHE TSHKENION MBIIIEYHOM cia-
0octu, 00JIE3HEHHBIE CYJIOPOTH, YBEJIMYEHUE 00beMa U MJIOTHOCTUA MBILII, a TAKXKe
BbICOKMI ypoBeHb KDK. Yaie Bcero B Marogoruueckuid MpoLecc BOBIEKAIOTCS Tpa-
NeUeBUAHASI, JACTbTOBUAHBIE U MKPOHOXKHBIE MBIIIIBI. MpllieyHass runeptpodus
CBSI3aHA C YBEJIMYCHHEM MBIIIEYHBIX BOJIOKOH BCJEIACTBHE OTJIOKEHHUSA B HHUX IIPO-
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TeoraukaHoB. Habmogaemoe mpu 3TOM yBeNWYEHHE KOJIWYECTBA MBIIICYHONW TKaHH
HE CONPOBOXKIACTCS IOBBIIMICHHEM MBIIIEYHON CHIIBI, ITO3TOMY JAHHOE COCTOSHHE
HpeaCcTaBIsIeT OO0 CEeBIOTUIIEPTPOPHUIO.

B 3akiroueHue xo4ercss OTMETUTh, UTO TUIIOTUPEOUIHAS MUOTIATHs], OE3YCIOBHO,
npencTaBiasieT co00il 1OCTaToOuHO YacThlii cMHAPOM. [0 MaHHBIM JUTEpaTyphl, OHA
COCTaBJISIET OKOJIO 5 % BCceX MPHUOOPETEHHBIX MUOMATHM, & y MALIUEHTOB C EPBUYHBIM
TUNOTHPE030M peructpupyercs B 25-60 % ciyuaes [19]. Tem He MeHee, HEOOXOAUMO
MTOMHUTB, YTO MUONIATUYECKUN CUHJIPOM TAKKE XapaKTEPEH IS LEJIOro psiia IPyrux
SHIOKPUHHBIX 3a00JIEBAHUN: TUIEPTUPEO3, TUIEPIAPOTUPEO3, TUIEPATBAOCTEPO-
HU3M, cuHapoM Muenko—KymnHra.

Taxum oOpa3om, TMarHOCTUYECKUM MOUCK MPU MHONATHYECKOM CHUHAPOME J10-
CTaTOYHO TPYJEH U U3BUIUCT. C LENBI0 ONPEAEICHUs] HO30J0TUYECKON MPUHAIIE K-
HOCTH OH TpeOyeT OT Bpaya NpPOSBICHHUS HACTOPOKEHHOCTH B OTHOIIEHWHM MHOTHUX
ITaTOJIOTUYECKUX COCTOSTHUM.
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A. K. Tywiuna

AHTH CD19 CAR-T KJIETOYHAS TEPATIUS Y MAIITMEHTOB
C CUCTEMHOM KPACHOM BOJTYAHKOM

Cucremnas kpacHas Bonuanka (CKB) — cuctemMmHOoe ayToMMMyHHOE peBMaTH-
yeckoe 3a00sieBaHME HEU3BECTHOW STHOJIOTHH, XapaKTEPU3YIOLIEECs THIEPHpPOIyK-
el opraHoHecnenn(pUIECKUX ayTOAHTUTEN K pa3IMuHbIM KOMIIOHEHTaM KJIETOYHOTO
A]ipa U pa3BUTHEM MMMYHOBOCHAIUTEIILHOTO TOBPEKIECHNS BHYTPEHHUX OpraHoB [1].
Cuanraercs, uro B ocHOBe naroreHe3a CKB nexur cimoxHOe HapylIeHHE aHTUIEH-
cneuuuueckor peryisinuu U B-KJIeTOYHOM pEeakTUBHOCTH, COMPOBOXKIAIOIIMECS
MATOJIOTMYECKOM aKTUBALIMEN KJIACCUYECKOTO MYyTH CUCTEMbI KOMILJIEMEHTA U Hapy-
IeHueM TporieccoB anomnto3a. OcolOyio pojib B (POPMHUPOBAHUHU BOCHAIUTEIHHOTO
nporecca pu CKB moryT urpats ayropeaktuBHbie B-mumorutel. [Ipu koHTakTe
C aHTUT€HOM B-KJI€TKM NOJABEPraroTcs KIOHAIBHOW 3KCIIAHCHUHU, YTO B PE3yJIbTaTe
IPUBOIUT K 00pa30BaHUIO B-KJIETOK mamMsATH U MJIa3MaTUYECKUX KIIETOK, MOCIEAHHE
CEKPETUPYIOT ayTOaHTHUTENa KO MHOXKeCTBY (Oosiee 100) ayToaHTUTreHOB, Cpeau KO-
TOPBIX JOMUHUPYIOT aHTUTeNa K ApycnupansHor JTHK. B Hactosiee BpeMst onu siB-
JSIOTCSI OCHOBHBIM JuarHoctuyeckuMm Mapkepom CKB, ux ypoBeHb B CBHIBOPOTKE
KPOBU KOPPEJIUPYET C aKTUBHOCTBHIO 3a00JIEBaHUSI M YaCTO aCCOLIMUPYETCS C pa3Bu-
THEM BOJTYAHOYHOTO HedpHTa.
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Bonuanounslii HepuT B CBOIO Oouepepb SBISETCS OJHUM U3 HauOOJee YacThIX
U TSDKEJBIX OCJIOKHEHWI BOJYAHKH, BIUSIOMIMX HA OOUIMH MPOTHO3 3a00JIeBaHMUS.
[TopaxeHue Mmoyek, 4acTo BBICTYIAONIEE OCHOBHOM MPUYMHON CMEPTH, OTMEUYAETCS
noutu y nByx Tpereir nanueHtoB ¢ CKB [2]. [IposiBneHus: Boaq4aHOYHOTrO HeppUTa
MOTYT BapbUPOBAaTh OT OCCCUMNITOMHBIX M3MEHEHHI B aHajIM3aX MOYM JO OBICTPO
MIPOTPECCUPYIOLIETO TIIOMEPYIOHEPPUTA C MONYIYHUSIMU U PA3BUTHUSI TEPMUHATHEHON
CTaIMU XPOHUUYECKOI 00JIE3HH MOYEK.

Puck pa3BuUTHS cepIeUHO-COCYTUCTHIX 3a00JIeBaHMIA, B TOM YHCIIe HH(ApPKTa MUO-
Kap/ia U MHCYJIbTA, U CePAEYHO-cOCYIucTOl cMmepTtu y naruentoB ¢ CKB B 2-3 paza
BbIIIIE, 4eM B oOuien nomymsiuu. Cnenuduyeckum aiigs CKB gakropom pucka sBiis-
€TCsl MEPCUCTUPYIOIIEE BOCHAIEHUE, KOTOPOE NPUBOANUT K HAPYLICHUIO JIMIIHIHOTO
NpoQuIIs U COCOOCTBYET PA3BUTHIO HAOTEIHAIBHON TUCPYHKIIMU U TTOBPEXKICHUS
cocynoB. Enie ogaum (hakTopom, crmocoOCTBYIOIIMM YCKOPEHHOMY Pa3BUTHIO aTe€pO-
ckiepo3a y nauueHtoB ¢ CKB, sBnsercsa npuMeHeHHe TIIIOKOKOPTUKOCTEPOUAOB.
HecMoTpst Ha TO, 4TO 3TH mpenapaTbl 00JaJar0T BBIPAXKEHHBIM IPOTHUBOBOCIAIH-
TEIbHBIM 3()PEKTOM, OHU BBI3BIBAIOT MOSABJICHHE WIM HapacTaHWUE TPaAUIIMOHHBIX
CEPJIEYHO-COCYAUCTHIX (PaKTOPOB PUCKA, TAKUX KaK TUCITUTUIACMUS, TUIICPTIUKEMUS,
M30bITOYHAS Macca Teja U apTepralibHasi TUIIEPTOHUS.

K HacrosimeMy MOMEHTY B MUpPE IIPOBEICHO OOJBIIOE KOJUYECTBO PAHAOMHU3U-
POBaHHBIX KOHTPOJUPYEMBIX UCCIEAOBAHUM, TOKA3bIBAIOIINX TEPANEBTUUECKYIO 3(-
(EKTUBHOCTH MPUMEHEHHSI COBPEMEHHBIX JIEKaPCTBEHHBIX cpeAcTB B jieueHun CKB,
VIIYUIIAIOIIMX UCX01bI 3a00sieBanus. [IpuHsaTa KoHIENUs «Je4eHue A0 JOCTHKEHUS
uenu» (Treat-to-Target), B ocHoBe kotopoii /st Benenus nanueHToB ¢ CKB peko-
MEHIyeTCs pa3pab0oTKa WHAWBUAYAIbHBIX (MallMEHTO-OPHEHTUPOBAHHBIX — patient-
centered) mporpaMm Tepamnuu, HAIPaBICHHBIX Ha JOCTHKCHHE PEMHUCCUH (UM HU3-
KON aKTMBHOCTHM) KaK OCHOBBI JUIS MPEAOTBPAILLEHUs HEOOPATHMOTO MOBPEXKIACHUS
BHYTPEHHHMX OpPTraHOB M YJIYYIIEHHs OTHAJIEHHOTO mporHo3a [3—-5]. B cioydae Heno-
CTaTOYHOI'O KOHTPOJISI aKTUBHOCTHU 3a00J1€BaHMsI HEOOXOUMO MOBBIIIEHHE JT03UPOBOK
U JUTUTENBHOCTU MpPUEMa TIIIOKOKOPTUKOUIHBIX MPENapaToB, a TAKXKE PACIIMPEHUIO
CHEKTpa MPUMEHSEMON MMMYHOCYNPECCUBHOW TEpaIvy, 4TO HapsAAy C Pa3BUTHEM
KOMOPOUTHOM TATOJOTUM TPUBOJUT K HAKOTUICHHIO HEOOPATHUMBIX MOBPEXKICHUN
BHYTPEHHHX OpPraHOB M, KaK CJIECJCTBUE, K CHUKEHHUIO KaUeCTBA KU3HU, HHBAJIUIN3A-
MU TTALMEHTOB, MPEXICBPEMEHHOMN JeTalbHOCTH. [[03TOMY Ba)kHOU 3aayeu sIBIIS-
eTcsi pa3paboTKa MOJXOJ0B, HAMPABIECHHBIX HA MUHUMH3ALUIO J03bl WM OTMEHY
TOPMOHAJILHOW TEPaIH.

[Iporpecc pyHmaMeHTanbHBIX HCCIEIOBAHUM, CIIOCOOCTBYIOLIUX JTy4YlIEMY MO-
HUMaHHUIO0 MexaHn3MoB mmmyHonatojoruu CKB, mocmyxun teopernueckum oboc-
HOBaHHEM ISl pa3paboOTKK HOBBIX MOAX0A0B K (papmakorepanuu CKB, B mepyio
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ouepenb TeHHO-MH)XCHEPHBIX OMOJIOTHYECKUX IMpEenapaTroB, HANMPaBICHHBIX Ha OJI0-
KUPOBAHUE IIMPOKOTO CIEKTPA MOJIEKYJSPHBIX M KJIETOUYHBIX OMOJIOTMYECKUX «MHU-
HICHEI», y4acTBYIOIIMX B Pa3BUTHM BOCHAJICHUS W ayTOMMMYHUTETA: ITUTOKUHBI
U uHTEpPepoHbl TUNA |, KOMIIOHEHTHI KOMIUIEMEHTA, BHYTPUKIIETOUHbIE CUTHAIBHBIC
yTH ¥ (aKTOPhl TPAHCKPHUIIIIUN, MOIYIHPYIONNE aKTHBHOCTh IIUTOKMHOB ¥ UMMY-
HOMETAa0OJINYECKUX MPOIECCOB B KIETKAX HUMMYHHOM CHCTEMBI, MaTOJIOTHYECKYIO
aKTUBaIMIO0 B-KieTok u miazmaTHueckux kieTok. OIHAaKO MOJHOCTHI0O KOHTPOJIUPO-
BaTh UIMMYHOBOCHIAIHUTENbHBIE TIporiecchl mpu CKB 3tu mpenapatsl He CIOCOOHBI.

CrnennalibHble HMCCIEIOBAaHUS MOCBAIIECHB HM3yYEHHUIO BO3MOXXHOCTEW TpaHC-
IUTAHTAIIMM AyTOJIOTMYHBIX U ME3CHXUMAJIbHBIX CTBOJIOBBIX KJIETOK, AKTHUBAIUU
T-perynsaropusix kierok. HoBoe Hamnpasienue seuenus CKB cBsizaHo ¢ ucnomnn3o-
BanneM CAR-T-xierounoi teparmmu (Chimeric antigen receptor T cells). M3panib-
ckuil uMmyHoutor Zelig Eshhar nepBbsiM BbipaOoTan KOHLENIHIO U MOJTYYHI EPBYIO
T-KIETKY ¢ XUMEPHBIM PEIENTOPOM, KOTOPBIA BITOCIIECICTBHH CTal M3BECTEH KakK pe-
nentop xumepHoro antureHa [6]. CAR-T-tepamus Obuta BrepBbie pa3paboTaHa
OoJee JecaTd JIET Ha3zaj JJIA JICUCHUS HEKOTOPBIX JICHKO30B M JUM(OM, Mpu 3TOM
T-xnetku nopaxaroT TpanchopmupoBanHble B-kietku, Boi3biBaromue pak. CAR-T-
Tepamnuio JaBHO pacCMaTPHUBAIM KaK MOTEHIUAIBHYIO CTPATETHI0 OOPHOBI C AyTOUM-
MYHHBIMH COCTOSHUAMHU. XuMepHbI aHTureHHbd peuentop (CAR) sBnsercs pe-
KOMOWHAHTHOW OEIKOBOM MOJIEKYJION, KOHCTPYUPYEMOM ¢ MOMOIIIBIO METOJ0B T€HHOU
WHXeHepuH. ba3oBas cTpyKTypa penenrtopa BKIIOYAET: SKTOJAOMEH, Yallle OAHOHUTE-
BOM BapuabOesbHbIi (parMeHT (SCFV), moay4YeHHbI U3 MOHOKJIOHAIBHOTO aHTHUTETA,
HAIEJICHHOTO Ha BbIOpaHHbIN aHTHreH (T. €. CD19); mapHupHbIi peruoH (MenTHIHbIHI
nuHKep, pparment 6enkoB CD8 unm 1gG), KOTOphI CBA3BIBAET HKTOJAOMEH C TPaHC-
MeMOpaHHBIM JIOMEHOM (cooTBeTcTBYIOmUM nomMeH Mosiekyn CD8 unmu CD28), 3as-
KOPEHHBIM B MeMOpaHe; U, HaKOHEIl, SHO0JIOMEH, PACIOJIO0KEHHBII BO BHYTPHUKJIE-
TOYHOM TIPOCTPAHCTBE M OTBEUAIOIIMK 3a Tiepenady CcurHama (MUHUMaJIbHBIN
sHA0m0MeH BkitodaeT C-1ierb CD3). Monekynst CAR BTOporo mokojeHust comepxar,
nomMuMo curHajgbHOro gomena (CD3(), ko-CTUMyNHPYIOIIHE TOMEHBI, HampuMep,
urto3oiibHble JoMeHbl CD28 unu 4-1BB, o0ecnieunBaroniyie moJHOICHHYIO aKTHBA-
uto 1 nponudepanuio T-knerok. CD19 — 310 TpancmeMOpaHHBI OETOK Maccoit
95 k/I, KOTOpBIN AKCIpPECCUpPyeTCsl TONBKO B JIMHUW B-KJIETOK, HaUMHAs CO CTaJHH
npe-B-kneTtok 10 KoHewHOW cramuu TudPEpeHIMPOBKH M HE DKCIPECCUPYETCS
B IUTIOPUTIOTCHTHBIX TEMOITOATHYECKUX CTBOJIOBBIX KJIETKaX WM OOJIBITUHCTBE
MIa3MaTHYECKUX KIETOK. B mccienoBanmsx, MOCBSIIEHHBIX JCUEHUIO0 TUM(POM TOKa-
3aHO YCTOWYHMBOE HMCTOIICHHE B-KiIeTOk, mpeBbimaroiiee TaKOBOE MPU HCIIOIh30Ba-
HMHM MOHOKJIOHaNbHBIX aHTU-CD 19 anturen [7].
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NnxeHepHasi ayTOJOTUYHAS KJIETOYHAs Tepamnusi — 3TO MPOIIEeCC, MPU KOTOPOM
U3 KPOBM MallMeHTa U3BJeKatoTcs T-muMdonuThl. 3aTeM B XpoMocoMbl T-TuMdOIuToB
BcrpauBatoT JIHK, xoaupyronryto CAR, 1 ki1eTka HauMHAEeT PO yLIUPOBaTh Ha CBOEH
MOBEPXHOCTU T€ CaMble XUMEPHBIE, TO €CTh UCKYCCTBEHHO CO3/IaHHbIE PELETTOPHI [8].
OTH KJIETKH HANPAaBIAIOTCS HA MOAU(PHUKAIIUIO U MOCIEAYIONYI0 KPUOKOHCEPBAIIHIO.
[lepen undysueir CAR-T-kIeTOK IpoBOAUTCS TUM(OACTIICINS TyTeM BBEICHUS pe-
UNAEHTY mukiIodpochamuaa u ¢urogapadbuna.

O¢pdextuBnocts CD19 CAR-T-ki1eTo4HON Tepanmuu MpoJEeMOHCTPUPOBaHA Ha
skcnepuMeHTaIbHbIX Mosesix CKB — wmbimax suauit MRL u (NZBxNZW) F1. Co-
IJIACHO ATUM AaHHBIM, XOTs JieueHne CAR-T-kineTtkamu mMoxeT 3h(PEeKTUBHO MHIY-
UpPOBaTh JCIICHUI0 B-KIETOK M TeM caMblM YBEIMYMBATH IMPOJOJIKUTEIBHOCTD
xu3Hb Mbiei ¢ CKB [9]. Moaudummposanasie CAR T-nmumonuts! ObUTH BBEICHBI
41 xuBoTHOMY. Y 26 MBIIEW Tepanus YCHEINIHO YHHUYTOXHWJIA NPAKTHYECKU BCE
B-mumdonutsr, Hecymue CD19. CAR T-mumdoruTs ObUTH aKTUBHBI KAK MUHUMYM
B TE€YCHHE OJHOTO Toja IiN ViVO. BOJBIIMHCTBO MPOIEYCHHBIX KUBOTHBIX MPOXKUIIH
6onee roma mocne nepeHoca CAR T-mumdonutos. IIpogomKuTeIbHOCTh KU3HU
MBIILIEH B KOHTPOJIBHOM rpyIne coctaBuia MakcumyM 10 mecsies.

Zhang 1 coaBTOpBI onKcany ciiydaid ycnemrHoro npumerenus: CAR-T-kireTouHoi#
tepanuu npu codetanuu CKB u auddysHoit kpynHoi B-kineTtodyHodt muM@oMbl
IV craguu [10]. Tlepen BBenermem CAR-T-comepikarero mpemnapara mpoBOIUIaCh
uHpy3us Quynapabuna, nukiopochaMuga U TOPMOHANIbHASA TEpanusi C LENblo Jie-
wienun coOCTBEHHBIX JuM@oruToB manueHta. CemMb HeNENb CIYCTS OTMEYaaoch
crabunbHol TeueHne CKB ¢ konTpoupyembiMu cumntomamu. Yepes mosrosa mocie
CAR-T-tepanuu coOcTBeHHbIE B-KieTkyM mnarueHTa BOCCTaHOBUIIUCH. B TeueHue
23 mecsneB HabmoaeHuss CKB u B-knerounas mumdoma ocraBaauch B CTaOMIIBHOM
PEMUCCHH.

HenasHo mpezncraBnensl ganabie 00 ycmemHoM npumenenuun CD19 CAR-T-
KJIETOYHOW TEparnuy y MalMeHTKU C THKEIBIM peQpakTepHbIM BOTYaHOUYHBIM HEDpU-
toM (kiacc |11A), nonyyaBiield Tepanuio THAPOKCUXIOPOXUHOM, BRICOKUMH J103aMHU
TIIFOKOKOPTUKOUAOB, nukiodochammma, Modermnia MuxodeHosaTa, pUTyKcHMada
u 6enmumymada [11]. Ogaokparnas nadys3us CD19 CAR-T-kieTok acconuupoBaniach
CO CHIDKEHUEM KOHIIEHTpauuu aHturen K asycnupanbHou JIHK, HOpMammzaunuen
koHneHTpaiuu C3- u C4-KOMIIOHEHTOB KOMILJIEMEHTa, CHUKEHUEM MNPOTEUHYPUU
u ungekca SELENA-SLEDAI (Safety of Estrogens in Lupus Erythematosus National
Assessment — Systemic Lupus Erythematosus Disease Activity Index). Ormedaioch
Tak)Ke CHIDKEHUE YPOBHS M JAPYTUX ayTOAHTUTEN — SM-aHTHUTEN U aHTUTEN K OJIHO-
nenoueunoit JIHK. Ipennonaraercs, uto apdextuBaocts CAR-T-keTounoit Tepanuu
COXPAHSETCS U MOCJIe BOCCTAHOBIIEHHUSI COOCTBEHHOTO Tyna B-kimetok. Tak umeromnu-
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ecsi HaOJII0IeHUsT YKa3bIBalOT Ha BO3MOXKHOCTH pemuccuu CK® 06e3 comyTcTBytromeit
MEJMKaMEHTO3HOU Teparui.

[Tony4yuB BHEYATISAIOMIUNA TOJOKUTEIBHBIN Pe3yJIbTaT, YUCHbIC PEUIMIIN PACIIU-
pUTH TPYMIy NaluMeHToB. B panbHeliiiee uccienoBanue ObUTM BKIIIOUEHBI YXKe S5 ma-
uueHToB ¢ CKB (4 xenmuubl u 1 myxunHa) B Bo3pacte oT 18 no 24 ner. Bece onu
uMenu pedpakreproe teuenne CKB ¢ BoBieUeHHEM MOYEK W IPYTUX BHYTPEHHUX
opraHoB. PeMuccun ynajnoch I10CTHYb y BCEX 5 YYaCTHUKOB 4epe3 3 Mecslia Moclie
nedyeHus. be3menankaMeHTO3Hass peMuccHus MOJepKuBaiach udepe3 8—12 mecsies
nocie BeeaeHuss CAR-T-knerok [12].

W3 mpoBeIeHHBIX UCCIE0BAHUM CTAHOBUTCSI OYeBUIHA 0OOCHOBAHHOCTh U 0€3-
omacHocTh npoBeAeHus: CAR-T-kineTouHoil Tepanuu. ITOT BaXKHO, TaK KaK y Maifu-
€HTOB C ayTOMMMYHHBIMH 3200JICBAaHUSIMH HAOJIIOA€TCS BHYTPECHHSISI aKTUBALIUSL.

T-K1€TOYHOrO 3B€Ha UMMYHUTETA, C YEM U CBS3aHO MPUMEHEHUE MPEnapaTos,
KOTOpPBIE UCTOMIAIOT T-KIETKU W/WIK MOAYJIUPYIOT X (QyHKIUI0. B TO e Bpems OT-
MeuaeTcsi ObICTpOoe MojAaBieHUE B-KI€TOUYHOro OTBETa CO CTAOWUJIbBHBIM CHUKEHHEM
MpoayKIuu aytoanTuteln. ['mybokas geruienusi B-kieTok mamsté MOXKeT ObITh 00y-
ciopnieHa teM, 4yTo CAR-T-kileTkH BO3JEHCTBYIOT U Ha TKaHeBble B-mumMdouuTsl,
coJiepKaliuecs, Hanpumep, B TUMGATHIECKUX y3aX U KOCTHOM MO3re. DTy Crocoo-
HOCTh MOKHO OTHECTH K 3HauuMbIM npeumyiiectBam CAR-T-kineTouHOl Tepanuw,
MOCKOJIBKY CUMTAETCsl, YTO MPUMEHEHUE OHOJIOTUYECKOW Tepanmuu HE MPUBOIUT
K CTOJIb TIyOOoKo# aerutennu B-kierok. Tak, antn CD-20-MOHOKIOHABHBIC aHTUTE-
Jla HE BO3JICUCTBYIOT Ha TKaHEBYIO momyJsanuio B-kinerok. Takas KoHIENUsS 00bscC-
HseT takxke u ddpdexrnBHOCTE CAR-T-KIETOUHON Tepanuu Mpy HEYCIEUTHOM TPH-
MEHEHHUU PUTYKCMMa0a U APYTMX MOHOKJIOHAJIbHBIX aHTUTEJ, HATIPABJICHHBIX TIPOTUB
CD20+ B-nmumdonuros.

[Ipu mpumenennn CAR-T-kJI€TOYHON Tepanuu OMHMCAHO PA3BUTUE CHUHIPOMA
BBICBOOOXEHUS IIUTOKMHOB, CHHAPOMa HEHPOTOKCUYHOCTH, CBSI3aHHBICE C UMMYH-
HBIMH 3(PPEKTOPHBIMU KIIETKAMH, & TAKXKE IIUTONICHUN B TCUCHUE HEJCITh U MECSIICB
nocie aumdoaerieniu. CHHIPOM BBICBOOOXKICHUS IIUTOKMHOB SIBJIsIETCS] Hanbosiee
pacpoCTpaHEHHBIM HEXEIATeIbHBIM SBICHHEM, HA0JII01aéMbIM BO BCEX HUCCIEOBA-
HUSX, BKIIoYaromux tepanuio kiaetkamu CAR-T. CumTaeTcs, 4TO 3TO OCI0KHEHHUE
BO3HUKACT BCJICACTBUE JKCIMAHCHMU M akTuBaruu kiaetok CAR-T, 4yro mpuBoguT
K YpE3MEpPHOU BHIPAOOTKE IUTOKMHOB PSAIOM MMMYHHBIX KJIETOK M YCHJICHUIO CH-
CTEMHOTO BOCHAIMTENLHOTO OTBeTa. [IepBbIM COOBITHEM, CTUMYJIUPYIOIIUM Pa3BUTHE
CHUHJIpOMa BBICBOOOXKJICHUSI IIUTOKUHOB, SIBJIACTCS IleJCHAIIPABICHHAS aKTUBAIIUS
kierok CAR-T, koropble BBICBOOOXKIAIOT 3(PPEKTOpPHBIE LUTOKUHBI, TaKHE Kak
y-uHTepdepoH, o-(hakTop HEKpPO3a OMyXOJM W HHTEPIEHKHH-2. DTU MOJEKYJIHI,
B CBOIO OYepeilb, CIMOCOOHBI AKTHBUPOBATh Makpodaru, KOTOpPBIE MPOIYIUPYIOT
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IIUPOKUH CIEKTP MPOBOCHAIUTENbHBIX IIUTOKMHOB, YTO MPUBOAUT K THIEPIUTOKU-
HEMHUHU U TPOrPECCUPOBAHUIO CHHJpPOMa BBICBOOOXKICHHS IIMTOKMHOB. B mporiiecce
Pa3BUTHS CUHJIPOMA BBICBOOOXIEHUS! IIMTOKMHOB HAamOoJiee 3HAYMMO MOBBIIIAIOTCS
UHTEPJIEUKUH-6, y-uHTepdepoH u uHTepierkuH-10. [loBbiIeHHbIE YPOBHU HHTEp-
JeiKuHa-6 CBSA3aHBI C KJIIOUYEBBIMU KIMHMUYECKUMU OCOOCHHOCTSIMH CHHIIPOMA BbI-
CBOOOXK/IEHUS! IUTOKUHOB (KOTOPBIN BKJIIOYAET TUIIOKCHUIO, TUTIOTEH3UIO, HAPYIICHHE
CBEPTHIBAEMOCTH KPOBH M MOJHMOPTAaHHYIO HEAOCTATOYHOCTD). Y OOJNBIIMHCTBA MallH-
€HTOB KJIMHUYECKHE MPHU3HAKA CHUHApPOMA BHIOpOCA HUTOKMHOB BO3HHUKAIOT uepes
1-14 nueit mocne nadys3un CAR-T kieToxk.

