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bonesns XKunsoepa (bK, cuaapom XKunpbepa, HEKOHBIOTUPOBaHHAS
runepOmupyorHemMusi) Briepsbie onucana B 1900 romy mojx Ha3BaHUEM «IIPOCTast
ceMelHas X0JeMus», 100pOKaueCTBEHHAsI CEMEHHask HEreMOoJIMTUYecKas
runepOnInpyOuHeMus, HacaeACTBeHHas sH3uMonaTus. OHa npencTaBisieT cooon
BPOKJIEHHOE XPOHHUYECKOE 3a00J1€eBaHNE NIEYEHU JUCTPOPUUECKOTO XapaKTepa,

OCHOBHBIM IIPOSIBICHUEM KOTOPOTO SIBISETCS rUNepOUIupyonHemus,
MPEUMYIIIECTBEHHO 3a CUET HEKOHBIOTHPOBaHHOTO OMupyouna (5, 6).

Omunemuonorus. B oOHapyxuBaetcs y 5-7% B3pociioro HaceneHus. bonerot
npeuMylIinecTBeHHO (B 75% ciydyaeB) My»K4HMHBI BO 2-i 1 3-1 jekanax sxuszuu (5, 6).

Otuonorus. bX sBisieTcst HacneCTBEHHBIM 3a00JI€BaHNEM, TIEPEAAIOIIUMCS TI0
ayTOCOMHO-AOMHHAHTHOMY TUNy. C MO3UIMI T€HeTUYECKON 00YCIOBIEHHOCTH
00BSCHSAETCS OTYETIIMBOE MpeodIagaHue JIML MY>KCKOT0 T10J1a, a TaKXKe CIIy4au
«CEeMEMHOW» NoCcTrenaTuTHOM runepomnupyonnemun. Knuaudeckue nposBieHUs U
NocJieytone 00OCTPEHUS BbI3bIBAIOTCS OOBIYHO HEOIArONPUSITHHIMUA BHEILIHUMHU
BO3JIEHCTBUSIMU — UCXOJIOM BUPYCHOI'O renatuta, MHEKIMOHHOIO MOHOHYKIIE03a,
3710yNOTPEOJIEHUEM ATKOT0JIEM, YMCTBEHHBIM U (PU3NYECKUM MEPEYTOMIIEHUEM,
HEJJ0OCTATOYHBIM MMUTAHUEM, U30BITOYHON TUIIEPUHCOIISALNENH, NHTEPKYPPEHTHBIMU
UHEKIMSIMH, IPUEMOM PsiJia JIEKapCcTB (CTPEITOMUIIMH, IIPOTECTEPOH,
CyIb(haHUIaMUIbI, CATHIUIATH U JIp) (6).

[TaTorenes. B ocHose bXK nexut HapymeHue 3axBata OMiIMpyOrnHa MUKPOCOMaMHU
BaCKYJISIpHOTO MOJI0CA FeNaTolMTa, HapylIeHue ero TpaHCIopTa TIyTaTHOH-
TpaHcdepazoil, 10CTaBIAIOIENH HEKOHBIOTUPOBAHHBIN OMIMPYOHH K MUKPOCOMAaM
renaTolurTOB, a TAKKE HEMOJHOLIEHHOCTh (PEPMEHTa MUKPOCOM —
ypunuHauGochaTrIIoKypoHUATpaHCPepas3bl, NPy MOMOIIN KOTOPOTO OCYHIECTBISAETCS
KOHBIOTanus (CoeAMHEeHUE) OMTMPyOrHA C TIIFOKYPOHOBOH H JPYTUMH KHCIOTaMH.

C nomo1po METO0B paIuoOMIINPyOUHOBONM KHHETUKH M MCCIIEJOBaHUS
noJlypacnaia 3puTPOLMTOB J0Ka3aHO, YTO CYIIECTBYET He MeHee IByX GopMm BIK.
OpHa U3 HUX XapaKTEepU3yeTCsl CHUKEHUEM KIIMpeHca OUMpyOruHa B OTCYTCTBUE
reMoJin3a, BTopas Ha (poHe TeMoin3a (YacTo CKPBITOr0), B CBSI3U C YEM YCHUITHUBACTCS
0OHOBJIEHHE pUTPOLUTOB. B nonw3y pasHopoanoctu AByx hopm bXK
CBUJIETENBCTBYET TOT (PAKT, YTO Y HEKOTOPBIX OOJBHBIX YBEIUYUBAETCS KOJIMYECTBO
auno@ycluyHa B renatouuTax U IJajiKasi 3H10IUIa3MaTHYeCcKas CeTh, Y IPYTrux
KOJIMYECTBO JIM30COMAIbHBIX (DEPMEHTOB B IEYCHU HE yBEJIMYCHO (5).