HetipoTokcuyHocThb, Takxke u3BecTHas kak cuaapoM CAR-T-cBs3anHol sHIE(DA-
nonatuu (CRES), siBiisiercst HanboJiee TSHKEIBIM HEXKeIaTeIbHBIM SBICHHEM, HAOIIO-
JTaeMBIM B HCCIIEIOBAaHUAX, BKIoUarommx Tepanuio kietkamu CAR-T. Ha cero-
THSIIHANA JIEHb OCHOBHAS MPHYMHA Pa3BUTHUS HEHPOTOKCHMYHOCTH, OOYCIOBICHHOU
nposenearnem CAR-T Hen3BecTHa.

K naunbonee pacnpocTpaHeHHBIM HEBPOJOTHYECKUM HEXKETATEIbHBIM SIBICHUSIM
OTHOCSITCSL 3HIEdanonarus, rojoBHas 00yib, TPEMOp, TOJOBOKpYXeHHE, adazusl,
Open, OeccoHHMIIa, OECIIOKOWCTBO/TPEBOra U aBTOHOMHAs (BEreTaTMBHasl) HEBpOIla-
TUA. TakKke MOTYT BBISBIISITHCS QXKUTAIUS, TUIIEPAKTUBHOCTH WM MPU3HAKHU TICUX034.
Omnwucanbl 3MU30bI CYyJJOPOKHON aKTHBHOCTH, a TAaK)K€ CMEPTENbHBIE U CEPhE3HbIC
CJIy4au OT€Ka IOJIOBHOI'O MO3Ta.

B 1o xe Bpems npumenenne CAR-T-kineToyHOW Tepanuu HE MPUBOAMIO K U3-
MEHEHHUI0 OMOXUMHUYECKHX MapamMeTpoB KpoBH. Hapsiay ¢ 3TuM ypoBeHb 00IIero nm-
MyHOTJI00ynMHa G Takke CyIECTBEHHO HE U3MEHSIICS, I0ATOMY I0CIIe TPUMEHEHMUSI
CAR-T-npenapaTtoB He TpeOyeTcs 3aMeCTUTEIbHAsI Tepanusi BHYyTPUBEHHBIM UMMY-
HOTJIOOYJTTHOM.

CrnenyeT OTMETHUTb, YTO JIaHHBIE, MOATBEpKAatoNIe 3(P(HEKTUBHOCTD JICUCHHUSI
CAR-T-kneTkamMu, OCHOBaHbI Ha COBCeM HEOONBIIMX BBIOOpKax. MIMeHHO mosTOMYy
uaeanbHblii mpoduib manuenta A nedenns CAR-T-knerkamu npu CKB ne ycta-
HOBJICH: CUMIITOMBI M CTETICHb TSHKECTH BOJYAHKH BapbUPYIOTCS OT YeJOBEKa K de-
joBeky. OJTHUM M3 KIFOUEBBIX MPEUMYIIECTB JAHHOTO MOIX0a SBISETCS TPOITHOCTD
k perentopy CD19, xoTophIit skcnipeccupyeTcs: kKak B-kineTkamu, Tak U 1uiazmoobiia-
ctamu. OIHaKO €CTh MAalMEHThI, Y KOTOPBIX MPOIYKIUS ayTOAHTUTEN 00YyCIOBIIEHA
JIOJITOKMBYIIIUMH  TJIA3MAaTHYECKUMU KJIETKaMu, KoTopbeie 00bryHO CD19-otpuia-
TenbHBI. Takue MarueHThl MOTYT XYK€ BOCIPUHHUMATh WM HE pearupoBaTh Ha MO-
noonyro Tepanuto CAR-T-kimerkamu [13].

Tem He MeHee, yUUTBIBasI Clydaul MHOXKeCTBEHHOU pedpaktepHoctu npu CKB
K IPUMEHEHUIO PA3IMYHBIX TPYII UMMYHOCYIIPECCUBHBIX MPENapaToB, MIPUMEHEHHE
CAR-T-KJI€TOYHON Teparuu MOXKET SBHUTHCA KIIOUOM K KOHTPOJIO HMEIOILIETOCs
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ayTOMMMYHHOTO BocmaneHuss. OcCOOEHHO 3TOT BapUaHT TEPANUU aKTyaJeH IS Talu-
CHTOB C BOBJICUCHUEM BHYTPCHHHUX OPTaHOB — HEPPHUTOM, KApTUTOM U JIp.

FDA ono6puna ucnonb3oBanne CAR-T-kierok B 2017 r. C Tex mop HIeT mo-
CTOSIHHBIN TMOMCK CITOCOOOB TMOBHITICHUS () (HEKTHBHOCTH METO/Ia, TIPOOBI paCITUPUTH
CHEeKTp 3a00JIeBaHUN, KOTOPHIE MOXHO ObUIO OBl BBUICYHTH ¢ momorisio CAR-T-
KJeTok. B ToM umncie oOcyxmaercss Bo3MokHOCTh npuMeHeHnss CAR-T-kierounoit
Tepanuu U MpH IPYTUX BapUaHTaX ayTOMMMYHHBIX 3a00J1€BaHUT.
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C. E. @eooposuu
CUCTEMHBIE ITPOABJIEHUA AHKNJIO3UPYIOETI'O CHIOHAUJIUTA

BBenenue

Anxunosupyronuii crioHarIUT (AC) OTHOCHTCS K HAaHOOJIEe YacThIM U TSKEIIBIM
3a00neBaHUsIM U3 rpynibl crioHaAnaoapTputoB [1]. [Ipu AC y nanueHToB mpeuMyiie-
CTBEHHO HAOJIOJIa€TCsl MOPAXKEHHE OCEBBIX CYCTABOB, B YACTHOCTH, KPECTIIOBO-
MOJIB3JOLIHBIX CYCTaBOB. Takke€ B BOCHAIMUTEIbHBIA MPOLIECC BOBIIEKAKOTCS MO3BO-
HOYHUK, nepudepruuecKkre CycTaBbl, SHTE3UCHI. 3a00JIeBaHNE BCTPEYAETCS C YACTOTOM
0,2-1,2 %, B 2,5 pa3a yailie y My>K4dH, YeM Yy KEHIIUH, TIEPBbIe MPOSBIICHUS BO3HU-
KalOT B TPEThEN JEKaJle *KU3HU [2]. BocnanurenbHas 3HTE30MaTH, IPOrPECCUPYIOLIAs
710 TIOJIHOTO aHKUJIO3UPOBAHMSI, SIBJISIETCS AaTOJIOTMYECKONH OCHOBOM 3a00/1€BaHMsL.

Cucremnble nposiBieHuss AC pa3HOOOpa3Hbl MO YacCTOTE U TSKECTU TEUEHHS.
K cucrtemubiM niposiBiieHusIM AC OTHOCSATCSI YBEUTHI, BOCHIATUTEIbHbBIE 3a00JI€BaHUS
KUIICYHHUKA, MOPAXKEHUS JIETKUX, CEPALA, KOXKHU, KOCTEH U moyek [2]. MHorue snu-
JNEMUOJIOTUYECKUE HCCIICIOBAHUS HA3bIBAIOT BBHICOKYIO YaCTOTY BHECYCTAaBHBIX IPO-
sBieHuid ipu AC ClIeJICTBHEM HEKOHTPOJMPYEMOTO CHCTEMHOro BocmaneHus [3].
B nanHOoM 0030pe OyayT pacCMOTPEHbBI BCTPEUaEMOCTh M KIMHUYECKHE XapaKTepu-
CTUKH Han0oJiee YacThIX CUCTEMHBIX TposiBieHuid AC.

IHopa:kenue ria3. YBeUTOM Ha3bIBAIOT BOCHAJICHHUE YBEAJbHOTO TPAKTa, KOTO-
PBI HAXOAUTCS MEXKIY CKIEPOU, KOHBIOHKTUBOW U ITEPEAHEN KaMepO Iia3a CHapy»Ku
u ceryaTkoil BHYTpH [4]. VBeut BozHukaetr y 20-30 % manuentoB ¢ AC, BeposT-
HOCTh €T0 TOSIBJICHUSI YBEJIMUMUBACTCS MPHU OOJIbIIEH JIUTETLHOCTH Oosie3Hu [5]. 3a-
OoneBaHrWe OOBIYHO HAayWMHAETCS OCTPO. KIMHHYECKHM YBEUT MPOSBIAETCS OOJBIO
Y TIOKpPACHEHHUEM TJ1a3a, CBETOOOSI3HBIO, CIIE30TEUEHHEM, yXyaLUIeHueM 3peHus. Boc-
najeHue HAaYMHAeTCs B MEpeaHeil KaMepe Tiia3a, MOKET BOBIIEKATh PAyKHYIO 000-
JIOUYKY M IIWJIMAPHOE TEJNO U PACIpPOCTPAHATHCS B MPOCTPAHCTBO 32 XPYCTAIUKOM.
VYBeuT 0OBIYHO MPOXOAUT uepe3 2—3 mecsma 0e3 OCTATOYHBIX HApYIICHWH 3peHHUs,
OJIHAKO UMEET CKJIOHHOCTh K PELINBaM.

Octpeiii mepenuuii yBeuT, Haubosiee dacto Bcrpewaromuiics npu AC, nMeer
XOpOUIUH MPOTHO3 U OTBEYAET HA JICUCHHE MECTHBIMU MUJIPUATUYECKUMU CPEACTBA-
MH, IUKIOIJIETMKAMHU U TIIOKOKOpPTUKOCTepouaaMu. [IpuMeHeHne neKapCTBEHHBIX
cpenctB Ouosiornueckor Tepanuu (MHbIUKCUMa0, ananuMymal) MO3BOJSET CHU3UTh
4acToOTy 00oCTpeHui [6].

IHopa:keHue Key10YHO-KUIIEYHOT0 TPakTa. BocnanutenbHbie 3a001€BaHUS
KHUILIEYHUKA U 3200JIEBaHUs CYCTABOB U MO3BOHOYHUKA TECHO B3aUMOCBS3aHbI MEXKY
co0oii. SI3BeHHBIN KOAUT uiu 60se3Hb Kpona obHapyxkuBatorcs y 5—10 % nanuen-
ToB ¢ AC. MUKpOCKOTIMYECKHE TOPAXKEHHS KUIIEUHUKA, HA0II0JaeMble TPU THCTO-

146



JIOTUYECKOM HMCCIICIOBAaHUU OMONTATOB, Y mareHToB ¢ AC BCTPEYAIOTCS C YaCTOTOM
50-60 % [7]. PentreHosnornyeckue Npu3Haku CaKpoOUJIMUTA MPUCYTCTBYIOT y 1446 %
nanueHToB ¢ AC [8]. YV manmueHToB ¢ BOCHAIUTEIbHBIMHU 3200JICBAHUSAMH KHIIICYHHKA
orMmeuaercsa noaumopdusm rena CARDI1S. Dtot noaumopdusm taxxe oOHapyKuUBa-
ercsa y nanueHToB ¢ AC U CyOKJIMHUYECKUM MOPAXKEHUEM KUIIEYHUKA B CPABHCHUU
C marMeHTaMu 0e3 MopakeHus KuiedHuKa. JlaHHbIA GakT 0OBSICHIET CTOJb 4acToe
couetanre AC uiam 6€CCUMIITOMHOTO CaKpOWJIMKTA C BOCHANIUTEIBHBIMU 3a00eBa-
HUSIMU KHUIIICUHHKA.

JledeHue ManyMeHTOB C BOCHATUTEIbHBIMU 3a00JI€BaHUSIMU KullleuHrKa mpu AC
BKJIIOYAeT B ce0st 00JIe3HbMOIUDUIIMPYIOLTUE MPOTUBOPEBMATHUECKUE JIEKAPCTBEH-
HBbIE CPEJICTBa, TaKHWe, KaK METOTpPEKcaT, a3aTUONPUH, Cyib(acaiaa3uH, JIEKapCTBEH-
HbIE CPEICTBA OMOJIOTUYECKOU TepaIHH.

IMopaxkenue koxu. Koxknubie mposisieHnss AC BKIIIOYAIOT y3JI0BAaTYI0 SPUTEMY,
TaHTPEHO3HYIO MHOAEPMUI0, OJIEHHOPPArHueCcKylo KepaToaepMuto U rcopuas. [lepBbie
JIBa BapuaHTa MOPAXEHUsS KOXKHU MPEJIoIaraloT HaTuyiue BOCTIAIMTEILHOTO Mpoliecca
B KHIIIEYHUKE, OKOJIO 15 % ManueHToB ¢ BOCHAIUTEIbHBIMU 3a00JICBAHUSIMU KHUIIICU-
HUKa UMEIOT y3JI0BaTyto spureMy. [1o pazueiM ganasiM, y 10-25 % namuentoB ¢ AC
O0OHAPYXKUBAIOTCS MPU3HAKU MICOPUATUYECKOTO MOPAKEHUS KOXKH, BOBJICUECHUE KPECT-
1IOBO-TIOJIB3/IOIIIHBIX CYCTaBOB U MO3BOHOYHHMKA BCTpevaeTcs y 5 % MalueHToB C TCco-
puazoM. Y manueHTOB C MCOPHUA30M Yallle nopaxarorcs rnepudepudeckue CycTaBsl [9].

B neuenun mncopuatrueckod 0OJIE3HU MPEUMYIIECTBEHHO MPUMEHSIOT OHOJIO-
TUYECKHE JICKAPCTBEHHBIC CPEJICTBA (dTaHEpIeNT, MHMIMKCUMAO, agaiumMyma).

Iopaxenue KocTHOM TKaHHU. CUCTEMHBII OCTEONMOPO3 MOYKET BO3HUKATh yKE
B Hauaje 00Jie3HH U Haubosiee BbIpaXkeH B Mo3BoHOYHUKE. [lo pe3ynbraram neHcu-
TOMETpUH npuMepHO 63 % manueHToB ¢ AC MMEIT OCTEONEHUIO WA OCTEONOPO3
[10], BBIpa’KeHHOCTh MOTEPU KOCTHOM MacChl HApacCTaeT 1Mo Mepe TeueHus 3a00ieBa-
HUsl. OCHOBHBIM MPEAUKTOPOM MOTEPU KOCTHOW MACChI SIBJISIETCS MEPCUCTUPYIOIIEE
BOCHAJICHUE, TJI0X0 KOHTPOJIUPYEMOE JIEKAPCTBEHHBIMU cpenicTBaMH [11]. [Tepenomsl
MO3BOHKOB y nanueHToB ¢ AC Bctpeuarorest ¢ yactorod ot 10 % no 17 %, cBsa3anbl
C JUTUTEILHOCTHIO OOJIE3HH M BBIPAXKEHHOCTHIO CTPYKTYPHBIX M3MEHEHUW B IMO3BO-
HoyHuKe [12]. [IpnunHbl pazBuTHs ocTeonopo3a y nauueHToB ¢ AC 10 HACTOAIIETO
BPEMEHHU OCTAlOTCSl HE JI0 KOHIIA MOHATHBIMU. Hanbosee BEpOATHBIM MPUHATO CUU-
TaTh COYETAHHE HECKOJBKUX MEXaHW3MOB: T€HETHUYECKHE (PaKTOPhI, XPOHUYIECKOE
BOCIIAJICHUE, TOOOYHOE JIEHCTBUE JIEKAPCTBEHHBIX CPEJICTB, 0ECCUMIITOMHOE TCUCHHE
3a00JIeBaHUN KHIIIEUHHUKA, TOCTEIIEHHOE CHIDKEHHE TMOJBUKHOCTH TO3BOHOYHHUKA
BCIIEZICTBUE aHKMUJIO3A.

Tepanus HanpaBieHa HA CHUYKEHUE CUCTEMHOTO BOCHAIICHUS U JICUEHUE OCTEOIO-
po3a. Mcnonb3ytoT HecTepouHbIe MPOTUBOBOCHAIUTENBHBIC JIEKAPCTBEHHBIE CPEICTBA,

UHTUOUTOPHI ab(a-hakTopa HEKpo3a onmyxoiu, ouchochonaTel, Gu3NOTEPAIUIO.
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IMopa:xkenue cepama. [latonorus cepana Bcrpedaercs y 10-30 % marueHTOB
¢ AC [13]. XpoHnueckuii BOCIATUTENBHBIN MPOIECC B IIEPBYIO OUEPEIb 3aTPAruBacT
KOPEHb a0pPThI U CTBOPKH aOPTAIBHOTO KJIalaHa, 4TO MPUBOAMT K a0PTaJIbHOM peryp-
ruTaiui. B mporecc Takke MOTYT BOBJIEKATHCS MEXOKETYJIOUKOBask MEPEeropojKa
CepJla, MIACTHYECKUE U MBIIICYHbIE BOJIOKHA CTEHKH AOPThI, SHAOKAPA U MUOKApP,.
Bcenenctsue storo y 3—33 % manuentoB ¢ AC MOSIBISIFOTCSI aTPUOBEHTPUKYIISIPHBIC
Omokazapl, 6okaael HOXKEK myuka ['uca, yanmunenue untepBana QT. Bosnukaromas
y manneHToB ¢ AC auactonuyeckas Wi CUCTOMUYEcKass AUCHYHKIIUS KEITyI0UKOB
MOBBIIIAET PUCK PA3BUTHUS CEPJICUHOM HEAOCTATOYHOCTU U OCTPBIX cocTostHUM. Kitro-
YEeBbIM PaHHUM 3BEHOM aTeporeHe3a y manueHToB ¢ AC sBIsieTCsS dHIOTENIUAbHAS
muchynkuus [14]. Pa3zButuio IUCPYHKIIUU DHIOTENHS CIOCOOCTBYIOT BBICOKHE
ypoBHU anb(a-hakropa HEKPO3a OMYXOJH Yy JAaHHBIX NalMeHToB. MccnenoBanus mo-
Ka3aliy, 4yTo y nauueHToB ¢ AC HapylIeHa SHAOTEINH3aBUCUMAas THJIATALMS COCYIOB
MUKPOLUPKYJISITOPHOTO pyciia, KOTOpas yJIy4IlIaeTcs MOCie JEYEHUs] HHTHOUTOpaMu
anb(da-dakropa HeKpo3a omyxonu [15].

Iopaskenne nerkux. [latonorus npIxareabHONW CUCTEMbI BcTpevaetcs y 52,7 %
nanueHToB ¢ AC [2]. YV nanuentoB ¢ AC oOHapyKeHbl anuKadbHbI Huodpo3, smpu-
3eMa, OPOHXO’KTa3bl, TNIOTHOCTH «MAaTOBOTO CTEKJIa», HECTICLIM(PUIECKUE UHTEPCTH-
[UaJIbHbIE U3MeHEeHUs. [IpuunHol mopa)keHusl JErKuxX CUUTAETCS CUCTEMHBIN BOCIa-
JUTENbHBIA TMPOIECC, KOTOPBIM OJHOBPEMEHHO BBI3bIBAET M3MEHEHHUS B CyCTaBax
u jgerkux. Hapyienus (pyHKIIMU BHEIIHETO JbIXaHUS B OCHOBHOM IIPE/ICTABIICHBI pe-
CTPUKTHUBHBIM TUIIOM BCJIEJICTBUE OTPAHUYCHUN MOJBUKHOCTH TpynHON KieTku. [Ipu
ATOM OTCYTCTBYET SIBHAsl B3aUMOCBS3b MEX]Yy CTPYKTYPHBIMU U3MEHEHUSIMU JIETKHX
Y BEHTWISIIIMOHHBIMU HapyIieHUsIMH. J[aHHBIE O BIUSHUM MHTHOUTOPOB alib(ha-hakropa
HEKpO03a OMyXOJIM Ha COCTOSIHUE JIETKUX MPOTUBOPEUMBBI. KIIMHUIIMCTaM pEeKOMEHTyeT-
Csl YUUTHIBATh XapakTep MaTOJIOTUH JIETKUX MPY Ha3HAYCHUH OMOJIOTMYECKON Teparuu.

IHopaxenue moyek. Yacrora maronoruu noyek y nmanueHToB ¢ AC HaxoauTes
B nipeaenax 10-35 % [16]. ¥ namuenToB ¢ AC oOHapyKUBAIOT TIIOMEPYIOHE(PPHUTHI,
IgA-HedponaTro, aMUIOUI03 TOYEK, MHUKpPOreMaTypHio, MHKPOAThOYMHUHYPHUIO,
CHUKEHUE CKOPOCTU KIIyOOUKOBOW (pribTpariuu. AMHIOMI03 TOYEK Yallle BCTpeda-
€TCSl PU BBICOKOW aKTHUBHOCTH W OOJBIION JJIMTEILHOCTH 00JIe3HHU, A A-aMHIIONI03
aCCOLMUPOBAH C XYAIIUM IPOTHO30M JIJIsl KU3HU [17].

3ak/rouenue

[ToaBoast utor 0030py CUCTEMHBbIX MposiBieHud, AC, ciaenyer OTMETUTb, UTO
paHHee BBISBICHHE BHECYCTAaBHBIX MOPAXKEHUN Yy MAallUEHTOB, B TOM YHUCIIE MPU OTCYT-
CTBUM KJIMHUYECKUX MPOSABIECHUH, OyleT crnocoOCTBOBAaTh HA3HAUYEHHUIO aJ€KBATHOTO
nedenusd. [laruedTy HEOOXOAMMO BBHITIONHATH PEHTICHOTpaduUI0 JIETKUX, MCCIIEI0Ba-
HUE (PYHKLIMU BHEIIHErO JAbIXaHUS, 3JEKTPOKApIUOrpaMMy, OCTEOJECHCUTOMETPHIO,
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0 TaTEMOJIOTUYECKUN OCMOTp, UCCIEIOBAaHUE MOYM HA HAIMYUE MPOTECHUHYPHH, UC-
CJIeZIOBAaHUE YPOBHS MOUYEBHUHBI U KpEaTUHUHA B CBIBOPOTKE KpoBU. Hannuue y nmamu-
€HTa JKEJIyJIOYHON WIM KUIIEYHON NMCIEICHUH, NOPaKEHUs KOXXKHM WIJIA HOI'TEH, I10-
KpacHeHMsT WM OOJM B Ija3ax, IIymMa B CEpAlle, OABIIIKHA, HEMOTHUBHUPOBAHHOU
JUXOPAJKU WK MMOTEPH MACCHI TeJla SIBJISETCS MOKa3aHUEM JUIsl JaJIbHeuIero oocie-
J0BaHUA mManueHTa ((PpuOporacTpoay0eHOCKONHS, KOJOHOCKOMUS, KOMIBbIOTEpHAs
ToMorpadusi OpraHoB TpyIHOM KJIETKH U T. 1.). HectepouaHbsie mpoTHBOBOCHAH-
TEJIbHBIC JIEKAPCTBEHHBIE CPEACTBA, SBIIIIOIIMECS OCHOBHBIMU B JICUEHUU MALMEHTOB
¢ AC, npu HaJIM4UU BBICOKOTI'O KapAMOBACKYJIIPHOTO PUCKA WK Kajlo0 CO CTOPOHBI
KEJTyT0YHO-KUIIEYHOTO TPaKTa, HA3HAYalOTCSl C OCTOPOKHOCTBIO. D(PPEKTUBHOCTD
OMOJIOTrMYECKON Tepanuu BapbUpPYyET B 3aBUCMMOCTH OT THIAa BHECYCTaBHBIX MpPOSB-
JIEHUH, ee Ha3HaYeHUe TpeOyeT B3BEIIEHHOIO MHAUBUIYAJIBHOTO MOAXO0AA.
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C. B. Xuouenko

HHPOABJIEHUA IIOCTKOBUJIHOI'O CHHAPOMA
B ITPAKTUKE PEBMATOJIOTI'A

B tedyenne mocnemHUX Tpex JeT, mpomeamux ¢ Havana nangemun COVID-109,
MHOTHE PEBMATOJIOTH CTOJKHYJIHCh C Pa3HOOOpa3veM MPOSBICHUN MOCTKOBUIHOTO
CUHpPOMA, aHAJIOTMYHBIX KIMHUYECKOW KapTUHE Pa3IMYHBIX PEBMATUYECKHUX 3a00-
neBaHuii. Bce 310 mpuBeno k O0JBIIMM TPYAHOCTAM IudPepeHInanbHON qUarHo-
CTHUKH B PEBMATOJIOTHYECKOM MTPAKTHUKE.

[ToctkoBuaHbIM cuHapoMoM (ITKC) Ha3bIBaeTCs KIMHUYECKOE COCTOSIHUE, BO3-
HUKIIIEE B pe3ysibTaTe NepeHeceHHoro 3aboneBanus, BbizBanHOro SARS-CoV-2, ko-
Topoe Ayutcs Oosiee 12 Heenb U He CBSI3aHO € 4eM-JIH00.

Cornacao MKB-10 TTKC xomupyercs U09.9. PazButnio mocTKOBUIHOTO CIOCO0-
CTBYET KaKk caM KOPOHABUPYC, TaK U CIPOBOLMPOBAHHAS UM MMMYHOBOCIHAIUTEIbHAS
peaxiysi, HapylieHne (PyHKIMU KauuIsipoB, Pa3BUTHE THUIEPKOATYIISIIUU, CHHTE3 aH-
TUTEJ MPOTUB COOCTBEHHBIX KJIETOK OpraHu3ma. B pe3ynbpTare Bcero 3Toro opraHu3mMomM
3aITyCKaeTCsl arornTo3 KIETOK (3arporpaMMUpPOBAHHOE UX caMOyHUUYTOXKeHue) [1].

Hexotopsie uccnenosarenu 3asaBisitor, yTo [IKC He 3aBUCUT OT CTENEHU TSHKECTH
caMoro MH(MEKIMOHHOTO Mpoliecca, 1 MOKET BO3HUKATh y TAIMEHTOB, MEPEHECIINX
COVID-19 B nerkoii wiu cpenuetsokenoi Gopme [2, 3]. [To apyrum JaHHBIM HE UC-
KJIFOUEHA CBSI3b MEXKIY BBIPAKEHHOCTBHIO CUMIITOMOB B mepuoja octporo COVID-19
u ocnenyromum pasputueMm [IKC. Takum oOpaszom, Oonee Tskemas ocTpas ¢asza
MOJKET MPUBECTH K Pa3BUTHIO OoJjiee cepbe3Hbix cumnrTomoB ITKC [3].

Cornacno onpenenenuto BO3, cuMnToMbl MOTYT OTMEYATHCSI KaK BCJEH 3a Ie-
PUOJOM BBI3JIOPOBJICHUS TMOCTE OCTpOM MH(EKIUH, TaK U MEePCUCTUPOBATH OT MO-
MEHTa MEpPBOHAYAILHO NEepeHeceHHOW Oosie3Hu. Kpome TOro, MOXeT MMETh MECTO
MEePUOANYECKOEC BO3HUKHOBEHUE WM PEUUAMBUPOBAHHE CHUMITOMOB C TEYCHUEM
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BpemeHH. HekoTopeie ucciemoBaTenu cooOmumin o ToM, 4to BcrpedaemocTh [IKC
nocruraet moutu 30 % [4].

B Hacrosiiiee Bpemsi BpauM-peBMAaTOJIOTH CTOJIKHYJIUCh C HamOojiee pacrpo-
ctpaneHHbIMU TiposBieHus MU [IKC, uMuTHpYyIOIIMMEU peBMaTojoruyeckue 3abose-
BAaHMSI, @ UMEHHO MOPAXEHUSI KOCTHO-MBIIIEYHO-CYCTABHON CHCTEMBI (BOCHAIATEIb-
HbIE€ apTpO- W MHOIIATHH), HapylleHUs cBepThiBatouieil cucrteMbl KpoBu (ADC),
oOlIecoMaTHYeCKue M3MEHEHHMs (BbIpaXKeHHasi ci1aboCTh, MOTEps Beca, JIMXOpPaa0y-
HBII CUHAPOM, XapaKTEpHbIE JJIsl CUCTEMHBIX 3a00JIEBaHUI COEIMHHUTEIbHON TKAHU
(C3CT), xoxubie Boicbinanus (BackyiauTsl, C3CT), moBbillIeHHBIE 3HAYEHUSI pa3Inuy-
HbIX IMMYHOJIOTUYECKHX MApKEPOB.

OnHolt u3 cambIX YacThiX kano6 y maruentoB ¢ [IKC sBnsiercst aptpanrusi. ITu
BBIBO/IbI OBLIM MOATBEPKIACHBI PE3yJIbTaTAMU JPYTUX 0030pPHBIX UCCIENOBAHUH, MTOKa-
3aBIIIHX, YTO 0OJIb B CyCTaBaX OTMEYAET IMOYUTH KaIbli rmaThiid marpenT ¢ [TKC [5, 6].
beuto Takke oOHapyxkeHo, uto SARS-COV-2 MokeT mpoBOIIMPOBATH Pa3BUTHE peak-
TUBHOTO apTPUTA WIH JPYTroil BOCHAIUTENLHON apTPONIaTHH, OOBIYHO B TEUEHUE MECALA
nociie moctaHoBku guartoza COVID-19 [7—-10]. ¥ HeKOTOphIX MAlMEHTOB C HEYTOY-
HEHHBIM apTPUTOM, BOZHHUKIIMM mocie 3apaxeHuss COVID-19, Obutn BbIsBIEHBI TO-
BBIIICHHBIC 3HAYEHUS AHTUTENl K LUKIAYECKOMY LUTPYJUIMHUPOBAHHOMY IENTUAY.
Nmerotest coobmenust o ToM, uto COVID-19 mocmykun TpurrepoM it aKTUBAITUH
ayTOMMMYHHBIX MEXaHU3MOB U CEPOKOHBEPCHUU C AECOIOTOM PEBMATOMIHOTO apTPUTA.
JIist moATBEp KICHHSI WIIM ONPOBEPKEeHUs CBsi3u nH(pekiuy, Bei3BanHOW SARS-CoV-2,
C Ha4aJIOM PEBMATOUIHOTO apTpUTa HEOOXOAUMBI JallbHEMIMe ucciaeaoBanus. OHaKo
€CIIM y NAMEHTa Pa3BUBAIOTCS KIIMHUYECKUE ITPU3HAKN BOCHAIMTEIBHOTO apTPUTA ITOCTIE
COVID-19, nuarHocTryeckoe 0OCIIeIOBaHUE JOJKHO OBITh TaKMM JKe, KaK JIJIs paHee
HE MHPUIIMPOBAHHOTO OOJIBHOTO C BIIEPBHIEC BHISIBICHHBIM PEBMAaTOUIHBIM apTPUTOM.

Hpyrum yacteiM cumntomMoM [IKC siBrisiercs muanrus. B otnuune ot muanruu,
orMmeuyaemoi nipu aepmatomuoszutre win apyrux C3CT, mpu IIKC Oonb B Mblmmax
MOKET aCCOLMUPOBATHCSA C YMEPEHHBIM MOBbIIIEHHEM KpeaTuHpocpokuHazsl (KDPK),
OJTHAKO OHA HE COMPOBOXKAAETCS IPYTUMHU NPOSIBICHUSAMH, TAKUMH KaK CUHIIpOM PeiiHo,
CBIIlb, MOPAXKEHUE CIU3UCTBHIX o0osouek. Kpome Toro, cneunduyHble ayroaHTUTENA
(antu-RNP, antu-Ro-SS/A, antu-Jo-1, anTSm u 71p.) OTCYTCTBYIOT WM OOHAPYKU-
BAIOTCSl B MEHBLINX TUTpaX, 4YeM IpU ayTOMMMYHHBIX PEBMATUYECKUX 3a00JI€BAHUAX
[11]. IlToMMMO CUMIITOMOB, OMMCAHHBIX BBIIIE, OTMEYEH PsJl IPYTUX MPOSIBICHUM, ac-
counupoBanHbix ¢ [IKC. Tak, S. Grech u coast. (2021 r.) 3adukcupoBamy BOZHUKHO-
BeHHe 0oyt B criHe Oosiee yeMm y 19 % mnanuenTtoB [12]. boabk B ciuHe y manyueHToB
MCCIIeTyeMOM IpyMIbl HOCUJIA HEBOCTIAIUTENbHBIN (MEXaHUUYECKUI) XapaKTep, YTo, MO
MHEHHMIO YYEHBIX, YKa3bIBaJO Ha €€ CBs3b C (PM3MYECKOW HArpy3Koi, yBeJIHMUECHHEM
MacChl Tella U CHIDKeHUEM (PU3MYecKoil aKkTUBHOCTH B TIepro 1 u3ossiiuu [13].
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Eme onun yacto Berpevaronmiicss cumnroM [IKC, xapakrepnsiii qisg C3CT, —
YCTAJIOCTh Y MOBBIIIEHHAs yToMiIsieMoCcTh. CHHAPOM XPOHHYECKOU ycTanoctu, ¢puo-
pomuanrug U C3CT Hepenko CONMpPOBOXKIAIOTCA YTOMIIIEMOCTbIO M IU(p(y3HBIMU
00JIeBBIMU  OUTyIIEHUsAMHU. DUOpOMUANTUS U CHHAPOM XPOHUYECKOM YCTalIoCTU
UMEIOT O0mui NaTOPU3NOIOTHISCKUNA Tporiece (IEHTpaabHas CEHCHUOMIM3AIluS),
BO3HHUKAIOT IO/ BIMSIHUEM CTPECCOPHBIX areHTOB ((pU3UYECKUX, YMOIUOHAIHHBIX),
BO3/ICHCTBYIOIIMX Ha MAlMEHTOB Tpynmbl pucka [14]. YcraHoBieHO, YTO yTOMIsie-
MocTh npu [TKC moxeT umeTh aHanoruunbiidi nmarorenes [15]. CuHapombl XpoHUYe-
CKOW yCTQJIOCTH, @ IMEHHO YTOMJISIEMOCTh, IIOCTHAIPY30YHOE HEAOMOTAHHUE U CHU-
KEHUE E€XKETHEBHOM aKTUBHOCTH, ObLIM oTMeueHbl y mnarueHToB ¢ [IKC Muorumwu
uccaenosaressiMi. COrIacHO pe3yJsibTaTaM HUCCIEAOBaHUM, IPOSBICHUS, BOSHUKIINE
niociie pasutusi octporo COVID-19, y TpeTn nmanmeHToB COOTBETCTBOBAIIN KJIACCH-
(PUKAIMOHHBIM KpUTEpUSM (PUOPOMUANTHH, MPEAIOKEHHBIM AMEPUKAHCKOW KOJIJIe-
rueil pesmaroioroB [16]. Ilpenukropamu ¢GuOpOMHANTHM OBUIM MYKCKOM IOJ
u oxupenue. Takum o6pazoM, yctainocTs y nanueHToB ¢ [IKC MoxeT ObITh MposiB-
aeHueM (puOpoMuanruu, 4to TpedyeT COOTBETCTBYIOLIEH HACTOPOKEHHOCTH.

Cpemu npyrux cumnromoB [IKC, nepenko Bcrpeuarommuxcsa npu C3CT, coob-
IIAJIOCh O TOJIOBHOM 00JIM, CyXOCTH CJIM3UCTBIX 000JI0YEK U BBINaJEHUH BOJIOC.

B nHacrostiiee Bpems u3BeCTHBI pasinuHble KoxkHbIe npossieHns [IKC. Cormacno
JaHHBIM MeXAyHapOJHOrO J1€pMaTOJIOTHYECKOr0 PErucTpa, KOKHbBIE MPOSBICHUS
[TIKC moryt qnutbes Ao 150 nueii [17]. [pu [IKC BeTpevanuck kopenoioOHas ChlIlib,
MaKyJsipHas 3puTemMa, KpaluBHUIA, BE3UKYJISIPHAS, MAyJ10-CKBAMO3HAsI U PETU(POPM-
Has Mypnypa. AHaJIOTUYHbIE KOXHbIE TiposBiieHus Hepenku ripu C3CT, nanpumep cu-
cTeMHOM KpacHOi BoimuaHke. B pamkax IIKC MoryT BO3HHMKAaTh TaKUE K€ MOPAKEHUS
KOXH, KaK M IPU CUCTEMHBIX 3a00JIEBaHUSX COEIUHUTENBHON TKAaHU, B Pe3yJbTaTe
[IaTOJIOTMM MUKPOLIMPKYJISATOPHOIO Pycila B JUCTAIBHBIX OT/EJaX KOHEUHOCTEN.

N3zBectHO, uTo y manuentoB ¢ COVID-19 B octpoii (paze Hepeako BeipabaThiBa-
I0TCS ayTOAHTHUTENA, KOTOPBIE B JTAJbHEHUILIEM MOTYT OOHApYXUBAThCS Y PEKOHBAJIEC-
neHtoB [10]. V OGonpimmHCTBa 0OCICAOBAaHHBIX MAIMEHTOB C TSDKEIBIM TEUCHHEM
COVID-19 65111 BBISIBJICH OJMH U3 CIEAYIOUINX BUJOB ayTOAHTUTEN: AaHTUHYKJICAPHBIE
aHTUTENa, aHTUHEUTPO(DUIIbHBIE LUTOIIA3MAaTUYECKHEe AHTHUTENA, AHTUKAPAUOJIUIIHU-
HOBBIC aHTHUTENA, AHTUTENA MPOTUB B-2-TIMKONpOoTenHa 1 v aHTUTENa K [UKJINYECKO-
My LUTPYJUIMHUpOBaHHOMY nentuay. OOpaiaer Ha cebs BHUMaHUE TOT (PaKT, 4To
TUTP BBISIBJICHHBIX ayToOaHTUTEN 00bIYHO HU3KUH. [1o MHenuto C. M. Litwin u coasr.,
HU3KUU TUTP aHTUHYKJIEAPHBIX aHTUTEN WU JPYTUX ayTOAHTUTEN MOXET ObITh pe-
3yJbTaTOM NPEXOAIICH peakTuBaluu B-kieTok u minazmatuyeckux kiuetok [18]. Tlat-
TEpPH ayTOAHTHUTEN, OOHAPYKUBAEMbIN TMOcae MHPEKIUH, MO-BUINMOMY, 00YCIOBIICH
PEaKTUBHOCTBEO UMMYHHOM CUCTEMBI. ECIM 3KCTpanoaupoBaTs JaHHbBIE UCCIIEI0BAHUN
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B OTHOIIECHUH JPYTHX BUPYCHBIX 3a00JIEBaHUI1, MOKHO MPEATIONIOKUTh, YTO ayTOAHTHU-
tena nociie nepeneceHHoro COVID-19 HenonaroBeuHsl U co BpeMeHeM ncue3aroT [19].
CrnenoBarenbHO, HAIMYME BBICOKOTO TUTpa AYTOAHTUTEN Yy TaKUX MAIIMEHTOB OyaeT
CBUJICTEIILCTBOBATH B MOJIb3y ayTOUMMYHHOTO PEBMATUYECKOTO 3a00JI€BaHMSI.

COVID-19 u IIKC accouuupyroTcsi ¢ YCHUICHHEM CBEpPTHIBAEMOCTH KpPOBH.
V¥ nanuentoB ¢ COVID-19 ywacto moBbilieH ypoBeHb [[-aumepa, BbICOKash KOHUEH-
Tpauusi KOTOPOTO SIBJISIETCS MPEIUKTOPOM CMEpPTH. MeEXaHu3M TUIEpKOarysiuu
y naiuenToB ¢ COVID-19, npeamnonoxuTenbHO, CBA3aH C BBIPAKEHHOW 3HIOTENHU-
aNbHOU TUCOYHKIMEN U UHIYKIUEH arperalid TPOMOOIIMTOB (SHIOTENIUNA HECeT Ha
cebe perentopsl AIID2 u siBrserca mutniensto s Bupyca SARS-COV-2). Ony6:iu-
KOBaHbI OTJAEJIbHbIE CEpUH padoT, B KOTOphIX y manueHtoB ¢ COVID-19 u maccus-
HBIM TPOMOO30M BBISIBICHO MOBBIIIICHUE TUTPOB aHTUTEN K (pocdomnuaam, oJHaKO
MOJ00HBIE TPAH3UTOPHBIE U3MEHEHHS MOTYT HOCUTH HECIEHH(PUUECKUN XapakTep,
MTOCKOJIBKY YaCTO BBISIBJISIOTCS MPU BBIPAKEHHON BOCHAIUTENIBHON PEAKIUY.

Hekortopsle uccnenoBaTeny cooOmaii 00 accoluanuu ONpeAeSIeHHbIX MPOsB-
nenuii [IKC u MapkepoB CHCTEMHOIO BOCHAJICHHs. Tak, K HACTOSIIEMY MOMEHTY
BPEMEHU HM3BECTHO, YTO MOBBIIICHHBINH ypoBeHb MHTepieikuHa 6 npu COVID-19
CBsI3aH C MopakeHueM Jyerkux [18]. ¥V manueHToB ¢ npu3Hakamu JieroyHoro Gpudposa
nocine Boi3nopoBieHus or COVID-19 takxe orMedanuch Ooiiee BBICOKUN YPOBEHB
MapKEepOB CHUCTEMHOTO BOCHajeHUs B JAeOroTe 3a0oseBaHMs (CKOPOCTb OCEHaaHUs
sputTporuToB, C-peakTuBHBIN Oenok M D-numep) u yruereHue QpyHKIUU KOCTHOTO
MO3ra, O YeM CBUJETEIbCTBOBAIM TPOMOOLUTOINEHUS, JEHKONEHUS U HU3KUU Yypo-
BEeHb remoriioonHa [18].

Taxum 00pa3om, yka3aHHbIE TapAMETPbl MOTYT OBITh UCIIOJIB30BAaHbI B KAUECTBE
noteHuuaidbHbix OnomapkepoB IIKC. OpHako aHaloOruMyHble pe3ynibTaThl HE OBLIM
BOCIIPOM3BEIeHbI B JIpyrux uccienoBanusx [10]. IToatomy HeoOXoauMMBbI KpYITHBIS
MIPOCTIEKTUBHBIE MCCIIEIOBAHUA [IJIsl ONPENECICHHsS CBA3M OMOMapKepoB C XpOHHYE-
CKMM BocnajeHnem y nanueHToB ¢ [IKC.

@akrtopse! pucka paszsutus [IKC uzydensl HegoctaTouHO. My»KCKOM TOJI U TTO-
KUJIOW BO3pacT 0OyCIIOBIMBAIIN MOBBIMICHHBIA PUCK TspKenoro teuenus COVID-19.
Opnnaxo BctpeuaeMocTh [IKC Oblia BbllIe y JKEHIIUH, YeM Y MYy>K4HuH (23,6 nmpoTuB
20,7 % cnygaeB) u nuil B Bo3pacte 3549 ner (26,8 %) [19, 20].

Nmeromuecs nannsie 0 [IKC Ha ceronHsmHui AeHb U3YYEHbI HEIOCTATOYHO.
Bpauu peBmatonoru nomxHbl noHuMath, 4T0 COVID-19 MoXxeT BbI3bIBaTH CUMIITO-
MbI, UMUTUpPYIOIIME peBMaTosiornueckue 3adoneBanHus (B pamkax IIKC), Bmecte
CTeM HH(EKIHUS MOXKET BBICTYNaTh TPUITEPOM ayTOMMMYHHBIX 3a00JIeBaHU.
B nacrosimee Bpems IIKC siBnisiercss nuarHo3oM uckitodeHus. Ilepes mocTaHOBKOM
OKOHYATEJIbHOTO JUarHo3a MalrueHThl TOJDKHBI ObITh 00CIeA0BaHbI JJI HCKIIOUEHUS
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JPYTOi MaTOJIOTUH, B TOM YHCJIE OOOCTPEHUSI UMEIOIIETOCS ayTOMMMYHHOTO 3a00J1e-
BaHUS WU €r0 NEepBUYHOrO pa3BuTHA. C yd4eTOM 3HAYHUTEIBLHOTO CXOJCTBA CHMIITO-
MOB J1e00Ta ayTOMMMYHHBIX 3a0oneBanuii u [IKC mocnemHuii octaeTcs Cepbe3HOM
JTUArHOCTUYCCKON mpoOsieMoii. TimaTenbHBId cOOp aHaMHe3a, (U3UKAILHOC W HWH-
CTPYMEHTAJIbLHOE 00CIEAOBAHMUS, a TAKXKE TMHAMUYECKOE HAOII0ICHUE TPUOOPETAIOT
B HACTOSIIIIEE BpEeMs TOpa3io OOJBIIYI0 3HAYUMOCTh, Y€M B JIOKOBHIHYIO 3TIOXY, ITO-
CKOJIBKY TIO3BOJISIIOT AU HEepEHITUPOBATH 3TH COCTOSIHHUS.

Jna BeipaboTku TakTHKHU yenemHoro jgedenus [IKC neooxoaumo Gosee riry6o-
KO€ TOHMMaHHWE €ro matoreHe3a W ¢akTopoB pucka [1]. Ha ceromusmHuii 1eHb
HE BBI3bIBACT COMHEHUs TOT (akT, uto JeueHue [IKC tpedyer MyabTHIUCIUTIINHAD-
HOTO I10JIX0J1a ¥ y4acTHs Bpauek pa3HbIX CIEIHUAIbHOCTCH.
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K. A. Yuoc

HNPUHLIMUIIBI BEAEHUSA ITAIIMEHTOB
C BOJTMAHOYHBIM HE®OPUTOM

Cucremnas kpacHast Bonuanka (CKB) npencrasiser co6oif ayrTouMMyHHOE 3a-
00JIeBaHWE HEM3BECTHOM 3TUOJIOTHH, XapaKTepU3yIolleecs: N30bITOYHON MPOyKIUEN
OpraHoHecnelU(pUUYECKUX ayTOAHTUTEN K PA3JIMYHBIM KOMIIOHEHTaM KIJIETOYHOIO
Alpa ¢ Pa3sBUTHEM MMMYHOBOCIIAIMTEIBHOTO IMOBPEXKIAEHNS TKAHEW M BHYTPEHHHUX
oprasos [1, 2].

Juarno3 CKB ycTaHaBiauBaeTcsi HA OCHOBAHMH UMEIOITUXCA KIMHUYECKUX MPO-
SIBJICHUW M M3MEHCHHH J1Ta00OpaTOpHBIX TMoKa3zarenel. JJia ero moaTBepkKIeHUs Tpe-
Oyetcs He MeHee 4 knaccudurannonabix kpurepueB SLICC (Systemic Lupus Inter-
national Collaborating Clinics — Mexnynapoanast rpynma uccienoateneii CKB)
2012 r., ¢ 00s13aTeNbHBIM NPUCYTCTBUEM XOTS Obl OJHOTO AHOMAJIBLHOTO UMMYHOJIO-
rudyeckoro nokazarens (anturena k Au/IHK, antunykneapusiit daktop, aHTUTENa
Kk C3 w/unu C4 xoMIIOHEHTaM KOMIUIEMEHTa, aHTuTena K ¢GochonunuiaMm u HEeKOTOo-
peie apyrue) [3, 4]. Taxxke qIs AMArHOCTHMKH CHCTEMHOM BOJYAHKH JOCTATOYHBIM
SBJISICTCS BBIsIBIICHHE BorvaHO4HOTO Hedputa (BH) B coueTanuu ¢ moBBIITICHHBIMH
TUTpaMH aHTHUHYKJIeapHbIX aHTUTen (AHA) wnm antuten k asyxuenodeynoit JJHK
(nmu/IHK), mpu3naBas Takum 00pa30oM BaKHEWIIYIO PO BTOPUYHOTO MOPAKCHUS
nouek npu CKB B TedueHue u nporuose 3a001eBaHus.

Cpenu marnmentoB ¢ CKB uwacrota BH B Teuenue xu3nu cocrapiser 20—60 %
B 3aBUCUMOCTH OT JieMorpaduyueckoi rpynmsl uccieayemon nonyisuuu. [lopaxenue
nouek ipu CKB cBsizaHo ¢ 0oJiee 4aCcThIM pa3BUTHEM OCJIOKHEHUN U 00JIiee BEICOKOM
CMEPTHOCTHIO, OCOOEHHO y MAIMEHTOB C MPOTPECCUPYIOIIECH MOUYEYHON HEIOCTATOY-
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HocThlo. KoHeunoil menpio neuenuss BH sBnsercs coxpanenue (yHKIMH TOYEK
U CHIKEHHE 3a00JIEBAEMOCTH M CMEPTHOCTH, CBSI3aHHBIX C XPOHUYECKOU OO0JIE3HBIO
nouek (XbII), npyu MUHUMH3AIIUY TOKCUYHOCTH BCJIEJICTBUE MTPUEMA JIEKAPCTB.

B 2012 r. skcnepramu EBpomnetickoit 1uru 60pb0Obl ¢ peBMaTHYECKUMU 3a0071e-
Bannsimu (EULAR — European League against Rheumatism) cosmectHo ¢ EBpomneii-
CKOH accommanued Mo u3yudeHuio Oose3Heil mouek u EBpomneiickoil accoumanuei
nuaym3a u Tpanciutantaiuu (ERA-EDTA — European Renal Association-European
Dialysis and Transplant Association) ¢ ygacTuem rpyIibsl peBMaToJIOTOB, HEPPOIIO-
rOB, CHEIHAIUCTOB 10 MOP(OJOTUH MOYEK U MEeAUaTpOB pa3paboTaHbl COBMECTHBIC
pexoMenaanuu 1o Jedenuto BH [5]. B 2019 r. B neyaTu nosBUIMCh HOBBIE JIAaHHBIE,
Kacarollliecs paHHEW [IMAarHOCTUKW, MOHUTOPHUPOBAHUS TeueHUs M JieueHus BH,
B CBSI3M C YE€M B MPEKHUE PEKOMEHJALMK BHECEH Psij JOMOJHEHUN W U3MEHEHUU
C YYETOM HAKOIUIEHHOTO MHUpOBOro ombita [6]. B 2021 r. rpynnoi Muunuatusa mno
Viyumennto ['mobaneubeix McexonoB npu 3abonesanusx [louek (Kidney Disease:
Improving Global Outcomes — KDIGO) ony6iukoBanbl «KiMHUYECKUE MpakTHde-
CKHE€ PEKOMEHJIAlUU 110 JICYCHUIO TIIOMEPYJIIPHBIX O0se3Hel», B KOTOPBIX MUMEeTCs
oTAenbHas riasa, nocssamenHas BH [7]. Hakonen, B mapte 2023 r. B MUPOBOM CETH
MOSIBWINCH OTAENbHBbIE «KIMHUYECKUE MPAKTUYECKUE PEKOMEHIAMU IO JICYEHUIO
BorganoyHoro Hedputay KDIGO, BeUIOKEHHBIE M1 MTUPOKOTO MPEIBAPUTEIHHOTO
obcyxnenus. Huxe mpuBOAsSTCS OCHOBHBIC MOJIOKEHUS ATUX PEKOMEH AN,

JImarnocTuxka BH

[Tarmmentsl ¢ CKB A0MKHBI HAXOUTHCS MOJT aKTUBHBIM U PETYJISIPHBIM HaOJTIO-
N€HUEM, TTOCKOJIbKY KJIIMHMYECKas KapTHUHA MOPAKEHUS MTOYEK B TCUCHUE 3HAYUTEIb-
HOTO BPEMEHH MOXET ocTaBaThcsi OeccumnToMHOM. [lockonbky 3ab6omeBaemocts BH
BapbUPYET B 3aBUCHUMOCTU OT PACHI/ATHUYECKON MPUHAIIICKHOCTH U BO3pacTa, 0CO-
00e BHUMaHUE CJIENYET YACNATh MallMeHTaM a3uaTcKoro, ahpruKaHCKOT0/KapuOCKOro
Y JaTUHOAMEPUKAHCKOTO IpoucxoxaeHus [8]. Jedror 3a0oneBaHust B J€TCKOM BO3-
pacte cBsi3aH C 0ojiee TSDKEJIBIM €ro TEYEHUEM, Y€M Y B3pOCHBIX MaIMeHTOB [9].
HecMmotps Ha TO, 4TO npemiaraemeil i quarHoctuku BH ypoBeHb nporenHypun
coctaBisier 500 MI/CyTKH U BBIIIE, CIeAyeT MPUHUMATh BO BHUMAaHUE, C OJHOU CTO-
POHBI, TIOSIBJICHHE TaK HA3bIBAEMOUN «(PH3UOIIOTHUECKOI» TPOTEUHYPUH, HOCSIIHIMA
TPAH3UTOPHBIA XapaKTEP W HE SIBISAIONMICHCS TMOKa3aHUEM JUIsl MpOBeaeHUs] Hedpo-
ouoricuu, a ¢ APYro CTOPOHBI, CIAEAYET IIOMHUTH O TOM, YTO U TIPHU TSIKEIOM aKTHB-
HoM BH crernenp npoTeMHYpUU MOKET CYIIECTBEHHO BaphbUPOBATh U Ka3aThCsl WHO-
r71a OTHOCUTEJIBHO «HE3HAYUTEITLHONY.

OO6mras oneHka manueHTa ¢ mojo3peHueM Ha BH nmomkHa BKirOUaTh JaHHbBIC
KJIIMHAYECKOTO 00CIeI0BaHus, Ja0opaTOpHbIE (B TOM YHCIE UMMYHOJIOTHYECKHE)
MOKa3aTeIi B WX JUHAMHYECKOM HAOJIONCHHWH, a TaKKe PE3yJbTaThl WHCTPYMEH-
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TaJbHOTO 00CJeN0BaHUs. BbIsBIEHHE C TEUEHHEM BPEMEHH IIPOTrPECCUPOBAHUS aHO-
MaJIbHBIX PE3YJIbTATOB SIBISETCS BAXKHBIM MOMEHTOM JJIsl IPUHATUSL 0OOCHOBAHHBIX
KJIMHUYECKUX PELICHUM, B TOM YKCIIE U MPOBEACHUS MyHKIIMOHHON OUOIICUU MOYKH,
MOCKOJIBKY KJIMHUYECKHE JIaHHbIE HE BCErJa KOPPEIUPYIOT CO CTENEHBIO TKECTU
noueyHoro nopexaeHus [10]. Pesynbrater HedpoOHOTICMU HEOOXOIUMBI JIJIST YTOU-
HEHUs JUarHo3a M OLEHKH CTENEeHH AKTHBHOCTH BOCIAIUTEIbHBIX H3MEHEHHI
Y XPOHUYECKUX MOBPEXKACHUI MOYEUHON TKAHU, OKa3bIBAIOIIMUX CYIECTBEHHOE BJIU-
SIHUE Ha BBIOOp TepareBTUYECKON TAKTHKH U TIPOTHO3a 3aboneBanwust (puc. 1).

MaumMeHT C CUCTEMHO 1A KpaCH O BO/14aHKOM

v
WMccnepoBaHne Ha Haau4me NOYEYH oM NaTonomu:
MNoaTteepaeHHaAa CKB
Mogo3speHue Ha obocTpeHue CKB

I

CblBOPOTOUHbliA KPEaTMHUH
OB aHa M3 MOYK
CyTo4HasA npoTenHypua
AHtuTena K AuHK 1 ypo BHM KoMnnemeHTa

v v
| MpoTenHy pus /UM USMEH EHUA MOYEBOro ocaaKa | | CHuX»eHue CKP |
| |
Het l l Ja Het l ! da
A —— | | YpoBEH b NPOTENHYPUM | | He npoBoaWTb MCCAeAOBaHMIA | | MosTopuTh

a| MpoTtenHypun >0,5 r/cyTku |

Het l 1
HabniofeHue B gUHaMUKe | fa
Her !
| He npoBoauTe ncc/ieo0BaH nit | Hedpobuoncua F*

Puc. 1. lnarnoctuka nopaxenus nouek npu CKB:
nuJIHK — nByxuenodeunas ne3okcupuboHykiaenHoBas kuciora; CK® — ckopocTs Kiy0ouKoBOH
bunbTpanuu

Pe3YJ'H>TaTBI OMOIICUU TTOYKHU AOJIKHBI aHAJIM3UPOBATHCA OIIBITHBIM MOp(l)OJ'IOFOM,
CIICOUAJIMBUPYIOIIUMCS B 00J1aCTH TATOJOTUHU IIOYECK, U OIIMCAaHbl B COOTBETCTBUU
¢ kiaccudukanuedn MexayHapoaHoro oomiectsa Hedposiorop/O0IecTBa maToJIOruu
nouek (International Society of Nephrology/Renal Pathology Society — ISN/RPS)
2003 r. [11] (Tabm. 1).

IIpy HanuuuM BO3MOKHOCTH Il YCTAHOBJICHUS YJIBTPACTPYKTYPHBIX JETaJIEH
T'UCTOIIATOJOINH, TAKNX KAK CTCIICHb U TSIKCCTDH INOBPCKIACHUA IMOAOIHUTOB U PaCIIO-
JI0’)KEHHE MMMYHHBIX OTJIOKCHHH, MOKa3aHO MPOBEICHHUE DJIEKTPOHHOW MHUKPOCKO-
nuu. Knuaunucram crnegyer oOpaiiaTe BHUMaHUE HA MOAPOOHOE OMUCaHHE KakK ak-

THUBHBIX, TaK U XPOHHUYCCKHUX I'MCTOIIATOJOTrHYCCKHUX OCO6€HHOCT€ﬁ, 3aTparuBarOmnx
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Pa3JINYHBIC 3JICMCHTBI ITAPCHXUMBI ITOYKH, O0COOEHHO B OTHOIIICHUH IIOTCHIOMAJIBHO

O6paTI/IMBIX AKTHUBHBIX HOpa}KCHI/Iﬁ 10 CPAaBHCHHUIO C XPOHHUYCCKUMU ITOBPCKACHU -

MU, HEOOpPaTUMBIMU TIPH JICUCHUU UMMYHO/IerpeccanTamu (Tabur. 2).

Tabauya 1
Kaaccudukanus Bosuanounoro Heppura ISN/RPS (2003 r.)
Kaacec BH Onucanue
Kimacc I | MunumanbHble H3MEHEHUS ME3aHTMyMa
Kimacc Il | Mezanrnonposmdeparuasiii BH
Knacc Il | Ogarosiit BH (< 50 % mopaxeHHBIX KITyOOYKOB):
I1IA — akTHBHOE MOBPEXKICHHUE;
IIIA/C — aKkTHBHOE M XPOHHUYECKOE ITOBPEXKICHHE,
I11C — XpoHnyeckoe MOBPEKICHUE
Knacc IV | Juddyszusiit BH (> 50 % nopaxeHHBIX KITyOOUYKOB):
IVA — akTUBHOE TIOBPEK/ICHHUE;
IVA/C — akTUBHOE U XPOHHYECKOE MOBPEIKICHHE;
IVC — XpoHHYECKOE MMOBPEKICHUE
Knacc V| MemOpano3susiit BH (yTonmienue 6a3zanbHoil MeMOpaHbl KIIyOOUYKOB, OJTHOBPEMEHHO
MOTyT OBITh U3MeHEHUs, XxapakTepHsbie s I u IV kmaccos)
Knacc VI | IIporpeccupyromuii Hedpockiepos 6e3 npusHakoB akTuBHOCTH (> 90 % ckieposu-

POBAaHHBIX KIIyOOUKOB)

Tabnuya 2

Ioka3aresu aKTHBHOCTH BOCHIAJTUTEIbHBIX NPOSIBJICHUN U XPOHUYECKHUX U3MEHECHUM
B NN0Y€YHOH TKaHU, BXOASIIME B 0TYET 10 He()poOHONICHM TPH BOTYAHOYHOM Hedpure

Pacuer 02/1J10B aKTUBHOCTH

IHoka3aTesn HHAEKCA AKTHBHOCTH bayibl
Crenenn noBpexaeHus1, 6a11bI
* DHJOKANMWUISIPHAS TUIEPKIETOYHOCTD 0-3 Ortcyrceryer 0
* JIeWKOUMTO3 U/MJIN KAapUOPEKCUC 0-3 Hanmmuue B < 25 % 1
* OUOPHHOMIHBINA HEKPO3 (0-3) x 2 | Hanuume B 25-50 % 2
* 'manuHOBBIE NENO3WUTHI («IPOBOJOYHBIE IMETIN» 0-3 Hamuame B > 50 % 3
W/WIM THAJTMHOBBIE TPOMOBI)
» Knerounslie/puOpo3HOKIETOUHBIE TOTYTYHUS (0-3) x 2
* WuTepcTunmanbHoe BocnalieHHe (MHQUIbTpAIUs 0-3
WHTEPCTULINS JIEHKOIIUTAMH )
Bceero:
0-24
['momepynockiepos (ro0anbHBIN + CETMEHTAPHBIN) 0-3 Hanmmaue B < 10 % 0
®uOpo3HBIE TOTYITYHHS 0-3 Hamnune B 10-25% 1
WnTepcTunnanbHblil pudpo3 0-3 Hamnuue B 25-50 % 2
TyOynspHast atpodust 0-3 Hanuuue B > 50 % 3
Bceero:
0-12
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Oxonuanue mabn. 2

I[pyrne THCTOJOTUYCCKHE MPOABJICHUA oe3 OLCHKHU HHACKCOB AKTUBHOCTHU H XPOHU3ALIMU

* PacruaBiieHue MOJOMBEHHBIX OTPOCTKOB MOAOLUTOB (BOJTYAHOYHAS TOIOIUTONATHS)

» Komnancupyromas BorgyaHOYHAas rioMepysionaTus

» Cocynucteie mopaxeHus (aTepoCKIepo3, HEBOCHAIUTEIbHOE COCYAMCTOE OTIONKEHHE MUMMYH-
HBIX KOMIUIEKCOB, TPOMOOTHYECKasi MUKPOAHTHOIIATHS, HEBOCTIATUTEIbHBIA HEKPOTU3UPYIOIIUN
BaCKYJIMT, UCTUHHBINA TOYEUHBII BACKYJIUT)

PexoMenaanuu o01iero njiaHa npu BeaeHny nanuenTos ¢ BH

Bcem nanuentam ¢ CKB, B Tom unciie ¢ Hanuuvem BH, nipu oTcyTcTBUM TPOTHU-
BOITOKA3aHUI CJleayeT MPUHUMATh TMAPOKCUXJIOPOXHH WM SKBUBAJIEHTHBIA MPOTH-
BOMaJSIpUiHBIN mpenapar. CoriacHO JaHHBIM MHOTOYMCIECHHBIX HWCCIIEIOBAHUM,
MIPEUMYILECTBA MPUMEHEHHS] MPOTUBOMAISPUINHBIX JIEKAPCTBEHHBIX CPEACTB IpPH
CKB 3axmrouaercs B 0ojiee HU3KOU yactoTe obocTpeHuit (B Tom uucie BH), Gonee
4acTOM OTBETE Ha MPOBOJMMYIO Tepamnuio, 0ojiee MEIIEHHOM IMPOrpecCUpPOBAHUU
XBII, Gonee HU3KOM YacTOTE Pa3BUTUS CEPAEYHO-COCYIUCTBIX U TPOMOOTUYECKUX
OCJIO)KHEHUH y TAIMEHTOB C HAJIMYUEM aHTHU(POCQOJIUIMUIHBIX AHTHUTEN, MEHbIIIEH
BBIPQ)KEHHOCTU TOBPEKIECHUSI OPraHOB, JTyYLIEM JIMIUIHOM Tpoduiie u Jydien co-
XPaHHOCTH KOCTHOW MACCBI.

[IpuMeHeHre rupOKCUXIOPOXHHA BO BpeMsi OEPEMEHHOCTH CBSI3aHO CO CHUXKE-
HueM aktuBHOCTH CKB u ynoBneTBopuTeNnbHBIM MpoduiaeM 0€30MacCHOCTH Kak IS
Marepu, Tak U s mioga. CepbE3Hbie MOOOYHBIE 3(P(DEKTHI BCTPEUYAIOTCS PEIKO
Y BKJIIOYAIOT KOXXHYIO ChIllb, MOBBIIIEHHYIO MUTMEHTAIMIO KOYKHBIX OKPOBOB, MbI-
HIEYHYIO CJIa00CTh U HAPYILIEHUE WM IOTEPIO 3PEHMUSL.

Pekomennyemass HavalbHas J03a THAPOKCHXJIOPOXHMHA COCTaBIISET OKOJIO
5 mr/kr/cytku. Jlo3bl 2—3 MI/KI/CYyTKH MOTYT HE€ JOCTUTaTh aJEKBATHBIX YPOBHEU
B KPOBHU U OBITH CBSI3AHHBIMU C 00JIe€ BHICOKOM YAaCTOTOM 00OCTpEHUH. Y MalMeHTOB
¢ pCK® < 30 muw/mun/1,73 M° 103y THAPOKCHXIOPOXMHA CIETyeT YMCHBIINTH Ha
> 25 %. Penaxo mpoTHUBOMAaNSIpUMHBIE TpenapaThl MPOSBISIIOT KapAMOTOKCUYHOCTD
C pa3BUTUEM KapAUOMHUONATUN WM HAPYUIEHUEM BHYTPUCEPACHYHON MPOBOJUMOCTH
y HALUEHTOB C BBICOKOM KyMYJISITUBHOM JKCIIO3ULIUEH.

Ha3HaueHne 5neKkapCTBEHHBIX IpENnapaToB HMMMYHOCYNPECCUBHOTO JEHCTBHS
(rmokokopTUKOUBI, HUKIohochamua, MukodeHosata MOGETU, UKIOCIOPHH,
a3aTUONPHUH U JAPYTrUe€) OCYIIECTBISIIOTCS MOCIE OLEHKU KIMHUKO-Ia00paTOPHBIX IMO-
KazaTesneil, akTUBHOCTH 3a0ojeBaHus, C y4eToM Mopdosornueckoro kiacca BH
(B TOM 4YMCII€ MHJEKCOB aKTUBHOCTHU M XPOHU3ALINH ).

B Tabu1. 3 nmpeacTaBieHbl JOMOJHUATEIbHBIC MeTOIbI JieueHuss BH u ociioxxHeHwmit
3a001€BaHUSl WIM €r0 JICYCHHS, PUMEHEHUE KOTOPBIX CIEAYeT YUUTHIBATH Y BCEX
MALMEHTOB.
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Tabnuya 3

Mepbl Mo MUMHUMHU3AIIUHA PUCKA OCHOH(HGHHﬁ, CBA3AHHBIX C BOJITYaHOYHBIM He(l)pI/ITOM

HJIHN €TI0 JICYCHHUEM

Puck CHuKeHHne pucKa

KapnuoBackynsipHslii N3menenue oOpa3za >KM3HU: OTKa3 OT KypeHHs, ONTUMHU3AIUS MacChl
Tena, 3aHATUS (PU3KYIBTYPOH.
Koppekuus nucnunuaemMun.
[Ipu OepeMEHHOCTH — HU3KHUE 103l aCIUpUHA

[Iporennypus N36erath ynotpedieHus: 0OIBIIOT0 KOJIMYECTBA COJIH.
KonTpons ypoBus AL
bnokxatopet PAAC

Nudexunn VYuer nanuuus B anamHe3e herpes zoster u Tydepkysiesa.

Cxpununr Ha BI'B, BI'C, BUY u Bakuunamus npotus BI'B.
IIpodunaktuka Pneumocystis jirovecii.

BaknuuHanyuy npoTUB IpHUIIITA U THEBMOKOKKA.

WunuBuyanbHO — pelieHre O BaKIIMHAIIMK POTHB herpes zoster.
WunuBumyanbHO — pelieHre O BaKIMHAIIMY TPOTUB JPYTUX HH(EKIUiA

[Topaxenue kocren

OneHka MUHEpaIHbHOU TUIOTHOCTH KOCTHOW TKaHU M PUCKA TIEPEITIOMOB.
Hasnauenue npenaparos Ca u Buramuna Jl.
Haznauenue 6ucdochoHaToB 1Mo moKazaHUSIM

BoznetictBue YOO

Hcnonp3oBaHue CONMHLIE3ALMTHBIX KPEMOB ILIMPOKOTO CIIEKTPA ACUCTBUS.
N36eratp Bo3aeicTBUS yIbTPa)HUOIECTOBOTO CBETA

[IpexneBpemMenHas HENO-
CTAaTOYHOCTH SINYHUKOB

ATOHHMCTBI TOHAIOTPOIIMH-PEIU3UHT TOPMOHA.
KpuoxoncepBanus ciepMbl/IHIIEKIETOK

HeszamanupoBanHas WuauBuyanbHbIH BEIOOP METOI0B KOHTpALENIMU (TIPEANOYTEHUS,
0epeMeHHOCTh PHUCK TPOMOO30B, BO3pacT)
Omnxomnorus OneHka HHAMBUIYAIBHBIX (PaKTOPOB PUCKA MAIUTHU3ALINY.

OHKOOCMOTp B 3aBUCHIMOCTH OT BO3pacTa.
Orpannuenue o61ei 10361 HuKIopochamuga meHee 36 T

YOO — ynbrpaduoneroBoe odayuenue; BI'B — Bupyc renatuta B; BI'C — Bupyc renatura
C; BUY — Bupyc ummyHnonedunmra yenoBeka; PAAC — peHMH-aHTHOTEH3UH-aIbI0CTEPOHOBAS

CHUCTEMA, AI[ — ApTCPUAJIBHOC NAaBJICHUC.

XOTs MHOTHE U3 IMPHUBCACHHLIX BBIIIC peKOMeH,}IaHI/Iﬁ TAaK)KC OTHOCATCA KO BCEM

MalMEeHTaM C MPOTEUHYPUUYECKUMHU 3a00JIEBAHUSAMU TMOYEK, MOTYYaIOIUM UMMYHO-
CYIIPECCUBHYIO Tepalnio, HEKOTOpble PUCKK 0cOOeHHO akTyasibHbl s jun ¢ CKB
u BH. [Ipu Bouanke HaOmI01a€TCs MOBBIIICHHBIN YPOBEHbh CMEPTHOCTH IO CpaBHE-
HUIO C KOHTPOJBHOW TPYMIOW TOTO K€ BO3pacTa WU Moja B OOIMIEH MOMyJISIIHH.
OCHOBHBIMHU IPUYMHAMH CMEPTH SBJIAIOTCS UH(DEKIIMOHHBIC U CEPACUHO-COCYIUCTHIE
OCJIO)KHEHMSI, a Takke XpoHudeckas nodeuHas HemoctatouHocTh (XIIH). Ecnu na
paHHUX CTaIusAX 3a00JIeBaHUS JIETAJbHOCTh CBSI3aHA C MH(MEKIMOHHBIMH OCJIOXHE-
HUAMHU Win akTUBHOCTBIO CKB, TO cepaedHO-COCyAUCThIE OCHOKHEHMS, 3J0Kaye-
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CTBEHHbIE HOBOOOpa3oBaHusi U TepMuHaibHas XIIH sSBASIOTCS OCHOBHBIMU MPUYH-
HaMU CMEPTHOCTH B ITO3/THUE CPOKHU.

Ouenka oTBeTa HA JIe4eHHe BOJTYAHOYHOI0 HedpHuTa

Bce kputepnun oTBeTa, UCHOJIB3YEMBIE B HACTOSIIEE BPEMS B KIMHUYECKHUX HC-
neiTanusax BH, TpeOyioT yMeHblIeHUs! TPOTEHHYPUH U CTAOWUIIM3AIUU WK YIydllle-
Husl QyHKIUU Toyek. Heckonbko oOcepBallMOHHBIX MCCIEAOBAaHUN MOKa3ail CyIle-
CTBEHHO Jydiiee (YHKIIMOHAJIHHOE COCTOSIHHE IOYEeK B TEYCHHE JJIUTEIHHOTO
BPEMEHHU Y JIML, OTBETHUBIIMX HAa NpOBeIEHHOE JieueHue. OgHaKko OOIIENPUHSATHIX
KpUTEPUEB TPEOYEMOro YPOBHS YIIyUILIEHUSI HE CYIIECTBYET, YTO 3aTPYIHSAET IPSIMOE
CPaBHECHHUE PA3IMYHBIX KIMHHYECKUX HCCICAOBaHUH (Tabm. 4).

Tabnuya 4
OObIYHO HCTIOJIb3yeMble ONpe/iesieHUusl 0TBETa HA Tepanuio NP BOJTYaHOYHOM Hedpurte
Kpurepun Omnpenesnenne
[Tonnslii oTBET Cumwxenue nporeunypuu < 0,5 r/cyt (50 Mr/mMmmosns).

Crabwnmmsanwst uiy yinydireHue GyHkiun modek (£10-15 % ot ucxomHoii).
B npenenax 6-12 mec. ot Havaa nedyeHus, HO He Oosee 12 mec.

Yactuunsenii otBet | CHmxenue nporenHypun He meHee 50 % u < 3 r/cyt (300 Mr/MmMoIb).
Crabunuszanus win yaydienue GyHkiuu noyek (+10-15 % ot ucxoanoii).
B npenenax 6-12 Mec. oT Hauasna jge4eHus

OTCYTCTBI/IC orBeTa | He YAAJI0Ch JOCTUTHYTh YaCTUYHOI'O WJIH ITOJIHOT'O OTBETA 34 6—12 mec.
JICUCHUA

B omnpenenenusx, npuBeneHHbIX B Ta0i. 4, OOBIYHO HCIIOIB3YETCS CpAaBHEHUE
C «UCXOJHBIM YPOBHEM» (YHKIIUU MOYEK, OTHOCSIIUMCS K YPOBHIO J0 00OCTpeHUs
3a00JIeBaHUs1, KOTOPBIN OCTAETCS HEU3BECTHBIM Y MAIlMEHTOB 0€3 MPeaIIeCTBYIOIIETO
aHaMmHe3a. JlonrocpouHsle TaHHBIE ABYX KPYIHBIX €BpONEHCKUX ucciaenoBannii BH
MOKa3ajiv, 4TO OJaronpUsITHBIE UCXOAbI JJISI TIOYEK MPEACKA3BIBAOTCS MPU JOCTHKE-
HUU ypoBHs npoteuHypuu 0,7-0,8 r/cyt mocne 12 mecsueB Tepanuu, YTo MOATBEP-
KIAeTCS IPYTMMHU COOOIeHusIMUA. B 3TOM oTHOmIeHMHM TodeuHbId oTBeT Ha 104-i
uiu 52-i Hezelle UCIOJIb30BANICS B KAUECTBE KOHEYHON TOYKU B HEAABHUX KIIMHUYE-
CKUX MCIBITAHUSX, TAKUX Kak uccienoBanue 3 ¢aser BLISS-LN [12].

Eme oaHuM mpensaTcTBUEM SIBISETCS OTCYTCTBHE KOHCEHCYCa B OTHOIICHUHU
BPEMEHHM ISl OLICHKM OTBETa Ha JieueHHs. [lo JOrMCTHYECKMM M 3KOHOMHYECKUM
MPUYMHAM B KPYIHBIX KIMHUYECKUX HMCIBITAHUAX YacTO OIICHHWBAIOT OTBET uepes
6—12 mecsiieB, 0JJHAaKO yiyullleHue nokasarenei nporeunypuu u pCK® npomgomka-
€TCs C TEUCHUEM BPEMEHU, & CKOPOCTh YIYUILICHUS y MAMEHTOB 3HAYUTEIBHO pa3-
muvaetcs. KpoMe Toro, mpu BBISIBICHHH 3a00J1€BaHUS UMEIOTCS 3aMETHBIC Pa3IHIUsI
B MCXOJIHBIX M3MEHEHHUSX MOYECUHBIX MOKa3aTeNeH, OT KOTOPHIX HEOOXOANMMO OTTall-
KUBaThCSl B MOCIeayomieil oneHke. Takum o0pa3oM, BpeMs JOCTHKEHHUS 3aJJaHHBIX
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noporoBeIX 3HaueHui npotennypun u pCK®, kak aOCOMOTHOE, TaK U OTHOCUTEIHHO
MCXOJIHOTO YPOBHSI, Y Pa3HbIX NAllMEHTOB 3HAYUTEIbHO BapbupyeT [13].

Bue ¢opmanbHBIX yclioBHM KIMHUYECKHX UcTbITaHui Padovas rpynna KDIGO
npeajaraeT y naldeHToB ¢ HaOJII0JaeMbIM MTOCTOSIHHBIM YIyUYIlIEHUEM JJIs JTOCTUXKE-
HUSI MOJIHOTO OTBeTa AaTh Cpok 18-24 mecsana. IloTeHIMATbHBIA UHCTPYMEHT IS
MIPOTHO3MPOBAHUS TOYEUHBIX UCXOJO0B MOJYUYEH MO pe3yibTaTaM PETPOCHEKTUBHOIO
aHanu3a Oomnpinoro uccienoBanuss ALMS, kotopselif mokasain, uTo OJaronpusTHbIC
[IOYEYHBbIE HMCXOJbl MPEICKA3bIBAIOTCS HOPMAJM3alMel ypOBHEH KOMILIEMEHTA
U CHI)KEHUEM NPOTEUHYpUH Ha > 25 % nocne 8 Henenb JieueHus [ 14].

CKB sBasieTcsi CUCTEMHBIM 3a00JieBaHHEM, MOSTOMY HE CIEAYeT OIEHUBATH
HEe(POJOTrHUECKYIO MATOJIOTHIO U30JIUPOBAHHO OT IPYIHX KIMHUYECKUX MPOSBICHUI.
Psn knrHMKO-1a00paTOPHBIX MOKa3aTeael He OLIEHUBAJICS NOAPOOHO B KIMHUYECKUX
HCCJIEIOBAHMSX, OJHAKO SBIISIETCS BaKHBIM B OINPEIECICHHBIX YCIOBHSIX, HAPUMED,
olleHKa akTUBHOCTH 1o 1mkaine SLEDAI, KoHTposbs apTepuanbHOTO JaBICHHS, CXOXK-
JI€HUE OTEKOB, YJIYYIIEHHE MOYEBOTO OCAJIKa, MOBBIINICHHE YPOBHEH reMOrjioOMHA
U aIbOyMHHA KPOBH, a TaKXe YJIy4ylIeHHMEe UMMYHOJOTUYECKUX IOKa3aTeseil KpoBH,
B ToM uucie anturen K AuJIHK u komrmonenTam kommuieMeHTa. B ciydasx coxpaHe-
HUSl UMMYHOJIOTMYECKON aKTUBHOCTH 3a00JI€BaHUs Pa3yMHO OKUAATh YIYUILIEHUS OT
npoBeneHus aeueHuss BH, x0T y MHOTMX MAallMEHTOB COXPAHSETCS MOJIO0KUTEIbHBIN
tecT Ha aHTUTena K AJIHK n/unu umeercst HU3KUM ypOBEHb KOMITJIEMEHTA, HECMOT-
P Ha HMCYE3HOBEHHE MPOTEUHYPUU. AKTUBHOCTH JKCTPAPEHAIBHBIX MPOSIBICHUIMA
CKB, TtpeOyronasi npoA0KEHUST WJIM U3MEHEHUS TEpari, MOXKET COXPaHSThCS, Ja-
Ke NP YIydIIeHUH (YHKIIMOHAJIBHOIO COCTOSHUS modek. HakoHel, B Hacrosiiee
BpeMs OTBET HAa MPOBOAUMYIO TEPAMUIO OLEHUBAETCS TOJIBKO KIMHHYecKH. Hakoruie-
HO OOJIBLIIOE KOJMYECTBO JAHHBIX, CBUICTEIBCTBYIOMIUX O COXPAaHEHUH MEpPCUCTH-
pyroleil akTUBHOCTH B TKaHM MOYEK, NMPHU YIYUIIEHUU (pa3pelieHnH) IpOTEHHYPUH
u pCK®. [To3TOMy MOJE3HBIM MOKET OKa3aTbCsl MPOBEACHUE MOBTOPHOW OHOICHUU
MOYKH C LIEJbI0 TOJITBEPAKACHUS aKTUBHOTO BOCHAIMTENILHOTO MPOLECCa B MOYEYHOU
TKaHW, OCOOCHHO Mepes MPUHITHEM BaXKHBIX PEIICHUH MO MPOBOJMMOMY JIEYEHUIO,
HaIpuMmep, MPEKPaALIEHUI0 UIMMYHOCYIIPECCHUHN.

B Tabn. 5 npezacraBiieH aaropuTM BeIEHUsS MALUEHTOB C HEYIOBIETBOPHUTEINb-

HBIM OTBCTOM Ha IMMPOBOJANMYIO TCPAIIUTO.
Tabnuya 5
Benenue nanueHToOB ¢ HEY/I0BJIETBOPUTEIBLHBIM OTBETOM HA HAYAJIBHYIO TEPANHIO
AKTHBHOI0 BOJTYAHOYHOIr0 HeppuTa

1 OI_ICHI/ITB MPUBCPIKCHHOCTD K JICUCHUIO

2 | OGecrnieunTh aJEKBATHOE JO3MPOBAHUE HMMYHOCYIIPECCHBHOTO JICKQpPCTBEHHOTO Iperapara
C OLIEHKOH, MPU BO3MOKHOCTHU, €r0 KOHIIEHTPAIUH B KPOBU
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3 | I[Ipu HeoOXOAMMOCTH BBIIOJIHEHUE MTOBTOPHOM HE(PPOOHONICHH /IJIs1 OLIEHKU WHAEKCAa XPOHH3a-
[IUY WM YTOUYHEHUS TUarHosa (Hampumep, BISIBICHUS TPOMOOTHYECKON MUKPOAHTHOTIATHN )

4 | IIpu mepcUcCTUPYIOIIEH aKTUBHOCTH 3a00JE€BaHUS PACCMOTPETh BOIPOC O MEPEXoje Ha aib-
TEPHATUBHYIO TEPANIEBTUYECKYIO CXEMY IEPBOI TMHUU

5 |V mauueHToB pedpaKkTepHBIX K CXeMaM NEpBOW JIMHUHU TEpanu paccMOTPETh BOIPOC O JI0-
MOJIHUTEIbHOM Ha3HAYEHUM PUTYKCUMaba WM JIPYTHX CPEACTB OMOJOrMYEcKON Teparuu,
paciMpeHHOM Kypce BHYTPUBEHHOT'O BBeleHUs HUKI0(ochamMuaa, BKIOYCHUH, IIPU BO3MOXK-

HOCTH, B IIpOrpaMMy KIMHUYCCKUX HUCITBITAaHUH

JleyeHue 000CTpeHHsI BOJTYAHOUYHOIO HeppuTa

Peunnueel BH sBasitoTcs pacnpocTpaHEHHBIM sIBJIEHHEM, a o0octpenue BH —
BAKHBIM TPEIUKTOPOM IUIOXOM JOJITOCPOYHOM BBDKMBAEMOCTH IO4YeK. Yacrtora
ob6octpenuit BH Bapsupyet ot 10 10 50 %, 1 OHM OBTOPSIIOTCSI C TEUEHUEM BpeMe-
HU. Heynaua B JOCTMKEHWH NOJIHOW PEMUCCHUM YBEJIMYMBAET PUCK MOCIIEIYIOLIETO
peuuauBa. YactoTa peuUaUBOB Yy MAlMEHTOB, JOCTUTIIUX TOJHOW WM YaCTUYHOU
pemuccuu, ooHapyxkeHa B 39 % u 64 % cinydaeB COOTBETCTBEHHO, a BpeMs JI0 pelu-
IUBA MOCJIE JOCTHXKEHMS IOJHOIO OTBETa COCTABWIO 36 MeECALEB IO CPaBHEHUIO
¢ 18 mecsmamu mmociie yacTiIHoro orera [15-17].

[locne mocTwKeHUs NMOJHOW WM 4aCTUYHOM pemuccun peuuaus BH cnemyer
JICYUTh TOM K€ HAYaJIbHOM TEpanuen, KOTopas MCIOJIb30BaJIaCh IS MOJTYYEHHS UC-
XOJTHOTO OTBETA WM AIbTEPHATUBHOW PEKOMEHAOBAHHOM TE€panuen MepBor JIMHAH.

bepemennocts npu BH

[Taniuentkam crenyetr m30OeraTh OEpEeMEHHOCTH TPU HaIWYuu akTuBHOro BH
W/WJIHM TIPOJIOJKEHHH JICUEHUS TIOTEHITMAIBHO TEPAaTOreHHBIMU MpenapaTaMu, a TaKxKe
B TEUEHHUE > 6 MECAIIEB MOCJIE JIMKBUAAUNU akTUBHOCTH BH.

JUIsl CHUKEHUSI pUCKa OCIOKHEHUHA HEOOXOIMMO MPOJO0JIKATh MPUEM THAPOK-
CUXJIODOXMHA BO BpeMs OEpEeMEHHOCTH M HAayaTh MPUEM HU3KHUX J03 ACIHpPUHA A0
16 Henenb OEPEMEHHOCTH.

Jlig mpueMa BO BpeMs OepeMeHHOCTH O€30MaCHBIMH HUMMYHOCYIPECCHBHBIMU
CPEACTBAMM CUUTAIOTCA TIVIFOKOKOPTUKOHWZBI, THMAPOKCUXJIOPDOXHH, a3aTHUOIPHH,
TaKpOJUMYC U LIUKJIOCTIOpHH [18].

Benenne nanmuenToB ¢ BH ¢ moueuHoi HeA0CTATOYHOCTHIO

[Tanmentam ¢ BH, y xotopbIx passuiack TepMuHanbHas cragus XIIH, nmokasan
0001 U3 BUJIOB OYEYHO-3aMECTUTENBHON Teparuu — MPOrpaMMHbBIA reMOIUANIN3,
MEPUTOHEAJIbHBIN JUaIN3 WIA TPAHCIUIAHTALUS [TOYKH.

CBuAETENBCTB MPEUMYILECTBA OJHOIO BUJA JIMAIU3a HAaJ JAPYTHMM IIpU MOYeU-
HOM HEJO0CTaTOYHOCTH, BbI3BaHHOM BH, He mmeercs. Y manueHTOB C BOJIYAHKOM,
HaxXOJAIIMXCSl HA TEMOJINAIIN3E, TPEXJIETHAS BBDKUBAEMOCTh U CMEPTHOCTH OT Cep-
J€YHO-COCYTUCTHIX MU MHPEKIMOHHBIX OCIOKHEHHM CXOJHBI C TAKOBBIMU Yy TaIl-
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€HTOB, MOJIyYaIOIUX MMEPUTOHEANbHbIN nuaan3. Takum 00pa3oM, 3aMeCTUTEIbHYIO
MOYEYHYIO TEpaIuio ClenyeT MoAOUpaTh UHIUBHUAYATbHO, MPUHUMAs BO BHUMaHUE
O0COOEHHOCTH U MPEANOUYTEHUS MalUEHTA.

Tpancmnanranusa nouku y jaunl ¢ BH saBnsercs 6onee npeAanoyTUTEIbHbIM Me-
TOZOM, II0 CPAaBHEHHUIO C JAPYTMMH BHJAMH IMTOYEYHO-3aMECTUTENBHON Tepanuu. Pe-
3yJbTaThl TPAHCIUIAHTALMHA ITOYKM AHAJOTWYHBI TAKOBBIM Yy IAIMEHTOB, Y KOTOPBIX
pa3BWIIACH IOYEYHAs HEJOCTATOYHOCTH BCIEACTBUE APYTHX 3a00JIEBAHMI MOYEK,
Y y NAMEHTOB C TPAHCIJIAHTUPOBAHHOW IOYKOW CMEPTHOCTH HHUKE, YEM Y ITAI[UEH-
TOB C BOJIYAHKOM, OCTAOIIMXCS HAa auanu3e. [I0CKOJMbKY KIIMHUYECKHE PE3YJIbTaThl
Jy4lIe y MalueHToB ¢ 00Jiee KOPOTKOW MPOJOJIKUTEIHHOCTBIO TUaN3a, TPAHCIIaH-
TalUI0 MOXXHO MPOBOAUTH, cpady mnocie aukBupanuu aktuBHoctu CKB [19]. XoTs
AKTUBHOCTb BOJTYaHKH MMEET TEHJCHIIUIO K CHM)KCHUIO ITOCJIE PAa3BUTHS TEPMHUHAIb-
Hoil cranuu XIIH, y manueHTOB Bce ele MOryT BO3HUKAaThb OOOCTpPEHHS, MO3TOMY
TpedyeTcsi nepuoanueckoe HabmoaeHue. BH Moxer penuanBupoBaTh B MOYEUHBIX
QJUIOTPAHCIIAHTATaX, OJHAKO PHUCK JTOr0 HEOOJBIIOW, a O00OCTpEeHHS OOBIYHO
HE MPUBOAT K MOTepe ayioTpaHciuianTata. Ocoboe BHUMaHUE CIIEAyeT YAENIATh Ia-
[IUEHTaM C MPUCYTCTBUEM B KPOBH IOBBILICHHBIX YPOBHEH aHTU(POCHOIUIHIHBIX
aHTUTEJI, TIOCKOJIbKY MMEETCSl PUCK PAa3BUTHS TpOMOO3a AMATU3ZHOTO COCYAHCTOIO
J0CTyNla WJIM COCYJOB aJJIOTPAHCIIAaHTaTa, U MOXET MOTpeOOBaThCA MPOBEICHUE
MPOPUIAKTHYECKON aHTUKOATYISIHTHOM Tepanuu [20].

3akiroueHue

Takum 00pa3omM, COTJIACHO MMEIOUIUMCS PEKOMEHAALMAM, CTPATErusl JIeUEHUs
BH nanpasnena Ha gocTukeHHe OBICTPON PEMUCCHU WIIH, TIO KpailHel mepe, ya-
CTUYHOTO OTBETa B TeueHue 6-12 mecsies, mpenoTBpaiieHue 000CTPEHU U CoXpa-
HeHHe (YHKIMU TOYeK, CHI)KEHUE 3a00J1IeBA€MOCTH U CMEPTHOCTHU, COXpaHeHue Qep-
TUIBHOCTU. HecMOTpsl Ha JOCTUTHYTBIE YCIIEXU B PAHHEW JHAarHOCTHKE U JICYEHUH,
BH no-npexxHemy octaercs cepbe3HbIM (PaKTOPOM PUCKA Pa3BUTHUSI TEPMHUHAIBHOM
XIIH, panneint cmeptHocty 1 uHBaIMaHocTH nipu CKB. Hagnexamee neuenne BH
JIOJDKHO CIOCOOCTBOBATh COXPAHEHHUIO MOYEUHOU (YHKIIMU B JIOJITOCPOYHOM Tep-
CIIEKTUBE, OJHAKO OHO TpPeOyeT paHHEro BbISBJICHMs 3a00JIeBaHUSA U OICHKH C IO-
MOIIbIO OMOTICHH MOYKH € MOCIEAYIOIUM ONTUMHU3UPOBAHHBIM HCIIOJIB30BAHUEM J10-
CTYIHBIX MeTOZ0B Tepanuu. CoriacHo 0OHOBJIEHHBIM pEKOMEHAAMSIM HEe00X 0auMa
MUHHAMH3ALUSA (BIUIOTh A0 OTMEHBI) JICUEHUS MIFOKOKOPTUKOUIAAMU, KOTOpas T0JKHA
OBITH IPEANPUHSTA MOCIIE TOCTaTOYHOTO nepuoaa pemuccuu BH. [Tomumo Tpaauiiu-
OHHOM MMMYHOCYIIPECCUU, CYUIECTBYIOT OMOJOTMYECKHE areHThl, HAlEJICHHbIE Ha
OTZACIbHBIE 3BEHbs IaroreHe3a BH, a Taxke cxembl MyJIbTUTApPreTHOM TEpAIUU.
JlaHHbBIE METObI HAXOSATCS B CTaIUU OLICHKH 3(PPEKTUBHOCTH C HAKOIUIEHUEM JOKa-
3aTe’abHON 0a3bl B KIMHUYECKOM MpakTHKe. Bce 3To HOKHO codeTaThesl ¢ mepcoHa-
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JU3UPOBAHHBIM TMOAXOJOM K TAITMEHTY, a TAKKE YUYHUTHIBATH OCOOCHHOCTU TCUCHUS
BH c nenbio ynyumieHus: nporHosa 3a00JieBaHMUs.
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K. A. Quoc

COBPEMEHHBIE TEPAIIEBTUYECKHUE CXEMBbI ITPU PA3JIMYHBIX
MOP®OJOI'MYECKUX BAPUAHTAX BOTHAHOYHOI'O HE®@PUTA

CoBpeMeHHbIE TOIXO0/IbI K JICUEHUIO BoJlYaHOUHOTO Hedputa (BH) yuuTsiBaror
pexomenauuu 2012 r. skcneproB EBpomneiickoil nuru 60pbObl ¢ peBMaTHUYECKUMU
3aboneBanussmu (EULAR — European League against Rheumatism) coBmecTHO
¢ EBporielickoif acconuanueit mo u3ydyeHuro 0oJe3Hei nouek u EBpormeiickoil acco-
uanueit quanmsa u tpanciantanuu (ERA-EDTA — European Renal Association-
European Dialysis and Transplant Association), moaudummpoanasie B 2019 r.,
a Takxke «KiimHuyeckne mpakTHYecKue peKOMEHAAMH 10 JIEYEHUIO TIIOMEPYIISIPHBIX
oone3neir» 2021 r., npemnoxenHsle MHunmatuBoil no YiydmieHuto [ noOambHBIX
Hcxomo npu 3aboneBanusx [Todek (Kidney Disease: Improving Global Outcomes —
KDIGO) [1-3]. Tepanus BH Bo MHOTOM 3aBHCHT OT €ro MOP(OJOTrHUECKOT0 Kiacca,
OTPEEIEMOT0 COTJIacCHO Kiaccudukarmn MexayHaponHoro oodimiectBa Hedposo-
ros/O6mecTBa maromoruu modek (International Society of Nephrology/Renal
Pathology Society — ISN/RPS) 2003 r. [4]. [TpoekT «KIMHHUYECKHX MPAKTHYECKUX
pEeKOMEHIAlMi 10 JICUEHHI0 BOJIYAHOUHOTO HedputTay, paspadortanusiii KDIGO
Y BBIHECEHHBIN Ha OOCYXXJIE€HHME MHPOBOTO MEIMIIMHCKOTO COOOIIeCTBA B MapTe
2023 r., mpuaan HOBBIM UMITYJIbC K pa3paboTke TepaneBTHueckux cxem BH B 3aBu-
CHUMOCTH OT €ro Mop(0JIOTHYECKOTO BapHUaHTa.

Benenune manuenTos ¢ | mou |l knaccom BH

VY nmanuentos ¢ | wim |l xkmaccom BH 006praHO coxpaneHna HopMasibHast yHKITHS
MOYEeK W HMMEETCsl HE3HAuMuTeNbHas MNPOTEUHYpHUs, a WHOTa U MHUKPOTeMaTypHs.
B aroit cutryanuu He TpeOyeTcsi Ha3HAYeHUs CelU(PpUIecKOil UMMYHOCYTIPECCUBHOM
Tepanuu 3a UCKIIIOUEHHUEM CITy4aeB JISYEHUS IKCTpapeHabHbIX nposiBaeHuit CKB.

[Ipucyrcrue y nanuentoB ¢ | uam Il rucronornyeckum Kiaaccom nmpoTeUHYpPHUH
HE(POTUYECKOTO YPOBHs (HE(PPOTHUUECKOTO CHHAPOMA) MOXKET CBUACTEIHCTBOBATDH
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0 HAJIMYMHU BOJYAHOUYHOM MOJOLMTONATUHU. J[MarHO3 NOATBEPKAAETCS IIyTEM JAEMOH-
ctpauuu AUG(y3HOro CriiaKMBaHHs MOJOLMTOB MPHU AJIEKTPOHHONH MHKPOCKOIIHH.
KivHUYecKkr ¥ TUCTONIOTMYECKU ATH MAIllMEHThI CXOJHBI C 0OJIE3HHI0 MUHUMAJIBHBIX
U3MEHEHUH WK (HOKaTbHO-CErMEHTAPHBIM TIIOMEPYIOCKIEPO30M, YacTO OTBeYasi Ha
neyenue rimoxokoptukonnamu (I'K) [5]. B orcyTcTBHE paHIOMU3HUPOBAHHBIX KIUHHU-
YyeCKHX MCIBITAaHWH, JaHHBIE HAONIOIEHUH mokasand, 4yro Oonee 90 % maiueHToB,
nosyyaBmmx MoHorepanuto I'K, nocturanu pemriccuu B cpeiHeM 3a 4 Helenu jeyve-
HusA. BeposTHO, CylecTBYeT 3HaUMTEIbHBIA PUCK PELUIMBA MOCIE CHUKEHUS J03bI
I'K. Xots ontumManbHas MpOJOKUTENBHOCTh JICUEHUSI OCTAeTCsl HEM3BECTHOM, pe-
KOMEHJyeTcsl MOoJIiepKuBatoas Tepanust Hu3kumu go3amu 'K B coueranuu ¢ aHa-
noramu MukodenonoBor kuciaorel (AM®K), azatnonpuHOM WM WHTHOUTOpAMHU
kanpiuHeBprHa (MKH), 0coOeHHO TIpy HaTMYWU peluaInBOB B aHaMHe3e (puc. 1).

I wnu 1I xnacc BH

I
v v

He3nauuTensHas npoTeHHypuUst Hedportuyeckuii cuHIpom

Y
HCKII09UTh BOTYaHOYHYIO [TOJOLIHTONATHIO
(21EKTPOHHAsE MUKPOCKOIIUSI)

|

JleunTs Kak 00JI€3HF MUHUMAIBLHBIX
H3MEHCHHHA

l

L 4 HpHHHTHe PEIICHHA O HA3HAYCHHH

Haznauenne ”MMYHOCYIIPECCHBHOM NOJIEPAKUBAKOLIEH Teparu
TEPAITHH 3aBHCHT OT Hu3kumH no3amu I'KC u gpyrumu
dKCTpapeHanbHbIX nposasneHuil CKB HMMYHOCYIIPECCUBHBIMHU CPEICTBAMH

Puc. 1. UmMmyHOCYnIpeccUBHAS Tepamnus y MalMEeHTOB C BOTYaHOUYHBIM He(hpUTOM
[ wmm II xnacca

Benenne nmanuenTtos ¢ 11 u IV k1accom B

BH Il u IV knacca ABISIIOTCS TSXKEIbIMU BapUaHTaMHU, KOTOPBIE MPU OTCYT-
CTBUHM CBOCBPEMEHHOTO TpUMEHEHUS 3(P(GEKTHBHBIX TEPAICBTHUCCKUX PEKUMOB
MIPUBOIAT K OCTPOMY TIOBPEKICHUIO TTOYEK ¢ HeoOpaTnuMoi morepeit HeppoHoB. Ts-
xenpii BH sBisieTcs BaxHOM, OHAKO MOJAIONICICS JIEUEHUI0, TPUYMHOMN 3a0o0Jie-
BaGMOCTH M CMEPTHOCTH TAI[UCHTOB BO MHOTHX CTpaHaX MHpa. JloCcTHKeHHS B Tepa-
MWW TPUBENIA K TOBBIIECHUIO €€ 3(()EKTUBHOCTH U CHIDKCHHIO YaCTOTHI TTOOOYHBIX
3¢ (PexToB, KOTOpHIE MOTYT OBITH OOYCIIOBJICHBI CaMUM 3a00JIEBAHUEM WM TOKCHY-
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HOCTBIO JIEKAPCTBEHHBIX MpenapaToB. [lonbITku yMeHbIINTh TOOOYHBIE 3D (PEKTHI Je-
KapcTB, ocobenHo Bbi3BaHHbIe ['K u mmkinodochamuaom (LID), okazamuchk BecbMa
ycnemHnbMd. HecMOTpsi Ha OTEHIMAIbHYI0 TOKCUYHOCTb, CBA3aHHYIO C JICUCHHEM,
IperMyIlecTBa JieueHus npoiudeparusHoro BH siBHO mepeBemnBaoT ero NoTeHIIU-
anmpHBIN Bpea. |1 w/umm IV knacc BH siBisieTcst arpecCUBHBIM COCTOSTHUEM, TPEOYIO-
M ObICTpoit U 3(h(PEKTUBHON Tepanmuu ¢ LEIbI0 YMEHBIICHUS MPOI0JIKAIOIIETOCS
MOBPEKACHUS M pa3pyILICHUs KU3HECOCOOHBIX HePpoHOB. MMyHOCympeccuBHas
Tepanusl HalleJIeHa Ha AKTUBHBIE BOCIAJIUTENbHBIE MOPAKEHUS B T'MCTONATOJIOTHH
MOYEK, B OTJINYME OT XPOHUYECKUX MOPAKEHHM, CTENEHb BBIPA)KEHHOCTU KOTOPBIX
oOycnopnuBaet craguio XbII u 10arocpoyHbIi MPOrHO3 B OTHOIIEHUH MOYEK.

Nunyxkunonnas tepanus 1 u 1V kiaacca BH

Bri6op navanbHoro sneuenus |l wam 1V knacca BH cBsizan ¢ uHAMBUyaIbHOM
OLICHKOM OajaHca MEXy MOJb30M U PUCKOM M OCHOBBIBAETCS HA JAHHBIX O KPaTKO-
CPOUYHOM OTBETE U JOJTOCPOUHON 3PHEKTUBHOCTH U OE30MACHOCTH, TOTECHIIUATBHBIX
MOOOYHBIX 3P eKTax, BKIoYasi HHPEKIUH U KyMYJSTUBHYIO TOKCUYHOCTb, BIIUSIHUE
JICYCHUS] Ha KaYECTBO KU3Hb, a TaKKe (aKTOPhI, UMEIONTUE OTHOIICHUE K OIBITY Ma-
LIUEHTA U €r0 IPUBEPKEHHOCTH K JICUECHHUIO.

ITokazarenu BepkHBaeMocTH nanrenToB U modek npu BH 1 wim IV knacca no-
CTOSTHHO YJIy4IArOTCsA, HauuHasg ¢ 1970-X romoB, 4yTo CBA3BIBAIM CHA4aJla C UCIOJIb-
3oBanueM ['K, a 3aTem nocne, NpuHATHS KOMOMHUPOBAHHBIX UMMYHOCYIPECCUBHBIX
pexumoB, ¢ L® nwmm AMOK + MKH wnmu 6enumMymaboM B KayecTBE CTaHAAPTHOM
Tepanuu [6, 7].

'K ocraroTcss HEOThEMJIEMBIM KOMIIOHEHTOM HadaiabHOW Tepanuu |l umum
IV knacca BH ¢ yyeTtoM MX NpOTHBOBOCHAIUTEIBHOIO M HUMMYHOJEIPECCUBHOIO
neictBud. [{o6aBieHne Ipyrux UMMYHOJICTIPECCAHTOB CBSI3aHO C OoJiee HU3KOM 4Ya-
CTOTOM PEUUAUBOB U YIYUYLIEHUEM JOJITOCPOYHON BBIKUBAEMOCTH IOYEK IO CpABHE-
HUtO ¢ jJedeHreM Toibko ['K. KomOMHMpOBaHHBIE HMMYHOCYNPECCUBHBIE PEXHMBI
TaK)Xe CIOCOOCTBYIOT MUHUMU3aMK 11036l 'K, TeM caMbIM CHWXas MX MOOOYHBIE
¢ ekt (puc. 2).

Ha navansHOM 3Tane sedenus aktuBHOro BH mociie KOpoTKoro kypca myJibc-
Teparnuyi METUIPEAHUZ0IOHOM NIPH YIYUIICHUN KaK MMOYEUHbBIX, TAK U BHEIIOYEYHBIX
MPOSIBJIICHUM 3a00JIeBaHUS MOXKET OBITh paccMOTpeHa cxema cHuxeHus a03 ['K
(tabm. 4). 'K ucnons3yroTcst BO BC€X COBpEMEHHBIX cxeMax JyieueHus BH. Otu npe-
napaTthl 00JIaJal0T KaK HMMMYHOJENPECCUBHBIM, TaK W MPOTUBOBOCHIAIUTEIbHBIM
nercTBUEM U o0ecrieunBaroT ObICTPRIN 3 (PeKT Ha yacTo HaboAaroeecs y naueH-
toB ¢ Il u IV knaccom BeipakeHHOE OOUIMPHOE BOCIIAJIEHUE TOUYEYHOM TKaHu. Takas
cxeMa Heo0xoIMMa, OCKOJIbKY UMMYHocyTpeccuBHble 3¢ dekts LD, AMDK, UKH
WM Teparnuy, HampaBiIeHHOW Ha B-muMQonuTel, MPOSIBIASIOTCS JIUIb CITYCTS HEKO-
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Topoe BpeMs. Jlo3upoBKa, cxema MOCTENEHHOTO CHIKEHUS W MPOJIOJDKATEIHLHOCTD
nprema 'K CyIecTBeHHO pa3iInyaroTes Cpeid KJIMHUITMCTOB U B 3HAYMTEIILHOHN CTe-
TICHU 3aBHCST OT OIbITAa U KOMITCTCHIIUH Jieyaliero Bpava. [Ipumepsl cxem Ha3Haude-
uus 'K npuBeaens! B Tabu. 1.

BH III/IV £ V Knacca no
AAHHbIM Heppobroncuu

Y

OuieHKa napameTpos
aKTMBHOCTH M XPOHU3 ALK

Y

Conyrctayowan TMA

Y
h 4

XpoHunueckuii BH I1I/IV £V knacca
6e3 NpU3HaKOB aKTMBHOCTH

AkmeHbii BH 11I/IV £ V knacca

Y

TKC
MeTunanpegHuaonoH 8/ 0,25-0,50 r/kr 1-3 aHs, l
3aTeM nNpeaHMn3010H BHYTPb = 0,35-1,0 mr/Kr/cyT T
(Ho He Bonee 80 mr/cyT) € NOCTENEHHBIM CHUIKEHUEM 33 MI Mpu conyTeTeylowem V. Knacce
HECKONbKO MEC. 10 NOAAEpKMBaIOLLEN A03bl) ~/ledeHue V knacca BH

— | | |

] 27 M;(H +AMOK AMOK AM®K Ha cpoK He MeHee 6 Mec. Li® po 6 mec. Benumymat +
OKNOCNOPUH23,7 Mr 2 pasa B JgHb 1 Y NaUMEHTOB | |\ BHYTPb 1,01,5 1 2 pasa 8 AeHb WK 8/8 500 mr pa3 8 2 Heg, AM®K unu HU3KMe

2
00 CH® 45 mn/ms/ 1,73 MukodeHonarHatpua 0,72-1,08 r 2 pasa x6wm 0,51,0 r/m B03bl |_|‘¢
Takponumyc B fieHb ememec X 6 UaM BHyTpb

LiuknocnopuH B OTCYTCTBMEBOKNOCNOPUHAW TaKPOUMYCa 1,0-1,5 mr/kr/cyt

Puc. 2. PexoMeHyeMblii TIOIX0/1 AJIs Ha4alIbHOM Tepanuu akTUBHOTO Jtoryc-Hedputa H1/1V kacca:
WNKH — unrudurops! kansuuHeBpruHa; pCK® — pacueTHas CKopocTh KIIyOOUKOBOH (HIIBTpaINH;
B/B — BHYyTpuUBeHHO; MDK — Mukodenonosas kucnora; MM® — mMukodeHonara MopeTu;
TMA — tpoMOOoTHYECKass MUKPOAHTUOTIATHSL.

Heo6xoanma ocropoxHocTs npu npuMeHennn MKH y manueHToB co 3HAYUTEIBHBIM Hapy-
meHueM (pYHKUIMU MOYeK BBUAY IMOBBIIIEHHON NPEIpacooKEHHOCTH K TSDKEIBIM MOCIEACTBUIM
u3-3a ux HePpoTokcuyHocTU. YpoBHU pCKD, yka3aHHble Ha PUCYHKE, ObUIM KpUTEPHUSIMH OTOOpa
MAIMEHTOB, IPUHSTHIMU B COOTBETCTBYIOLIUX KIIMHUYECKUX UCIBITAHUSAX

Tabnuya 1

IIpumepbl cxeM NPUMEHEHHS ITIOKOKOPTHKOM/I0B IIPH BOJTYAHOYHOM He(puTe

Cxema ¢ ymepennbl- | Cxema ¢ yMeHbIIEH-
CrangapTHasi cxema
MM 103aMH HBIMH 103aMU

Bryrpusennsie mynb- | Het mimu 0,25-0,5 r/cyr | 0,25-0,5 r/cyT no 0,25-0,5 r/cyT o
CBhI METHII- 0 3 JHEU B Ka4eCTBE 3 1HEl B KauecTBe 3 IHel B KayecTBe
MIPETHA30JI0HA HAYaJIbHOTO JICYCHUS HA4yaJIbHOTO JICUCHUs | HAYaJIbHOTO JICUCHHUS
Cyrounas no3a npen-
HU30JI0HA BHYTPh
0-2 Henemns 0,8-1,0 mr/kr 0,6-0,7 mr/kr 0,5-0,6 mMr/kr

(makc. 80 mr) (maxc. 50 Mmr) (maxc. 50 Mmr)
3—4 nenens 0,6-0,7 mr/kr 0,5-0,6 mr/kr 0,3-0,4 mr/kr
5-6 venensa 30 mr 20 Mr 15 mr
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Oxonuanue maon. 1

Cxema ¢ ymepenHbl- | CxemMa ¢ yMeHbIIIEH-
CrangapTHas cxema
MH 103aMH HBIMH 103aMHU

7—-8 "Henens 25 Mr 15 mMr 10 mr
9-10 nenens 20 mr 12,5 mr 7,5 mMr
11-12 Henens 15 mr 10 Mr 5wmr
13-14 nenens 12,5 mr 7,5 Mmr 2,5 Mr
15-16 Henens 10 mr 7,5 Mmr 2,5 Mr
17-18 Henens 7,5 Mr 5 Mr 2,5 Mr
19-20 nenens 7,5 Mr 5 Mr 2,5 Mr
21-24 wenens 5 mr <5wmr 2,5 Mr

> 25 Henenb <5wmr <5wmr <2,5wmr

Ponb BHYTpUBEHHOM ITyJIbC-TEPAIIMN METHIIIIPEAHU3OIOHOM B MHIAYKIIMOHHOM Te-
panuu u3ydeHa HeJJOCTaTOYHO, TEM HEe MeHee, 0ObIUHO €€ Ha3HAYaloT B T€YCHUE 3 CyTOK
o 500 mr (ot 250 1o 1000 Mr/cyT), 0COOEHHO y MAIIMEHTOB C MPU3HAKAMH OBICTPO
MIPOTPECCUPYIOIIETO TIOMEPYIOHEPPUTA WM MPU HATUYUM TKEIBIX BHEMOUYEYHBIX
IIPOSIBIICHUH, TAKUX KaK MMOPaKEHUE LIECHTPAIbHON HEPBHOW CHCTEMBI WM JIETKHX.

[Tarimentam ¢ aktuBHbIM |1 wnm 1V xknaccom BH (¢ HanuuueM unu oTcyTCTBUEM
MeMOpaHO3HOT0 KOMITOHEHTa) MepBoHavaibHO HazHavatorcs ['K B coueranuu ¢ of-
HUM M3 CIEAYIONIUX NPenapaToB:

. AMOK nim

Il. Hu3kue no3e1 LD BHYTpUBEHHO WU

I1l. 6emumymad u 160 AMDK, mu60 Huzkue 1036l | BHYTPUBEHHO WUIH

AM®K u UKH npu He3HAUUTETbHOM HAapyIIEHUH (DYHKIMH MOYEK (Harmpumep,
pacueTHasi CKOpocTh kKi1yooukoBoit punbtparuu [pCKP] < 45 mu/mun Ha 1,73 M7).

BuyrpuBenHoe BBeneHue LD crnegyer MCIONb30BaTh B Kauye€CTBE HAYAIBHOMU
tepanuu aktuBHoro BH Il u IV knacca y manueHToB, KOTOpbIE MOTYT UCIBITHIBATD
TPYJHOCTH C COOJIIOJIEHUEM pexuMa ipruemMa BHyTph. LD MOKHO mpUHUMATh BHYTPb
WJIM BBOJWTH BHYTPHMBEHHO B CTAHJAPTHOMU J03€ (TaKKe M3BECTHOM Kak Moauduiiu-
poBanHasi cxema HauwmonansHoro mucruryta 3apaBooxpanenus (NIH) CILIA wumu
CXeMa BBICOKHMX JI03) WJIM HU3KOM 103¢ (M3BECTHOM Kak pexxkum Euro-Lupus). lo3u-
POBKa M MPOJOKUTEIHLHOCTh ATUX CXEM MPUBEIEHBI B Ta0. 2.

Cxema, ocHoBaHHasi Ha npumeHeHMM AMO®K, sBiseTCSs NPEANOYTUTEIHHOU
HavyabHOU Tepanueid mponudepatuBHoro BH nis manneHTOB ¢ BBHICOKUM PHUCKOM
Oecruioausi, KOTOPBIE MOTYYall paHee YMEPEHHbIE U BhICOKHUE 10361 [[D.

B ucnbrrannsax no MM® aiist HawanbpHOTO JieueHus iposmdeparnBaoro BH 1iene-
Bas JIO3UPOBKa cocTarisuia 2—3 1/cyT. Heckonbko uccienoBanuii mokasamm, 4ro MM®
UMeEET KPaTKOCPOUHYIO 3(PPEKTUBHOCTh, CPABHUMYIO C TIEPOPATBbHBIM UM BHYTPUBEH-
HbIM BBeZieHueM LD 11 nHayKIuK nojHo u yactuuHou pemuccun BH. MM® o6na-
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JAeT 3HAYUTEIBLHOU JKETyTOYHO-KUIIIEYHON TOKCUYHOCTBIO, 1 B YMEPEHHBIX U BBICOKUX
7103aX HEKOTOpbIE MAIlMEHThI MOTYT IJIOXO €ro MepeHOCUTh. B Takux ciyyasix onpas-
JaHO Ha3HaueHue MUKodeHoaoBoi kucinoTel (MDK), MOKphITON KUIIEYHOPACTBOPU-

Mo# 000J104K0#, B 103upoBKe 1440-2160 Mr BBUY €€ JIydIlIei IepeHOCUMOCTH.
Tabnuya 2

Pesxxumbl 103upoBanusi HUKJI0(PochaMuIa B COYETAHUM € TIIOKOKOPTHKOUIAMU
B HAYAJIbHOI Tepanuu aKTHBHOI0 BoJiuaHouHoro Hedppura I11/1V knacca

Buyrpuseititoe BHyTpuBeHHOE BBe/leHHE
BBeneHue [P IIpuem LH® BHYTPH

(0] Euro-Lupus

(cxema NIH) IO (cxema pus)

Huxnodochamma

B/B 0,5-1 /m°
€KEMECSIYHO B Te-
qeHue 6 MeCsIEB

B/B 110 500 mr Kaxxuple 2 He-
JIEJIA B TEUEHUE 3 MECSIIEB

Baytps 1,0-1,5 mr/kr/cyT
(makc. 150 mr/cyT) B Te-
yeHue 2—6 mecs1eB

Kommentapun Jannslie 1o 3¢- Jannbie no s¢dextuBHocTr | Janubie o 3¢ dexTuBHO-
(EeKTUBHOCTH Ka- | KacaroTcs, IIIaBHBIM 00pa- CTH KacaroTcsl MallUEHTOB
caroTcs MaleH- 30M, JIMI €BPONEHCKOro Pa3HbIX pac/3THOCOB
TOB pa3HbIX IIPOUCXOXKACHUSI, MEHBIIIE
pac/3THOCOB JTAaHHBIX 110 NalueHTaM ag-

po-KapuOCKoro, JJaTHHOAMe-
PHUKAHCKOI'0, MHIUMCKOIO U
a3MaTCKOI0 MPOMCXOMKAECHUS
[Ipumeuanue: B/B — BHYTpHBEHHO; Makc. — MakcuMyM; NIH — HanunonanbsHbIi HHCTUTYT

3noposbs, CIIIA.

Hauanpnas tepanus MKH (BokiocnopuH, TakpoJIMMYC WIN IUKIOCTIOPUH), MO-
KET OKa3aTbcs 0oJiee MPEANOUYTUTENIbHON Y NAlMeHTOB ¢ OTHOCUTENIbHO COXpPaHHOU
(GyHKLIMEH TOYeK U MPOTEeuHypUen He)pOTUUECKOTO YPOBHS, CBA3aHHOE, BO3ZMOXKHO,
C OOIIMPHBIM MOBPEKIECHUEM MOJIOIUTOB, & TAKXKE MPU HEMEPEHOCUMOCTU WM TPO-
tuBonokazanuu AMO®K wunu L{O [8].

NKH sBiIAOTCS MOIIHBIMA MMMYHOJENPECCAHTAMHM HM3-3a MX MHTHOUMPOBAHUS
akTuBauuu T-mMMQOIMTOB U BBHICBOOOXKIEHUSI UHTEpJeHKkUHA-2. OHU Takke MOJY-
JUPYIOT LUTOCKEIET IMOJOLUUTOB, YTO NMPUBOAUT K YMEHBIICHUIO IIPOTEUHYPUH IIPH
Pa3UYHBIX TJIOMEPYJISAPHBIX 3a0oseBaHusX. Takum oOpaszoM, ucnoiaszoBanne MKH
npu Jieuenun BH MoxeT npusectu k 60see 3pPeKTUBHOMY U OBICTPOMY yMEHbIIIE-
HUIO IPOTEUHYPHH.

[Ipu pernuauBupyromux odocrpenusix BH uiam BeiIcOKOM puCKe mporpeccupoBa-
HUS TIOYEYHOM HENOCTATOYHOCTH MOKHO PACCMOTPETh CXEMY TPOMHOU UMMYHOCY-
npeccun 6enmumymadom ¢ I'K u mu6o AMOK, nubo cumxennoi no3oit L.

B psane cutyanuii nmpyu HENEPEHOCUMOCTH WM BBICOKOW CTOMMOCTH CTaHIApT-
HOU Tepanuu I jgeueHus nponaudeparusHoro BH mMoryTt paccmaTtpuBartbes anbrep-
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HATUBHBIC BUJIBI TEpANHH, HAPUMEpP, a3aTHONPHUH WM JeQIyHOMHU] B COUYETAHHUH
c I'K, ogHako 3T0 nedyeHne MoxXeT 00s1aaTh MeHbIIEeH 3PEKTUBHOCTHIO (IIOBBILIEH-
Hasi 4acToTa 00OCTPEHUHN W/WIIM TOKCUYHOCTH JIEKAPCTB).

B cragum pa3paboTku HaxXoJATCS HOBbIE OHMOJIOTMYECKHE M HEOMOJOTMYECKHE
METO/bI JIeueHHs] akTUBHOTO BH. VYV manmeHTOB ¢ mepcUCTUpPYIOMIEN aKTUBHOCTBIO
3a00JIeBaHUsI WM HEaJCKBATHBIM OTBETOM Ha MEPBOHAYAIBHYIO CTAHAAPTHYIO Tepa-
MU0 MOKHO paccMaTpUBaTh MpuMeHeHne Putykcumaoa.

Hoanep:xxuBaromas tepanus Jwonyc-negpura Il u 1V kiacca

Ilocne 3aBepiieHUs MHAYKIMOHHOM TEPANMM IMALIMEHTOB CIEAYET NEPEBOAMTH
Ha nojauaepxuBaroiee ygedeHne AM®K. JlnutensHoe npuMenenue AM®K B cHU-
’KEHHBIX J103aX YMEHbIIAET pUcK peuuansa BH no cpaBHeHUIO ¢ a3aTHONIPUHOM WM
orcyrcTBUeM JyeueHuss. AM®K cpaBaumsl ¢ [P 1o 3¢ pexkTHBHOCTH CHUKEHUS pHC-
ka peuuauBa BH, ogHako uMerOoT MeHbIINN pucK MOOOYHBIX 3PdhekToB. OTMEYEHO
0oJiee HU3KOE 3HAYEHUE PHUCKA HEOIAronpHsITHBIX COOBITUM, CBA3AHHBIX C JUIUTENb-
HbIM JieueHrneM AM®K 110 cpaBHEHHIO ¢ OTCYTCTBUEM JIeUeHHS (pHC. 3).

CHuXeHue npeaHU30N0HA
Bo <5 mr/cyT
v v Y
n G OT1genbHble cnyyvam uam Mnoxas nepeHOCUMOCTb
He noka3aHa M®K WK a3aTMonpuHa
epBblit BbIGOp MOK 5
AM®K: : :
MM® 1-2 r/cyT unm 1 :;agnor}pu/n = MKH (takponumyc, yposeHb =4-6 Hr/mn;
& unu 2-2,0 Mr/Kr/cyT ~E0.
M®K 720-1440 mr/cyT LMKNOCNOPUH ypoBeHb = 50-100 Hr/mn)

U MusopubuH = 3-5 mr/kr/cyT
unu nepayHomug = 10-20 mr/cyT

Puc. 3. Pexomenayemas moJiiepkKuBaroliasi Tepamnus npu BoayaHouyHoM Hedpure kiacca | u IV:
NKH — unruburop xansiuHeBpuna; AM®K — ananoru Mukodenonooit kuciorsl; MM® —
Mukopenonara mopernn; MOK — mukodenonoas kuciaora

BpICOKOMHTEHCHBHAS KMMYHOCYIIpECCHUS I HadalbHOro Jieuenuss BH nmposo-
IUTCS B T€UECHHE 3—6 MECSEB B 3aBUCUMOCTH OT MpeajiaraeMoi cxeMbl. B koHIie
MHIYKIIMOHHOM Tepanuu Tobko 0kojio 10—40 % maiueHToB JOCTUTAIOT MOJHOTO OT-
BETA, ONPEAEIIIEMOTO KIMHUYECKUMHU Napamerpamu, U npuMepHo 20 % nocTuraror
MOJIHOM TUCTOJIOTUYECKON PEMUCCHUH, ONPEACIIEMON KaK HYJIEBOW MHIEKC aKTHUBHO-
CTH TIPH TIOJTyYEHUU PE3yJIbTaTOB MOBTOpHOU Hedpooduorncuu. Kpome toro, BH gacto
PELUMANBHUPYET, @ PEUUAUBBI MPEIPACTIOIATAIOT K JIOMOJHUTEIBHOMY IOBPEKICHUIO
MOYEK M TMPOTPECCUPOBAHMUIO TMOYEYHOUW HEJA0CTaTOYHOCTU. [loaTomMy HeoOXoaumo
MOCTOSHHOE JICUCHUE JISI KOHCOJIWJALMM TEPBOHAYAIBHBIX OTBETOB, a TAaKXKe
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npenoTBpalieHus: o0ocTpeHuil 3abosneBanus. [locie 3aBepiieHus Ha4aIbHOW Tepa-
MY Ha3HavyaeTcs nojaaep:kuparonias uMmyHocymnpeccuss AMOK.

AnprepHatnBoii AM®K sBisieTcsl a3aTHONPUH, B TOM YHUCJE Y JKCHILMH, IJia-
HUPYIOIUX OEPEMEHHOCTb.

IIpn mopnepxkusaroment tepanuu ['K cienyer cHW»xarh 10 MUHUMAIBHO BO3-
MO>KHOM J03bl, 32 MCKIIIOUEHUEM CIy4aeB, KOTJa OHH HEOOXOAMMBI MPH BHEMOYEY-
HBIX MposiBiIeHUsAX BomyaHku. [Ipexpamenue npuema ['K MoxkeT ObITh pacCMOTPEHO
MOCJIE TOrO, KaK y MallMEHTOB COXPAHSETCS MOJHBIA KIMHAUYECKUN NMOYEYHBI OTBET
B T€YeHHE > 12 mecsaues.

Jloza MM® nHa panHel noanepxkuBatoieid gaze cocrapiaser 750-1000 mr nBa
pasa B AeHb, a MOK — npumepno 540—720 mr aBa pa3a B I€Hb.

OO6mas mpoAOIKUTEILHOCTh HAYaIBbHON M KOMOMHUPOBAHHOW TMOMAIEP>KUBAIO-
el MMMyHocytpeccuu npu nposvdeparusHom BH nomkHa coctaBidTh HE MEHee
36 mecsueB.

[TanmenThl, NMOMyYaromuye TPOMHYI0 MMMYHOCYIIPECCHUBHYIO CXEMY, BKIIKOYAIO-
nyto 6enmumymad wim MKH B nomonHeHue K CTaHAApTHOM MMMYHOCYIIPECCHUBHOM
Tepanuu, MOTYT IPOJIOKaTh TPOMHYIO MMMYHOCYIIPECCUBHYIKO CXEMY B KAau€CTBE
nogaepxkuBaromnieit [9, 10]. Ecmu AM®K u asatnonpuH Helb3sk UCIOJB30BATh IS
MOACPKUBAIOIIECH Tepanuu, MOKHO pacCMOTPETh BO3MOXKHOCTh npuMeneHus: MKH,
MU30pHOnHa WK JedyHoMuaa (Tadi. 3).

Tabnuya 3
Cxembl noAiepKUBaIOLIeii HMMYHOCYIIPECCMBHOM TePaNnu Yy NALMEHTOB
€ BOJITYAHOYHBIM He(PPUTOM
Cxembl Huskmue no3el I'K n
TOAAEP- Beaumyma6 MKH
)KI/lBale- A3zaTtmo- U AMOK KH n (BOKJIOCTIO- Musopi-
meu AM®K THO- p¥H, TAKpO-
WIN a3a- AM®K OMH
HMMYHO- NpPHH JIMMYC WIH
THONIPHH
cynpeccuu HUKJIOCTIOPUH)
Kommen- | bonee npenno- Huszkas | Oddextun- | Dpdextus- | Takponmumyc | OmsIT npu-
Tapuu YTUTEJILHOE JIe- | CTOU- HOCTh HOCTh U IIUKJIOCIIO- | MEHEHHS
YyeHHe, OCHOBAH- | MOCTh, | M Oe3omac- u Oe3ormac- puvH O6e3omac- | B OCHOBHOM
Hoe Ha Ooraroil | 6e3oma- | HOCTb IpU- | HOCTh IIPHU- | HBI IIpH Oepe- | y ATTOHCKHUX
JI0Ka3aTeNbHOM CCH IIPU | MEHEHHS MEHEHUS MEHHOCTH; B | IAI[ICHTOB
0aze; HIKe yacTo- | Oepe- O6enumymaba | BOKJIOCTIO- OTHOILIEHUHU
Ta 00OCTPEHUH, | MEHHO- | OKa3aHa pHHA TIOKa- | IPUMEHEHHSI
YeM NpU MPpUMe- | CTH B HICCIIEIO- | 3aHA B HC- BOKJIOCTIOPH-
HEHHU a3aTHO- BaHUH CJIEJIOBaHUH | Ha MpH Oepe-
MIPUHA B Ka4€CTBE BLISS-LN AURORA 1 | menHoctn
MO PKUBAIO- u otkpeIThiX | 1 AURORA | naHHBIX Hel0-
el Tepanuu UCTIBITAHUSX | 2 CTaTOYHO
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Benenue manueHToB ¢ V KJaccoM BOJYaHOYHOI0 HedpuTa

Ha V mopdonoruueckuit knacc npuxoautcs 5—-10 % Bcex ciyyaeB BH. Jlannbie
M0 KIIMHUYECKOMY BEJIEHUIO OCHOBAaHbI Ha 04eHb HeOobIoM KonudecTBe PKU ¢ ma-
JBIMU pa3MepaMH BBIOOPKH, aHANIW3€ OOBEIMHEHHBIX JAaHHBIX M 00CEpBAIlHOHHBIX
uccinenoanuii. [Ipu gnurensaom Habmoaennn y 10-30 % mnamuenTos ¢ V kimaccom
BH u nedpoTtrueckoii mpoTenHypuei mporpeccUpyeT MovyeyHash HeIOCTATOYHOCTb.
[TockonbKy TsKenas MPOTEUHYPHUsE OOBIYHO HE MIPOXOAUT CIIOHTAHHO, KaK 3TO MOXKET
OTMEYaThCsl IPU MEPBUYHON MEMOpPaHO3HON HedpomaThu, a TsHKenas MPOTEUHYPHUs
YBEIMYMBAET YaCTOTy CEPACYHO-COCYIUCTHIX M TPOMOOTHYECKUX OCIOKHEHUH,
KJIMHAYECKH OIpPaBIAaHHBIM SIBISIETCS aKTHBHOE MMMYHOCYIIPECCHBHOE JICUCHHUE Ta-
ueHTOoB V Kjlacca ¢ MpoTeuHypueil HeppOTUUECKOTo YPOBHS (HEPPOTHUECKUM CHH-
apomMoM) ompasnano. llpemmaraempiii MOAXOA K BEIEHHUIO TMAIMEHTOB C YHUCTBHIM
V knaccom BH npencrasien Ha puc. 4.

V Knacc BH no aaHHbIM
Heppobuoncum

L

MpoTeuHypua < 1 r/cyt

v
HedpoTryeckui
CUHAPOM

4 Y

KoHTpONb ypoBHA NPOTEUHYPUM U NPOGUNAKTUKA UK NeyeHHe
OCNOXHEH WM (Hanp., TPOM603bl, AUCMNUAEMUA, OTEKM)

) 4

1. Bnokatopbl PAAC ¥ KOHTpO/Ib A,'a
2. MimmyHocynpeccuBHas Tepanua

9KCTPapeHanbHbix npusHakos CKB
3. [MAPOKCUXIOPOXUH

1. Bnoxatopbl PAAC 1 KOHTponb A}
2. KombuHMpoBaHHaA UMMYHOCynpeccusHan Tepanua MK 1 ogHum
u3 cpeacts (MOK, Lid, UKH, putykcumab, asamionpuH)
3. [MAPOKCUXNOPOXUH
Mpu HapacTaHUM NPOTEUHYPUM W PA3BUTUM OC/NOKHEHUI ¥
(Hanp., TpoM60308, AUCAMNUAEMUM, OTEKOB) NPUHATD
peLeHne 0 UMMYHOCYNPEeCCUBHOIM Tepanuu

Puc. 4. Benenne manueHToB ¢ V KJIaCCOM BOJTYaHOYHOTO HedpuTa

B nononnenue k o0IMIMM METOAAM CHUKEHUS COJIepKaHus Oelika B Moue, TAaKUM
KaK MHTHOUTOPBI PEHUH-aHTMOTEH3UMHOBOW CUCTEMBI U TIIATEIbHBIA KOHTPOJb apTe-
puanbHoro namieHuss, MM® sBiseTcsi CpeJCTBOM BbIOOpa JJIsl JICUCHUS MAI[UEHTOB
c ki1accoM V u mporeunypuen Hepporuueckoro ypoBHs [11]. B ciyuae ero Hesd-
(EeKTUBHOCTH 1JI MHAYKIMU CTOMKON peMHcCHM Tpejaraercs ucrnois3oBarh LD
B T€UCHHE < 6 MecsIEeB, HO TaKXe MOXHO MONpoOOBaTh IJIUTEIbHOE MPUMEHEHHE
WNKH unu putykcumaba, eciu MalueHT panee JuuteabHo nonydan LD wim He xouer
NPUHUMATD JIEKAPCTBO B CBSI3U C €ro Tokcudyeckumu s¢pdexramu [12]. YV nur ¢ co-
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XPAHAOIIEUCSA, HECMOTPSL HA JICYEHHE, NPOTEUHYPUEN CIEAYET PacCMOTPETh COOT-
BETCTBYIOILIE MEPHI MO NPO(PUIAKTUKE BEHOZHBIX TPOMOO30B.

3akiouenue

Bb16op JieueHus BO MHOIOM 3aBUCHT OT T'MCTOJIOTMUECKOIO Kijlacca Hedpura,
II0KA3aTeNIed aKTUBHOCTH BOCHAJMTENBHBIX IMPOSBICHUM M CTENEHU XPOHUYECKUX
HEOOpAaTUMBIX M3MEHEHUN B MOYEYHOM TKaHH, MPEXKAE BCEro B KIyOOUKaxX IMOYEK.
B neueHnn WCMONB3YIOTCS CPEACTBA MATOTCHETHYECKOW (MMMYHOCYIIPECCAHTHI),
aJ’bIOBAaHTHOM TEpAIlMU U CUMIITOMAaTHYECKUE JIEKAPCTBEHHBIE ITpenaparhl. B TaHHOM
0030pe 0003HaYEHbI JHILIb OCHOBHbIE MOMEHTHI Tepanuu BH. B HacTosmee Bpems
UIET aKTUBHOE H3yuyeHue 3(p(eKTUBHOCTH U Oe3omacHOCTH NpuMmeHeHus npu BH
0O0JIBIIOTO KOJMYECTBA, TaK HAa3bIBAEMBIX, CPEACTB OMOiOruueckod tepamuu. o
KOHIIa HE M3y4Y€Ha POJb B JICUEHUHU OOOCTPEHUI CEaHCOB IutazMadepe3a U BHYTpH-
BEHHOI'O BBEJEHUSI UMMYyHOI100yInHA. Bee 310, a Takke BO3MOKHOE UCIIOIb30BaHUE
HOBBIX CpeACTB «0a3ucHo» Tepanuu BH, HaM mpeAcTouT yTOYHUTH B OJrpKaiiiiem

Oyymiem.
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HU. A. lllonomuykan-I'yneeuu, H. B. Kanpanos, B. U. Kypuenxosa

BEPEMEHHOCTD U JIEYUEHUE BOCIHAJIMTEJBbHBIX 3ABOJIEBAHUI
KNIIEYHUKA: B3I'JIA1 TACTPOSHTEPOJIOI'A

B mnocnennee Bpemsi mpoOiema BOCHAIUTENBHBIX 3a00JIEBAHUN KHUILIEYHHKA
(B3K) npu GepeMeHHOCTH CTaHOBUTCS Bce OoJiee oOcyxkmaemoint. Kak u3zBectHo, 3Ta
MATOJIOTHS MPEUMYIIECTBEHHO MHIYCTPUAIBHO Pa3BUTBHIX CTPAH W, IJIAaBHBIM 0Opa-
30M, TOPOJICKOr0O HacesleHHs. boie3Hb MOXKET MPOSBUTHCS B JIFOOOW MEpUOJ JKU3HH,
OJIHAKO MUK 3a00JIeBaHUsl MPUXOJUTCS, KaK MPABUIIO, HA MOJIOJION PENpOyKTUBHBIN
BO3pacCT, KOI'/la CO3JAI0TCs CEMbHU U IUIAHUPYETCs pokaeHHe nered. Knuauyecknmu
U DKCIEPUMEHTAIbHBIMU HCCIIEIOBAHUAMHU ObLIO MoKa3zaHo, uto B3K mpu Oepemen-
HOCTH MOXET IPUBECTU K TSDKEJIBIM OCJIOKHEHHSIM TaKUM, KaK CaMOIIPOM3BOJIBHOE
MaTOJIOTMYECKOE NpEepbIBAHUE OEPEMEHHOCTH, MEPTBOPOXKJECHUE, HEBBIHAIIMBAHUE
OepeMEHHOCTH, AHOMAJIMU pa3BUTHUS MIoAa U apyrue. K coxanenuto, B 3TOT Mepruoa
HECMOTpSI 1a’K€ HA 3HAYUTEIbHBIM PUCK YXYIIIEHUS CBOETO COCTOSIHMS, OJHA YacTb
MAlMEHTOK MOKET MPEKPATUTh BCE BUBI TEPANKH, a IPYyrasi OTKa3aThCs OT BO3MOXK-
HOCTU CTaTh MaTephlO, a BEb OTKa3 OT MaTEpUHCTBA MOXET ObITh TSXKEJION ceMel-
HOM W JTUYHOU MpoOJIeMOM, KOTOpasi HEraTUBHO BJIMSET HA OOIee KauecTBO YKU3HU
B OyayIieM.

C npyroi cTOpoHbI, 3Ta MpobiieMa UMEET U COLUUAIIbHBIA aCMeKT, CBSI3aHHBIN
C TIOBBILLIEHUEM PACXOJIOB HA JIEYEHUE, B TOM YHCJIE U B CBSI3U C MOBTOPHBIMHU, a Ya-
CTO HEOJHOKPATHBIMU TOCMUTAIM3ALUIMH HE TOJIBKO BO BpeMs OEpeMEHHOCTH, HO
Y B TIOCJIEPOJIOBBIN neproj. B cBsI3u ¢ 3TUM OCHOBHBIMH 3a/layaMy IPH MOATOTOBKE
K OEpEMEHHOCTH SIBJISIFOTCS JOCTHKEHHE KaK MOXKHO JUIMTENILHOM peMuccuu 3abose-
BaHUs, KOHTPOJIb OOJIE3HM B TMEPUOJ 3auyaTHsi, a TaKK€ OTMEHA, 10 BO3MOXKHOCTH,
MaKCHMaJIbHOTO KOJMYECTBA JIKAPCTBEHHBIX CPEACTB JI0 3auaTusi, 00JIaJatonux Te-
pPaTOreHHBIM U YMOPHUOTOKCUYECKUM JCHCTBHEM, YUUTHIBAS UX KyMYJISTUBHBIA 3 (-
(GEeKT 1 AIUTEIbHBIN epro]l noayBbIBeAeHUs. [10ATOMY aKylep-ruHEKOJIOT T0KEH
COTJIaCOBBIBaTh CBOM JIEUCTBHS C BPauOM-TaCTPOIHTEPOJIOIOM, HAUYWHAsI OT Mperpa-
BUJIAPHOM MOJATOTOBKU U 3aKaHYMBas MEPUOJIOM JIAKTAIUH.

[Ipuunnoii penponykTuBHbIX Heyaau npu B3K moxeT ObITh U TO, YTO HEPEIKO

’KEHILMHBI, 3Hast O CBOEW OEpEeMEHHOCTH, MPEKPALIAlOT MPUeM HEKOTOPBIX MPOTHBO-
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BOCTIAJIUTEIIHHBIX TIPEMIAPaTOB, YTO MPUBOIUT K YXYAIIEHUIO CHUMIITOMOB 3a00JI€BaHUIA
U UX nporpeccuu Ha (poHe recraruu. Beap U3BECTHO, YTO OOJBIIMHCTBO JIEKAPCTBEH-
HBIX CPEJICTB MPOTHUBOIOKA3aHO B MEPUOJI OEPEeMEHHOCTH H3-3a UX TEPATOre€HHOTO
JNEUCTBUS Ha IUIOJM, a TAKKE M3-3a OTCYTCTBUS UCCIIEIOBAHUI Y 3TOM KaTErOpUHU Ia-
uueHToB. [1lo3ToMy rapanTupoBarh 0€30MACHOCTD Mpenapara B 3TOT NEPHUO] BechMa
TPYAHO U JAXE €CIIH UMEIOTCS IKCIEPUMEHTAIIBHBIE PE3YJIbTATHI UCCIEIOBAHUM, TO
OHM, KaK MPaBUJIO, MPOBEJICHBI HA IKCIEPUMEHTAIBHBIX )KUBOTHBIX U HE BCETJa MO-
T'YT ObITh IPUMEHHUMBI K JIFOJISIM.

Lenpro Hamiel paboOTHI OBLI aHAIM3 HAYYHOM METUIIMHCKOW JTUTEPATYPhl U aK-
TyaJIbHBIX MAaTE€pUAJIOB HAYyYHO-UCCIEA0BATEIBCKUX PaldOT, MOCBSIIEHHBIX COBpE-
MEHHBIM TIPEACTABJICHUSIM O IUJIAHUPOBAHUU M BEJICHUU OEPEMEHHOCTH Y JKEHIIMH
¢ B3K, BiusiHUIO JIEKaPCTBEHHOW TE€panuu Ha HOBOPOKJICHHOTO B MEPHO]I JaKTallWH,
a TaKXXe CBEJACHUM O BIMSHUU MPOTUBOBOCHAIMUTENBHON Tepanuu Ha My)4uH ¢ B3K,
TUIAHUPYIOIIUX CTaTh OTLAMM.

B3K — 3T0 naTosiorus KMIlleYHHUKA, BKIIIOYArOas B ce0sl 3 pa3auyHbIX MOATH-
na 3abosieBaHuii, Takux kak 6osxe3nb Kpona (bK), s3pennsiii konut (1K) u Heomnpe-
JICJICHHBIA KOJIUT, CXOKHUX MEXy COOOH IO maroreHe3y, MOp(oOJIOTUYECKUM U3Me-
HEHUSM, Py KIMHUYECKHUX MPOSBICHUN U OAX0JaM K JICUEHHUIO.

Kaxk uzBectHo, SK u BK paznuuaroTcs Mexay co0ol Jiokanu3alueil naToJioru-
YECKOTr0 MOPaXEHUs U TUCTOMATOJIOTHEN 3a00JIeBaHUs B TOpaXXKeHHOM yuacTke. Tak,
nipu K, B niepByro odyepeap, mopaxxaercst TOJCTas U NpsiMasi KUIIKA C BOBJICYCHUEM
MOJCIN3UCTON U CIU3UCTON oOosouek, a npu BK mpoucxoauT nopaxkenue 000
00JIaCTh MUILIEBAPUTEIHLHON TPYOKH (4aCcTO HE 3aTparvBasi MPSMYIO KUIIKY) C TpaHC-
MypaJIbHbIM BOCIHAJEHUEM B CTEHKE KHUIIKWA. [Ipy BO3HMKHOBEHUU TPYIHOCTEH
B mudPepeHnnanbHOi AMArHOCTUKE U HATUYHUIO TIEPEKPEIIMBAIOIIUXCS YEPT MEKIY
bK u AK, ncnonb3yercs TepMUH «HEOTIPEAECIICHHBIN KOJIUT.

YcTaHOBIEHO, UTO BO BpeMsi OEPEMEHHOCTH MPOUCXOAUT MHOKECTBO (PU3MOIIO-
THYECKUX M3MEHEHUW B opraHuzMme Oyayllied Marepu, KOTOpble HEOOXOAUMBI st
MMIUTAaHTAIlUUu U pocTta mioga. Hambosiee UHTEHCUBHBIC TpaHC(OpMAIUU MPOUCXO-
JAT, KaK IPAaBWIO, B SHIOKPUHHOW U IMMYHHOM cucTeMax. Panee cunranock, 4To BO
BpeMs O€pEMEHHOCTH TOBBINIACTCS UMMYHHAsI TOJEPAHTHOCTh MAaTepU M BO3HUKAET
TaK Ha3bIBAEMBIN «IEPUOJI MHUMOTO Oyiarononyuuns». OqHaKO HAYYHBIMH UCCIIEI0-
BaHMSIMU TOCTIECAHUX JIET OBLIO YCTAaHOBJICHO, YTO B TIEPBOM TPUMECTPE OEpeMeHHO-
CTH JJOMUHHUPYIOT ITpOBOCHIaIuTe bHbIe T-Xemmnepsl neporo tuma (Thl), a Hezagonro
710 POJIOB MpeodiiagaeT ToJeporeHHblid oTBeT T-xenmnepos BToporo tuna (Th2). Ipu-
4eM BO BpeMsi OEpEMEHHOCTH MPOUCXOAUT YIYUIlIeHHEe UMEHHO TeX O0JIe3HEeH, KOTo-
peie Bei3BaHbl Thl. BK, kak u3BecTHO, BIseTCS 3a00JIEBaHUEM, ACCOIMHUPOBAHHBIM
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c Th1/Thl7, rorma xak mist SIK Gonee xapakrepno Th2/Thl7. DT0, BO3MOXHO, 00B-
SCHSIET pa3HOE TEYEHHUE ITHUX JABYX 3a00J€BaHUs BO BpeMsi OepeMeHHOCTH [2].

Henarnee nccnenoBanue, cpapauBaroiiee oepemennbix ¢ B3K u 6e3 B3K, moka-
3aJ10, 4TO mpoBocnanurtenbHbie nuTokudsl MJI-6, M-8, NJI-12, NJI-17 u ®HO-a
3HAYUTEIBHO CHIKAJIMCH MOCJE 3a4aTusi, a BO BpeMsl caMOi OEpeMEHHOCTH YPOBHHU
3TUX CHIBOPOTOYHBIX LHUTOKMHOB y manueHTok ¢ B3K ocraBanuck OTHOCHTEIBHO
CTaOMJIBLHBIMU Ha NPOTsKeHUH 40 Henenb rectanuu [2].

®epruabHocTb. Hapymienue xenckoit gpeprunbHoct npu B3K, To ecth cmo-
COOHOCTH 0JaronoJiydHo 3a4yaTh, BHIHOCHUTH W POJUTH 3[I0POBOTO MaJIbIIlIa, paHee
MHOT'OKPaTHO OTMEYalIOCh B MEAUIIMHCKOMN auTepaType. OQHAKO B HACTOSAILIEE BpEMS
YCTAaHOBJIEHO, YTO MPH YCHENTHOM KOHTPOJIE HaJ| MAaTOJIOTUEN KUILIEYHHUKA HET SIBHBIX
MIPUYHH, 110 KOTOPBIM JKEHILMHA HE CMOXeET 3abepeMeHeTh. Tak, mo maHHbIM EBpo-
neiickorl opranm3zanmu no m3ydenuto European Crohn’s and Colitis Organisation,
ECCO 6one3nu Kpona u si3BenHoro xonuta (), pepTunbHOCTS, y KeHmmH ¢ B3K ta-
Kasl )K€, KaK ¥ y 3J0pPOBbIX JIMIIb B TOM CJIy4ae, €CJIM NallMEeHTKA paHee He MOoJIBepra-
J1aCh XUPYPrUYECKUM BMEIIATEIHCTBAM, TAKUM KaK MPOKTOKOIIKTOMHUS U (HOPMHUPO-
BaHKE TOB3/I0IIHO-aHATBHOTO aHacToMo3a [1, 2].

[TprunHOM HU3KOIO PENPOTyKTUBHOIO NoTeHnuana oepeMeHHbIx ¢ B3K moxer
OBITh M TICUXO3MOILIMOHAJIbHAS] TPEBOKHOCTD, CHMXKEHUE TIOJIOBOTO BIICUEHUSI, ONTACEHHMS
[0 TTOBOJIy CBOEW CIOCOOHOCTU 3a00THUTHCS O AETSIX, BO3MOXKHOE HEraTMBHOE/Tepa-
TOr€HHOE BIJIMSHHME CaMoro 3a0oJjieBaHUs Ha Oyayliee MOTOMCTBO WJIM K€ BO3IEH-
CTBHUE JIEKAPCTBEHHBIX CPENICTB, UCIIOJIb3YEMbIX AJII KOHTPOJIS 3a00JI€BaHus, a TAKKE
BO3MO>XKHOCTh HAcCJIEJOBaHMs MATOJOTUU KUILIEYHHKA. TeM He MeHee, ypOBeHb Oec-
mwionus npu B3K, coriacHo monmynsiMOHHBIM HUCCIEAOBaHUSAM, COCTaBIseT OT 5 %
10 14 %, 9T0 COOTBETCTBYET YacToTe Oecruionus B oomieit momynsuun 30—42 % [1].

st ymensiienus: pucka peuuauBoB B3K kak Bo Bpemsi OEpeMEHHOCTH, Tak
U B [IOCJIEPO/IOBOM TEPUOJ, a TaKXKe€ POXKIECHUA peOeHKa C HU3KOM Maccoill Terna
HEO0OXOJAMMO JOCTUIaTh JOJITOCPOYHOM PEMUCCUU 3a00JIEBaHUI B T€UEHHUE, KaK MU-
HUMYM, TPEX-IIECTU MECSIEB /10 3a4aThsl, a TakkKe COOJI0/IaTh PEeKUM NpHUema Jje-
KapCTBEHHBIX CPEJICTB M OTKa3aThCsl OT KypeHus [1]. Takxke ycTaHOBIEHO, YTO cama
OepeMEeHHOCTh HE MPUBOJIUT K YBEIUYEHHUIO 4acTOThl penuanBoB B3K, Ho, k coxa-
nenuto, npumepHo y 30—40 % manueHToB MaToNOTHs KUMIEYHUKA MPOTEKAET TSHKEIO
¥ C MHOTOYHCIICHHBIMU YacThIMU 000CTpeHusM [1].

I'enernuecknii puck B3K. HemanoBaxkHoe 3HaueHME NMPUAAETCS M BOMPOCAM,
KacarolIMMCsl HaCJeICTBEHHOW nepeaadn OyayieMy peOeHKY MaToJI0Truu KUIIEYHH-
ka. Tak, cornmacHo coBpeMeHHbIM npenactasieHusM, B3K cuurtatorcst MHOrodakrop-
HBIMU 3a00JIEBAHUSAMHU C TE€HETUUYECKOW IMPEpacioIokKeHHOCThIO, KOTOpas peaiun3y-
€TCS HEM3BECTHBIMH Ha CErOJHSAIUHUN JEHb MOBpEXJIAIMMH areHTamu. Ha pounb
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TaKUX areHTOB MOTYT MPETEHI0BAaTh ayTOAHTUTEHBI, a TaKKe OakTepuaIbHbIe aHTHU-
reHbl U UX TOKCHHBI. I'eHeTnueckas npupoaa B3K moareepkmaercs U BBICOKOU ce-
MEWHON 4acTOTOM ¢ 0ojiee BHICOKOHN 3a00JI€Ba€MOCThIO Cpeau OJIM3HEIOB. Y CTaHOB-
JIEHO, €CII Y OJIHOTO U3 poJuTeNel ecTh Kakas-muoo ¢popma B3K, To y ero pedenka
PHUCK pa3BUTHsI 0OJIE3HU B TEUEHHUE KU3HU OyAeT B 2—13 pa3 BbIlIe, a SIMIUPUIECCKH
HACJIEJICTBEHHBI PUCK OLIEHMBAETCS NpUMEpHO, Kak 5 % npu BK u 1,6 % npu K.
Opnnaxo ecnu o6a pogutens 6onetotr B3K, To 3TOT pHuCK 111 UX TOTOMCTBA yBEIUYH-
BaeTcst nmpuMepHo 10 33-36 % [1].

Ocaoxnenusi B3K Bo Bpemsi 6epemennoctu. Bo BpeMst OepeMeHHOCTH y Ta-
mueHTok ¢ B3K oTmeuaroT moBbllIeHHE YacTOTHl BEHO3HOI'O TPOMOO03a, MAaTOYHOIO
KpoBoTeueHusl, Aepuuut mMaccel Tena. [Ipuuem puck tpombo3za y xenmuH ¢ K yse-
JUYEH No4uTH B 4 pasa, B TO Bpems kak npu bK comoctaBuM ¢ nanmeHTaMu B 001Iei
MOMYJISIKUU, @ JOPOJAOBOE KPOBOTEUYEHHE Yallle PErMCTPUpOBAIN Y KeHIIMH ¢ BK.
[TpubnusutensHo y 2 % OonbHbIX ¢ BK u SK pa3Bunace orcnoiika miamneHTsl. Y na-
uueHToB ¢ bK wamnie HaOmrogany BBIKMIBIINIM, HU3KUI BeC peOEHKa MpU POXKIACHUH
Y BBICOKHMI PHUCK MPEXKIEBPEMEHHBIX poaoB [1].

JlaHHBIE HEKOTOPBIX HCCJIENOBAaHUI IOKa3ajid, 4TO BO BpeMsl OEpeMEHHOCTH
xkeHumHbl ¢ B3K cTrpagany oT HyTpUTHBHONW HEJOCTATOYHOCTH, B IIEPBYIO OYEPEND,
M3-3a CHUOKEHMS alleTUTa W/Wu HaJIU4Ks B aHAMHE3€ MHOKECTBA OIepalui Ha TOH-
KOW KHUIIKE, HEraTUBHO CKA3bIBAIOLMX HA BCAChIBAHWE HEKOTOPBIX MUTATEIbHBIX Be-
miecTB [1]. IlpuueM aeduuuT NUTATENBHBIX BEUIECTB MOIJa YCYTYOUTh M 3HTEpOMNa-
tusi ¢ morepeit Oenka. Cormacao S. W. Ng et al., xeHmmHam ¢ nepuaHaIbHOM
dbopmoii 3a0osieBaHMs CIENYET CAeNaTh BHIOOP B MOJB3Yy KecapeBa CEUYEHUs, B TO
BpeMs Kak KEHIIMHAM 0e3 NepHaHaIbHOTO MOPaXKEHUSI MOKHO O€301acHO BBHIOMPATH
HOpMaJIbHbIE BarMHAJIbHbBIE POBI [3].

OTaenbHO XO4YeTCsl OTMETHUTh, YTO Y HOBOPOXIAECHHBIX, MaT€pu KOTOPBIX CTpa-
nanu B3K, puck BpoKIeHHBIX aHOMAJIMK ObLII HEBBICOK MO CPABHEHUIO C 00IIEH mo-
nynsauen [1].

Auarnocruxka B3K Bo Bpems 0epemenHocTH. HekoTopble 3aTpyJHEHUS MOKET
BbI3BaTh MHTEpIpeTarus aktuBHocTd B3K npu 6epemennoctu. Tak, B 3TOT mepuo,
O0COOEHHO K KOHILy NEpBOTO TPUMECTPA, B OPTaHMU3ME >KEHIIMHBI BO3HUKAET (Hr3Ho-
JIoTM4ecKasi TeMOJMIIIOLMS, B PE3YJIbTATE YEro MOYKET CHUKAThCSI YPOBEHB CHIBOPO-
TOYHOTO albOyMHUHA, a M3-3a MOBBIIICHUS YPOBHS (PUOPHUHOTEHA, KOHIICHTPAITUS KOTO-
pOro MOKET ObITh YBEIMUYEHA B 2—3 paza OT HOPMbI, MOXKET YBEIMUUTHCS U CKOPOCTh
OCEJIaHUs IPUTPOLUTOB. bepeMEeHHOCTh Tak)Ke MOXET MOBJIMATh U HA HEMAJIOBaXK-
HBI cepojiornyeckuii Mmapkep BocnaieHusi — C-peakTUBHBIA OENOK, OTpaKarolIHii
CTENEHb AKTUBHOCTH IMATOJIOTMYECKOro mpouecca. [IpoTMBopedyuBBbIE pe3yJIbTaThI
ObLIM TIOJTy4eHBI U Tipu olleHKe Mapkepa B3K — dekanpHOr0 KampnpoTekTrHa [1].
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Bo Bpemst 6epeMeHHOCTH MOTYT BO3HUKHYThH MPOOJIEMBI U MPU MCTHOIb30BAHUH
metonoB Buzyanuzauuu KKT. Tak, nHanbOonee 6e30mMacHbIMU B 3TOT MEPUOJ CUHUTA-
I0TCS YIBTPa3BYKOBOE MCCIIEIOBAHNE U MarHUTHO-pe30HaHCcHast Tomorpadust (MPT).
[Ipuyem npuMeHEeHUE yIIbTpa3ByKa MO3BOJISET U30€KaTh paIUallMOHHOTO O0TyYeHHUs
J10/1a, KOTOPOE BO3HUKAET TPU HCIOJIB30BAHUHM KOMITBIOTEpHON Tomorpaduu [1].
Jliis Goree 1eTaabHOrO OCMOTpPA MAaTOJIOTHYECKOTO MPOIecca BO3MOXKHO MIPUMEHEHHE
u MPT 6e3 kontpacra [3]. PeHTreHOBCKOE M3IIy4eHHE NPOTUBOIIOKA3aHO HA MPOTS-
KEHHH Bcel O6epemeHHOCTH. KOJIIOHOCKOMUIO CleayeT paccMaTpuBaTh JUIIb B TOM
cilydae, KOTJia HaOJIIOJal0TCs OMACHbIE IS JKU3HU OyIylier MaTepu KPOBOTEYEHHUS
n3 HuxHUX oTAenoB JKKT unu B Tom ciydae, Koraa XUpypruueckoe BMEIIaTelIbCTBO
CILy’KUT €IMHCTBEHHBIM METOJIOM JICUEHUSI.

be3onacHblM MHCTpYMEHTaIbHBIM MeToA0M HcciieqoBanus B3K npu Oepemen-
HOCTH SIBJISIETCSI U PEKTOPOMAHOCKOIIMSA, KOTOpas B JAaHHOM CIy4ae MOKET OBITh
MpoLEeypOi BEIOOpA.

Jleuenne B3K npm Oepemennoctu. Bosmoxnoctu ¢papmakorepanuu B3K
y OepeMeHHbIX JocTaTouHo mupoku. Tpaaurumonno npu K m BK Ha HavanmbHbIX
JTanax MCHOJIb3YETCA MOCTEIEHHOE, MMOATAITHOE WIKA CTYIIEHYaTOE€ Ha3HAYCHUE BHa-
Yaje OTHOCUTEIBHO MSTKUX IMPENapaToB, TAKUX KaK aMUHOCAIMIWIATHL U CTEPOU/IBI,
a MpU HEJOCTATOYHOCTU WJIM OTCYTCTBHUSI X JEHCTBUA TEpaIMIO IPOBOJAT Oolee
arpecCUBHBIMU JIEKAPCTBEHHBIMU CPEICTBAMU, TAKUMU KaK HMMMYHOMOIYJISITOPBI
1 OnoJsiornyeckasi Tepanusi. Bmecte ¢ TeM, KIMHUYECKHUE HCCIIEOBAaHUS MOCIEIHUX
JIET MOKa3aju, YTO arpecCHUBHAas MEAMKAMEHTO3Has Tepamus, Hadaras Ha paHHUX
CTaAusIX, TOMOTAaeT OCTaHOBUTH Tporpeccupyromuii xapaktep B3K, ocobenno mnpu
BbK, u mpuBectu k Tak HazpiBaeMoMy 3 dexTy «monuduimpyromeMy TeueHue 3a0o-
neBanus» [1]. [lox «momubukaiuei TeueHus 3a007ICBaHNsD MOHUMAIOT 3aMe/ICHUEC
WM crabmmmsaiuio nporpeccupoBanus B3K, urto mpuBoauT K 100pOKaueCTBEHHON
KJIIMHUYECKOW JUHAMHUKE, YacTO YCTpaHss HEOOXOAMMOCTh B MHOKECTBEHHBIX WIIH
CJIOKHBIX OIEpanusix U, YTO BaXKHO, CHMKAsl OOLIMM MOXU3HEHHBIM PUCK KOJOPEK-
TaJbHBIX 3JI0KAYE€CTBEHHBIX HOBOOOPA30BAHMIA.

[Ipn ucnosib30BaHUM B MPOTUBOBOCHAIUTEIBHON TEPANMH TOIO WJIM MHOTO Jie-
KapCTBEHHOTO CPEICTBa HEOOXOIMMO YUUTHIBATh, IPEXKIE BCEro, 0€30MacHOCTh Mpe-
napata. B 3Toli CBSI3M ynpaBiieHHE 110 CAHUTAPHOMY Ha/J30py 33 Ka4€CTBOM MUIIEBBIX
npoayktoB u meaukamentoB FDA (Food and Drug Administration) 8 CILIA ycTano-
BUJIO MATh OTJIMYUTENIbHBIX KaTeropuil /uisi 0003HAYEHUsI CIIOCOOHOCTH JIEKApPCTBEH-
HOTO CpEJCTBA BbI3bIBATH BPOXKJICHHBIE Ne(EKTHI MI0Aa IPU UCIOJIb30BAaHUU BO Bpe-
Ms OEpEMEHHOCTH M OTpa)XarollluX Kak Oe30MacHOCTb, TaK M COOTHOILEHHUS pUCKa
Y TI0JIB3bI B 3TOT NEPUOJ. BBIAEISAIOT claenytone KaTeropun: A — OTCYTCTBUE PHUCKa;
B («besty — nmyumme) — Het moka3atenbeTB pucka; C («cautiony — oCcTOpoKHO) —
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puck He uckioueH; D («dangerous» — omacHbI) — pHCK J0Ka3aH; X — HCIOJIb30-
BaHUE 3ampelieHo [4].

AMHHOCAIMIMJIATHI WM MpenapaTsl S-aMUHOCATUIUIOBON KUchoThl (5-ACK)
UCIOJIb3YIOTCS, KaK MPaBWJIO, B JICYCHUH JIETKUX U cpeaHeTsnkenbix Gopm B3K mms
MHIYKIUW PEMHCCUM M KaK NOJJIEp>KHBAIollas IMPOTUBOPEUUIUBHAA Tepamnusl.
B HacTosiiee BpeMsi CyIIECTBYET HECKOJBKO PAa3IMYHBIX JIEKAPCTBEHHBIX (HOpM
5-ACK, nmeronmx pa3Hble YpOBHHM pHcka. Tak, BO Bpemsi OepeMeHHOCTH Hanbolee
0€30MacHbIMH CUYMTAIOTCS HU3KHE J03bl Mecaja3WHa M cyhb(dacangazuHa, KOTOPHIC
HE TpeBbILAOT 3 TpaMM B cyTku [5]. ¥V cynbdacanasuna, Hanmpumep, €CTh Cyllie-
CTBEHHOE MOOOYHOE ACHCTBUE, pa3BUTHE KOTOPOTO CBSI3aHO C CYyJb(paHUIaMUIHON
4acThi0. DTO CIIOCOOHOCTH IpenapaTa NPOHUKATh Yepe3 IJIALEHTY, HapylllaTh CUHTE3
U BcacbIBaHUE (DONMEBOUM KUCIIOTHI, C PA3BUTHEM B JajbHEHIIEM J1e(DEKTOB HEPBHOU
TpYOKH I10/1a. DT ONaceHusl ObUIM CHATHI HECKOJIBKMMHU HAayYHBIMU pabOTamu, IO-
Ka3aBIIMMU 0€30MacHOCTh Cyib(pacaiazvHa MpU OJHOBPEMEHHOM Ipueme ¢ (omue-
BoU kuciotoi. [Ipuyem no3a ee nomxHa OBITH YBEJIUUYEHA IO 5 MT B CYTKHU 3a 3 Me-
cslla 10 3a4aTHsl U C HOCIEIYIOUIUM IPUEMOM B 3TOM K€ JTO3MPOBKE B TEUCHHE
nepBbIX 12 Hexenb OEpEMEHHOCTH MO CPAaBHEHUIO ¢ OEpEMEHHBIMU KEHIIMHAMU 0€3
B3K, kotopeiM Tpebyetcs ot 0,4 10 1 Mr (omeBoii KUCIOTHI B IeHb [5—7].

Taxxe He cinexyer 3a0biBaTh, yTo ans Tepanuu B3K npenapater 5-ACK no-
CTYNHbl B BUJI€ KIU3M, MEHbl U cBeuel. [Ipuuem s3tum opmam sekapCTBEHHBIX
CPEICTB CIIEyeT OT/IaBaTh NPEANOYTEHHE OEPEeMEHHBIM >KEHIIMHAM C MpeuMylie-
CTBEHHBIM MOpPAXXEHUEM MPSMOM U JIEBOM YaCTH TOJCTOW KHILIKH, MOCKOJbKY UX Te-
paneBTHYECKOE BO3JECHCTBHE HA CIM3HCTYI0 OOOJIOUKY KHUIIEYHUKAa MaKCUMAaJbHO,
a CHUCTEMHBbIC MOO0YHBIC (P PEKTHI BhIPaKEHbI HE3HAYUTENBHO [5, 6].

B nuteparype nMeroTcs cBeIeHUsI TOM, UTO BO BpeMs JIaKTalluu cyJb(dacaiazuH
MOXET MPUCYTCTBOBATh B IPYJTHOM MOJIOKE B KoirdecTBe 10 50 % OT KOHIEHTpALUH
B IUIa3ME KPOBH, B TO BpeMs Kak Mecanazud jauib 10 30 % [5]. [loaTtomy martepsim
C HEJIOHOIIEHHBIMU JAEThbMU WJIM C IE€TbMHU A0 | Mecdla cieayer peKoMeHA0BaTh U3-
Oerath mpueMa cyibdacanasuHa.

TokcuuHOCTH Cynb(acaia3iHa MOXKET MPOSBUTHCA U B BUJIE OCCIUIOAMS Y MYXK-
YUH IIyTEM BO3ACICTBUS Ipernapara Ha cuepmy. VccnenoBanus nokasaiu, 4To jede-
HUE cyib(acalla3uHOM JEeUCTBUTEIBHO CHIKAJIO KayeCTBO CIEPMBI, OJHAKO 3TOT
s dexT obpaTtuM mpu npekparieHn nprema npenapara [1, 3]. [Toatomy MmyxunHam,
ctpanaomum B3K, 3a 3—4 mecsiua no 3avyatus cineayeT peKOMEHAO0BaTh ajlbTepHa-
TUBHBIN MEAUKaAMEHT [3].

I'moxoxopTukocrepouabl (I'KC) MoryT npumeHsTHCS BO BpeMsi OEpeMEHHOCTH
MIPY HaJWYUU MOKA3aHU, a TaKXKe B cllydae, KOrja Mojib3a JJisi MaTepu MPEBBIIIAET
pucku st moaa. [puuem I'KC moxHO 6€30macHO UCOIb30BaTh B JII000M CUTYallUu:
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BO BpeMs 3auaTusi, 06peMEHHOCTH U KOPpMIIEHUS TPyIbi0. OJTHAKO KOPTHUKOCTEPOUIbI
CJIEIyeT UCIOJIb30BaTh B MUHUMAJILHO BO3MOKHBIX J03aX JJisi KOHTPOJIsl 3a00JieBa-
HUS1, TOCKOJIbKY 00Jiee BBICOKHE JIO3bI CBSI3aHBI C BO3MOXKHBIMU HEOJIArONpUsTHHIMU
UCXO0JaMU OEepeMEHHOCTH (HampuMep, MPEKIEBPEMEHHbBIN pa3phiB TUIOJHBIX 000J10-
YeK), & TAKKE€ C NOBBIIIEHHBIM PUCKOM THIEPTOHWU M T€CTALIMOHHOTO CaxapHOro
nuadera.

Bmecte ¢ Tem, B auTeparype ONMMCaHbl AMU30bl CYNPECCUU aJPEHAJIOBOU CHU-
CTEMBI Y HOBOPOXAEHHBIX, Marepu KoTopbiXx npuHuMain I'KC [8]. B stom cimyuae
IPEUMYIIECTBOM 00JIaJJal0T TOMUYECKHE KOPTUKOCTEPOU/IbI, HApUMEp, OYJIECOHUI,
3¢ (PEeKTUBHOCT, M 0€30MaCHOCTh KOTOPOro OblIa MOATBEPKACHA B HCCIEAOBAHHUU
oepemennbix ¢ bK B CIIIA [9].

I'KC B HE3HAYUTEIBHOM KOJUYECTBE CIIOCOOHBI MOMAaJaTh B TPYJAHOE MOJOKO,
HO KJIMHUYECKUW PUCK JJISI HOBOPOKJICHHOTO MPU 3TOM OCTaETCsl OY€Hb HU3KUM [1].
C 1enbr0 MUHUMH3AMU KOJIMYECTBA Mpenapara B MAaTEPUHCKOM MOJIOKE OOBIYHO pe-
KOMEHAYETCSI KOPMUTh TPYbI0 peOeHKa TOJBKO uepe3 4 Jaca mnocie nmpueMa KOpTH-
kocteporsoB [2]. OmHAKO 0 CHX MOP OTCYTCTBYIOT PEKOMEHIAIMH OTHOCHTEIBHO
JUTUTEIBHOCTH TPYAHOTO BCKapMiuBaHus [3].

Tuonypunbl sBIsITOTCA npenapatamu pesepBa npu B3K u ucnonssyrores
B CIy4asix CTEPOUJOPE3UCTEHTHOCTH U CTEPOMI03aBUCUMOCTH. BriepBple HauMWHATH
tepanuto B3K ¢ THomypuHOB y Oynymieil MmaTtepu He PEKOMEHIyeTCsl M3-3a PHCKa
pa3BUTHS MaHKpeaTUTa, JIEMKONEHUH, a TakKe M3-3a JJIUTEIbHOCTU HACTYIUICHHS
MPOTUBOBOCTIAIUTEIBHOTO 3P eKTa 3TuX npenaparos [1].

Nudopmarus 06 3¢HeKTUBHOCTH THOMYPUHOB BO BpeMsi OEPEMEHHOCTH U JIaK-
Taluu BechbMa BapualOenbHa. B HEKOTOPBIX HayuHBIX paboTax MPOJAEMOHCTPUPOBAHO
0 HM3KOM PHCKE BO BpeMsl OEpEMEHHOCTH U IPYAHOI0 BCKapMJIMBAaHUs a3aTHONPUHA,
YUUTBIBas, YTO MEUYEHb IUIOJA HE JKCIpeccUupyeT MHO3MHAT nupodocopunazy —
(epMeHT, npeBpalalolii a3aTHONPUH B €r0 aKTUBHbIE METa0OIMUTHI, 3aluiias oy-
nyiero pedeHnka oT kauHudeckux dpdexron npenapata [10]. Takke He ObLIO 3aperu-
CTPUPOBAHO MOBBIILIEHHOTO PUCKA HEIOHOIIEHHOCTH, BPOXKJACHHBIX IIOPOKOB Pa3BUTHS
WIM JIETCKOM HEOIUIa3UH MPU KCCIEIOBAHUU KEHIUMH, MOJYYaOIUX THOIYPHUHBI 110
MoBO/Iy 3a00JI€eBaHUM MTOYEK U coeanHnTeNbHON Tkanu [10]. He mpoaemoHcTprpoBat
MOBBIIIEHHBIA PUCK BPOXKJICHHBIX MOPOKOB Pa3BUTHUA IUIOJA U METaaHAIU3 JIEBSATU
uccienoBannii marnueHTok ¢ B3K, momy4yaBumx THOMMYpHHBI BO BpeMs O€pEMEHHOCTH
[0 CPAaBHEHMIO C KOHTpOibHOM rpynmoi ¢ B3K, He npuHuMaBmmx npenaparsl 3TON
rpymist [1, 10]. BMecTe ¢ TeM MMeEIOTCS HCCIIeIOBaHMS, TOKA3bIBAOIINE OOHAICIKH-
Balolllee MPUMEHEHUE AJUIOMYPUHOJIA B COUETAHUU C a3aTUONPHUHOM IS YCUIICHMS
s¢dekTa HU3KON 1036l ATOTO Mpernapara y KeHILIUH, He MePEeHOCALUX TepaneBTuye-
ckue [1].
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He 3apeructpupoBano 601bIIOT0 HAKOIJICHHUS TUOMYPHUHOB B TPYJIHOM MOJIOKE
U TOATOMY KOPMIJIEHHE TPY/AbI0 Ha (pOHE Teparuu mpernapaTtoB 3TON IPYMIbI HE MPO-
THUBOIOKa3aHo. [IpuyeM KopMmsuM MarepsiM OOBIYHO PEKOMEHAYIOT MPUCTYNaTh
K BCKapMJIMBaHUIO 4epe3 4 yaca mocie mpuema rnpenapara u coOnoaaTh OCTOPOXK-
HOCTh TP JAKTaIllH, OCOOEHHO Yy MIJIQJICHIIEB, POXKICHHBIX C Oosee crmaboi, dem
B HOpME, IMMYHHOU cucTeMoi [1].

Crnengyer Takke OTMETUTh, YTO a3aTHONPHUH M 6-MEPKAaNTOIypUH OTHECEHBI
K kateropuu «D», To ecTh ipH HcClleNOBaHNN HA SKCIEPUMEHTAIBHBIX JKUBOTHBIX BO
BpeMsi OEpEMEHHOCTH Yy HUX ObLIa BBISBIICHBI IIMTOTOKCUYHOCTh U HaJU4HE OIpejie-
JIEHHOM CBSI3M C BPOXKJIEHHBbIMHU Jiepextamu [10].

Meraananus, npoBeaeHHbIN B 2012 ., moka3ajl OTCYTCTBUE H3MEHEHHUS KauecTBa
CIIEPMATO30MI0B Y MYyKUMH-TTaUEeHTOB ¢ B3K, npuHrMaBmMX a3aTHONpyH, O Kpau-
HEl Mepe, B TeueHue 3 MECSUEB J0 3a4aThsi, a TaAKKEe OTCYTCTBUE BPOKIEHHBIX IO-
poxoB pa3utus wioja [10]. OgHako npu HaIU4YMKM B aHAMHE3€ HEOOBSICHUMOTO Oec-
IJIOJIMSL WIIA BBIKUJBIILEH MYXYUHAM CJIEAYyeT MPEKPaTUTh MPUEM THOIYPHHOB JIS
yJIydlieHus: GepTUIbHOCTH, 110 KpailHel Mepe, 3a 4eTbIpe Mecsua a0 3adatus [ 10].

AHTHMeTAa00MThI. MeToTpekcaT SBISETCs, KaK U3BECTHO, AaHTUMETA00IUTOM
(dosneBoil KUCIOTHI, 001aasi IUTOTOKCUYECKUM, UMMYHOCYIIPECCUBHBIM U TPOTH-
BOBOCHAJIUTENIbHBIM JIEUCTBUEM. YTIPaBICHUEM [0 HAJA30pY 3a MUILEBBIMUA MPOAYK-
TaMH U JekapcTBeHHbIMU cpenctBaMu CIIIA sToT npenapart oTHeC K KaTeropuu «X»,
TaK KaK B JKCIIEPUMEHTAJbHBIX HCCIEAOBAHUSAX YCTAHOBJIEHO 3MOPUOTOKCHYECKOE
Y TEPATOTCHHOE JECHCTBUE.

[Ipu HezamaHupoBaHHOM OepeMEHHOCTH Ha ()OHE Tepaluu MaTOTPEKCATOM
CYILLIECTBYET PHUCK OIIACHBIX BPOXKIAEHHBIX MOPOKOB PAa3BUTHA IUIOAA, KOTOPBIM CO-
ctaBisieT 6,6 % 1Mo cpaBHEHUIO ¢ (POHOBBIM PUCKOM 3 %. DTO MOXKET OBITh YPEBATO
OTpaHUYCHHEM pocTa Oyayiiero pedeHKa, THIOIUIa3ue HaIrIa3HUYHBIX T'peOHEH,
aHOMaJIbHOW occu(UKaleil yepena, MaJeHbKUMH, HU3KO MOCAKEHHBIMHU YILIAMU,
MHKPOTHATUSAMH ¥ aHOMalnusiMu KoHeuHocTew [11]. [Toatomy xenmmuam ¢ B3K cie-
IyeT PeKOMEHIO0BaTh BO3AEPKAThCA OT OEPEMEHHOCTH HE MeHee 6 MecsleB Mocie
IIPEKPAIICHUS IpHeMa METOTPEKcaTa. Y YNThIBAsl HAKOIJIEHUE €ro B TPYTHOM MOJIOKE
B OINACHBIX KOHUEHTPALMAX I MIIAJIEHLIA, 3TOT MpenapaT He CIAEAYET UCIO0Ib30BaTh
Y BO BPEMS I'PYJAHOTO BCKaPMIIMBAHUS.

[IpotuBomnokazan meroTpekcar u myxunHaMm ¢ B3K, sxenarorum nmets peGeHka,
YUMTBHIBASI HETATUBHOE BIIMSIHUE HA CIIEPMATOTEHE3, C pa3BUTHEM ojurocrnepmud [11].

Nuarn6ouropsl kKanbuuHeBpUuHA. [{UKkIocnopun A U TaKpoJUMYC SIBJISIFOTCS pe-
3epBHbIMU TIpenapatamMu npu B3K. OHu Ha3HauaroTCs MPEMMYILIECTBEHHO B KAUE€CTBE
HEOTJIOKHOM TepamuM OCTPOro TsbKeaoro crepoumopedpakrepHoro AK [12].
B Hacrosimee BpeMsi 3TH HMMYHOMOAYJISITOPHI IIUPOKO HUCIONb3YKOTCS B TPAHCILJIAH-
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TOJIOTUU W TOATOMY OOJIBIITMHCTBO WCCIICIOBAHUN OCHOBAHBI Ha OIBITE MEPECaIKH
NapeHXUMATO3HBIX OPTraHOB U UTO KacaeTcs oepemeHHbIx ¢ B3K undopmaimu o Hux
KpaiiHe HEI0CTATOYHO.

Huknocnopun A u Takponumyc coriacHo FDA oTHocuTcs K mpernapataM Kate-
ropun «C». HccnenoBanusi Ha KUBOTHBIX BBICOKHMX J03 IIUKIOCIOpHUHA, B 2—5 pa3
MPEBBIIAIONINX PEKOMEHJAOBAHHBIX [JIs 4YEJIOBEKa, IOKAa3ajdu Haaudue 3MOpHO-
1 (DETOTOKCUYHOCTHA B BUJIE YMCHBIIICHUS YUCIIa HE(PPOHOB B MOYKAX C PA3BUTHEM
MIPOTPECCUPYIOIEH TTOUYCIHOW HEJOCTATOYHOCTH, CUCTEMHOM TUNIEPTCH3UHU U JeheK-
TOB MEXKEITyA0UYKOBOU neperopoaxu cepana [13, 14]. lanasie MeTaananu3a 15 wuc-
CJIEIOBAaHUN TEpANKK HUKJIOCIIOPUHOM, MPOBEJCHHBIX Y OEPEMEHHBIX C ayTOUMMYH-
HBIMU 3200JI€BaHUSAMH WJIM TIOCJI€ TPAHCIUIAHTALIMKM OPTaHOB, MMOKA3aJM, YTO YacTOTa
BPOX/ICHHBIX YPOJICTB COBIIAJAeT C TAKOBOW B o0IIel momyJsiwu [ 13, 15].

Het 0o/1HO3HAaYHBIX BBIBOJOB M B OTHOILLIEHUH TPYAHOTO BCKapminBaHus. C 0JJTHOU
CTOPOHBI, OITMCAHbI UCCIICIOBAHMS, YKA3bIBAIOIINE HA TO, YTO IUKJIOCIIOPUH U TaKpPO-
JUMYC BBIJICNIACTCS C TPYJHBIM MOJIOKOM B MUHUMAJbHBIX KOJUYECTBAX, IPUMEPHO
0,05 % OT MaTepuHCKOM J03bl U OE30IaceH MPH TPYTHOM BCKapmiauBanuu [12, 15].
C npyroil CTOpOHBI, UMEIOTCS CBEJIEHUS O CIHOCOOHOCTH ATOM TpYIIbl IMpenapaToB
HAKaIUIMBAThHCS B TPYHOM MOJIOKE M MOJIABJISATh UMMYHUTET peOenka [12, 15].

AHTHOMOTHKM MOTyT ucnonb3oBarbcsa npu B3K mma mopasneHns pasmHOXe-
HUS aHa3pPOOHBIX OaKTEpUil B TOJICTOM KUIIKE.

MeTpoHHn1a30J1 MOTEHIMAIBLHO 0€30MaceH TOJbKO KOPOTKUMHU Kypcamu (MEHee
10 nHeil) y OepeMEHHBIX BO BTOPOM M TpeTheM TpuMmecTpax (kareropust «By).
Ha3znauenue ero B nepBoOM TpUMECTPE CBS3aHO C MOBBIIEHHOW YaCTOTOW BO3HHUKHO-
BEHMs Yy TUI0J1a opodaliiaibHbIX TOPOKOB Pa3BUTHS: pacilieInHbl TyObl 1 Heba [16].
He npumensieTcss METpOHUA30] U NP JTAKTAIlMU U3-3a BOSHUKHOBEHUS y AETEH Ina-
peu, BTOPUYHON HEMEPEHOCUMOCTH JIAaKTO3bl U KaHAU03a [2]. A ecliu >KEHIIUHBI T0-
JYYUIIU Pa3oByI0 103y METPOHMJIA30j1a, TO BO30OHOBUTH IPYJHOE BCKapMJIMBaHHE
MOTYT TOJBKO uepe3 1224 gaca [2].

[Hunpodokcaiy oTHeceH K kareropuu «C» M MCMOJIB30BAHUE €0 Ipu Oepe-
MEHHOCTH HE PEKOMEHJOBAHO M3-3a MOBBIIIEHHOTO MOTJIOIIECHUS MpenapaTa KOCTHON
TKaHBIO TUIOJA C TMOCHeAyomuM (GOpMUPOBaHUEM N1e(DEKTOB pa3BUTHUS XPAIIECBOM
Y KOCTHOM TKaHel y pebenka [2]. He mokazana 6e30macHOCTh IPUMEHEHHS IIUTIPO-
(dbokcanmHa U BO BpeMs TPYIHOTO BCKAPMIIUBAHUS, a KEHITMHAM, TTOJIYIHBIITNM O]1-
HOKPATHYIO J103y IUIPO(dIOKCaIMHA, PEKOMEHYETCS BO3OOHOBUThH JIAKTAIIUIO TOJIb-
KO uepe3 48 vacos [2].

PudakcuMuH sBIS€TCS OTHOCUTEIHLHO HOBBIM JICKAPCTBEHHBIM CPEICTBOM
1 BXOJUT B CHUCOK IpenapaToB Kareropuu «Cy», MOCKOJIbKY €ro BJIUSHUE Ha TUI0J
U niepejiaya mpu rpyJHOM BCKapMIIMBAaHUU JI0 CUX TIOP HE YCTAHOBJICHBI. XOTs TEOpe-
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TUYECKH, pU(PAKCUMUH — HEBCACBHIBAIONIUICS AaHTHOUOTHK C IIHUPOKHM CIEKTPOM
NEUCTBUS U, MPEANOJIOKUTEIBHO, TTOCIE IPUEMA HE JOJDKEH MOMalaTh B KPOBb WIH
rpyaHoe Moioko. OgHako H3-3a HEAOCTATOYHOI'O KOJIMYECTBA HWCCIEIOBAHHUN €r0
TaKKe MOKa Helb3s 0e30MacHo pekoMeH0BaTh OepeMeHHbIM ¢ B3K.

I'enHo-uH:keHepHasi OnMosoruyecKkas repanus. [[osIBIEHNUIO TEHHO-UHXKEHEP-
Hoit O6uonoruueckort Tepanuu (I'MBT) mpu B3K cmoco6cTBOBan 60b110ii MpOphIB
B M3YYECHUU MOJIEKYJISAPHBIX MEXaHM3MOB BOCIajieHus. B pe3yibpTare ObLIN CHHTE3U-
pPOBaHbBI JBE TPYIIHBI 3THX IPEmapaToB: aHTUTENA K (DaKTOPy HEKpOo3a OIyXOJH O
(anT-O®HO-0) — uHbaUKCHUMab, ananumymad, ronmumMyma0, 1epToyiu3yMada maroi
Y aHTUUHTETPUHBI WIK MpenapaThl, OJOKUPYIOIINE SKCIPECCUIO MOJIEKYJT aAre3uu —
Benomm3ymad, Haranmuzymad. Onanako sddexruBHocTh npenapatoB ['UBT B octpsiit
MIEPHOJT HEBBICOKA. JTO CBA3aHO C LIEJICHAIIPABICHHOCTHIO (Ha LIUTOKUHBI WM afre-
3UBHBIC JE€TEPMUHAHTBI) UX JEHUCTBUS, B PE3YyJbTATE YEro MPOTUBOBOCIAIUTEIbHBIN
3 PeKT NPOSBISIETCS UL YePE3 HEJETU WM TaKE MECSIIBI.

Nuruoutoper ®PHO-00 — 3TO ryMaHU3HPOBAHHBIE PEKOMOMHAHTHBIE MOHOKIIO-
HajbHbIe aHTUTeNna 1gGl, koTophie ¢ BhICOKOM ap(UHHOCTHIO HEUTPATU3YIOT IUTO-
kuH — OHO-0, GUKCUPYIOT KOMIUIEMEHT, HHIYIUPYIOT anonTo3 T-KJIeToK, TOpMO3ST
Murpanuto erkoruTos [17]. UndaukcuMad coCcTOUT M3 YEIOBEYECKOTO U MBIIIMHOTO
KOMIIOHEHTOB, a aJaluMyMal MpeACTaBIECH MOTHOCTbIO TYMaHU3UPOBAHHBIMU YEJIO-
BEYECKUMU aHTUTEIaMH [13].

AKTUBHBIN TPaHCTIOPT Yepe3 IJIALEHTY OT MaTepu K mioxy uaruouropos ®HO-aq,
KaK U €CTECTBEHHBIX aHTHUTEI, OTHOCAIMXCA K Kiaccy 1gG1, HaunHaercs ¢ 17 Hemenu
OepeMeHHOCTH: IpuyYeM OOJIbIlIas YacTh NEPEHOCUTCS B TPETHEM TPUMECTPE U IMPO-
J0JKAeTCs BIUIOTh J0 POJIOB, YTO CIIOCOOCTBYET HaJIMYMe HEOHaTalbHOro FC-penen-
Topa Ha miarnente [1, 2]. B ucciaenoBaHusx Moka3aHo, 4TO y HOBOPOXKJICHHBIX HM3-3a
ocoOeHHOCTe MeTabonmn3Ma aHTUTEN ypoBeHb HHruOuTopa ®HO-0 B KpoBU MOXKET
3HAUUTEIBHO TMPEBBIIATh MATEPUHCKUE 32 HMCKIIOYEHHWEM LEpPTOJIu3ymada Maroi
[18]. YuuTpiBasg 3HAUUTENBHYIO TPAHCIUIALICHTAPHYIO MEpeAady 3THX IPEnaparos,
paHee ObLIO KaTeropuyHoe yoexxnaeHue o6 ormeHne npumenenus: antu-OHO Tepanuu
BO BTOPOM-TPETHEM TPUMECTPAX OEPEMEHHOCTH HM3-3a OMACEHUS PA3BUTHS, B IEPBYIO
ouepenb, HEOHATATHLHOM MMMYHOCYNPECCUM W HapylieHud B (HOPMUPOBAHHH M-
MYHHOM cucTeMbl mofa. OHaKO B HACTOAIIEE BpeMs MOSABIISETCS Bce OOJbIIE HC-
CIICZIOBaHUM, CTABAIIMX IMOJ COMHEHHME 3TH pucku [2]. Erne omHuM aprymeHTOM
B [0JIb3Y LIETIECOO0PA3HOCTH MPOAOHKEHHST OMOJIOTMYECKOM Tepanuu BO BpeMms Oe-
PEMEHHOCTH OKAa3aJIUCh JAHHBIE O MOBBIIIEHUH YacTOThl OOOCTPEHHM Ha MO3THUX
Cpokax OEpEeMEHHOCTH TIOCJI€ €€ OTMEHBI [2].

[lepromu3ymaba Mmaron sBASETCS NETMIMPOBaHHBIM Fab-dpparmenTom rymanu-
supoBaHHOTO aHTH-OHO-0 MoHOKIOHAaTBHOTO aHTHTena [13, 18]. Ilpuyem Fab-
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(bparMeHT NPOHUKAET Yepe3 IUIALCHTY MyTeM MacCUBHOM AU(PPY3HUH, TOITOMY KOH-
[EHTpalKs TpernapaTta B MYyNOBUHHOM KPOBH IUIOJA OKAa3bIBAE€TCA TrOpas3io HUXKE,
B OTJIMYUE OT TAKOBOW IMpHU NMpUMEHEHHH MH(DIMKcUMaba, agaiuMymada Wi TOIu-
Mymaba, U mpernapatr He OOHapyKMBAeTCs B IUIa3ME€ KPOBH HOBOpOXKAeHHOTrO [13].
OTHU HE3HAYUTENIbHBIC KIMHUYECKA HE3HAUUMbIC KOHIICHTPAIIMK MO3BOJIAET UCIONb-
30BaTh IEPTOM3YMad maroa y oepemennsix ¢ B3K ButoTs 10 pomopaspenicaus [18].

Benonuszymab npeacrasiser co0oi TyMaHU3UPOBAHHOE MOHOKJIOHAJIbHOE aHTHU-
teno 1gGl, koTopoe CBA3BIBAIOTCS ¢ UHTETpHHOM 047, 3KCIpeccupyeMbIX Ha Io-
BEPXHOCTH T-KJI€TOK, C TOCIEAYIONICH CEICKTUBHON OJIOKaJ 0 MUTpAlUU JIEHKOITH-
TOB B CTEHKE KHUIIIEUYHMKA U MOJABJIEHUEM BOCTIAIMTEILHOTO MpoIecca. AHAIOTMYHO
npenaparam aHTu-OHO-a, Benonn3zymad npoHUKaeT yepes MIAleHTy, JOCTUrasi Mak-
CUMYM B TPEThEM TPUMECTpPE, C JIMHEHHBIM HapaCTAaHUEM KOHIIEHTPAIMU C TEUYECHHUEM
o6epemenHocty. OHAKO, HECMOTPSI Ha OTCYTCTBHE T€PATOTE€HHOTO JCUCTBUSI TIPU KU C-
CJICIOBAHUM Ha DKCIEPUMEHTANIBHBIX KUBOTHBIX [2, 19, 20], BECOMBIX KIMHHYECKUX
HCCIIeIOBAaHUM 0 0€30MacHOCTH Be0IM3yMada Mpu OEpEeMEHHOCTH HET.

PestoMupysi BBIIIEN3I0KEHHOE, O€30MacCHOCTh MpenaparoB s jedeHus B3K
npu 6epeMmenHocTH ¢ yuetom FDA nokazana B Tabmnuiie.

Be3zonacHocth npenaparos juis Jedyenusi B3K npu 6epemennoctu (ECCO rating), 2015 r.

be3onacHbie BeposiTHo, 0e30macHbIe IIpoTnBOMOKA3aHBI
Opansubie 5 ACK (B) (Mecanasun) | Udnukcumad (B) MeTtotpekcat (X)
Tonunueckue 5 ACK (B) Ananumyma6 (B) Tamupomun (X)
Cynbdacanazun (B) Lepromu3ymad Huknocmopun (C) | 6-tuoryanus (X)
Koptuxocrepounmst (C) Takponumyc byneconun (B)
AzaruonpuH (D) Metponunason (B)
6-mepkanTomyput (D) [Munpodnoxcauus (C)

Pudaxcumun (C)

[ToaBons UTor, HEOOXOAMMO OTMETHUTH, UTO MJIAHUPOBAHUE OEPEMEHHOCTH TPH
B3K, nunamuyeckoe HaOII0/ICHUE U CBOEBPEMEHHAsI KOPPEKIIMS TEpanuu IPU BBICO-
KON aKTHBHOCTH MaTOJIOIMYECKOTO Mpolecca CHOCOOCTBYET MPEJOTBPAIICHUIO He-
OJIarOMPUATHBIX MCXOJIOB KaK CO CTOPOHBI OyAyIel MaTepH, TaKk U CO CTOPOHBI OY-
ayuiero pedeHka. 3agadya Bpaya-racTPOIHTEPOJIOTa — OCBEAOMUTH IUIAHUPYIOLIUX
CBOIO CEMbIO KEHIIMHY U MYX4HHY, cTpagatroumx B3K, o pa3pemeHHbIx npenapaTtax
Ha Pa3IMYHBIX ATanax MIaHUPOBaHUS OEPEMEHHOCTH, O BOZMOXHBIX PUCKaX U O MO-
CenCTBUAX s Oyayiuero nokojeHus. Ilpumenenue Bo Bpemsi OEpEMEHHOCTH Tpe-
napatoB 5-ACK, KOPTHKOCTEpOUIOB, THOIMYPUHOB U OMOJIOTUYECKHX IpenapaTroB
0€30MacHO U HE COMPOBOXKAACTCA 3HAYUTEIIbHBIMU HEOIAronpUsTHBIMUA UCXOaMH.
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