Ocobennoctrio BX siBnsieTcs yBenuueHue coaepkanusi HEKOHbIOTMPOBAHHOTO
OmpyOrHa, KOTOPBII HEPACTBOPUM B BOJI€, HO XOPOILIO PACTBOPUM B kupax. OH
MOKET B3aUMOJICHCTBOBATH C (POCPOIUINIAMU KIETOUHBIX MEMOPaH, B OCOOEHHOCTH
rOJIOBHOTO MO3Ta, YeM OOBSACHSETCS €ro HeMpOTOKCMYHOCTh. Hakorenue B KpoBu
HEKOHBIOTHPOBAHHOTO OMIIMPYOHHA TPOSIBIISICTCS JKenTyXoi (2,3).

[Tatomopdonorus. Makpockonuyecku nedeHb He u3MeHeHa. [Ipu rucronorudaeckom
uccienosanuu B 80% ciyyaeB omnpenensieTcss HopMalibHask CTPYKTypa NEYeHOYHOU
TKAHHU WJIM MOXKET BBIABIIATHCS HAKOIUICHHUE JIMMO(YCIIMHA B FeNaTOLUTAX, aKTUBALIMS
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Kyn(epoBCKUX KIETOK, KUpoBas auctpodus. [IpusHakoB HeKpo3a renaTolLMUTOB HE
Ha0JII01aeTCsl.

Kimmanueckas kaptuna. b)K cBolicTBEHHA Tpuaja KIIMHAUYECKUX IPOSIBICHUN
MHTEPMUTTUPYIOLIAS KENTYyXa C U30JUPOBAHHBIM WM MTPEUMYILIECTBEHHBIM
MOBBIILIEHUEM YPOBHSI HEKOHBIOTMPOBAHHOT'O OMIMPYOHHA, aCTEHO-HEBPOTUYECKHM
CUHJPOM, a TaKke abJloMUHaIbHbIe 00JIM U AUCHeNTHYecKUue HapyuieHus. Hannuue
JBYX MOCJIEIHUX MPU3HAKOB HE ABIIAETCS 0053aTEIbHBIM.

W3 anamHe3a MOXKHO OOHAPYKUTh yKa3aHUE Ha 3aTSHYBLIYIOCS KEJNTYXY B IEPUOJL
HOBOPOXXIEHHOCTH. JKEeNTYIIHOCTh B IETCKOM MJIM FOHOIIECKOM BO3pacTe, PEeIKO
OBIBaCT MOCTOSIHHOM M 0OBIYHO HOCHUT MEPEMEKAIOIIHNMN XapaKTep; 000CTPEHUE YaCTO
MIPOBOLUPYETCSI HEPBHBIM MEPEYTOMIIEHUEM UJTU CHIIBHBIM (DU3UUYECKUM
HaIpspKeHUeM, a Takke HHTeHCUBHOW nHcomsiuueit; y 30 % 60abHBIX MPUYHMHON
000CTpEHHUSI OKA3bIBAIOTCA HHPEKLIHUH B KETUHBIX IMYTAX WM HEIEPEHOCUMOCTD
JIEKapCTB.

K uucny apyrux pakTopoB, yCHIMBAIOMINX KEATYIIHOCTh, OTHOCSTCS IPUEM
aJIKOT0JIsl, MPOCTY/IHbIE 3a00JI€BaHNs, PA3IUYHbIE ONIEPALUU, TOTPEUTHOCTH B IUETE,
rojioganue. Jlucnentuueckue paccrpoiictsa ormeuaroTcst B 50 % cinydaeB B BUjie
TOIHOTHI, OTCYTCTBHSI alllleTUTa, OTPBIKKH, 3a1I0OPOB WJIM IIOHOCOB, METEOPHU3MA.
AcTeHOBereTaTUBHbIE HAPYIIEHHUS] MOTYT COCTOSITh B IEMIPECCUH, HECTIOCOOHOCTH
KOHILEHTPUPOBATh BHUMaHUE, OBICTPON YyTOMIIIEMOCTH, CI1a00CTH, TOJIOBOKPYKEHUH,
MOTJIMBOCTH, TUIOXOM CHE, HETIPUSATHBIX OIIYIIEHUSAX B 00nacTu cepaua. Otmevaercs
TSKECTh U 00U B IpaBOM nopedepbe, 00U B )KUBOTE, BO3MOKHO HE3HAYUTEIBHOE
YBEJIMYEHHE MEUECHHU.

[Tpu OMOXMMHYECKOM HCCIIEIOBAaHUHU ChIBOPOTKU KpoBU ¢ BXK oOHapyxkuBaercs
MOBBINIEHHOE COCPKAHNE HEKOHBIOTUPOBAHHOW (pakimu OuinupyouHa (kojneOaHus B
npeaenax 14-170 mxmonb/i1, ypoBeHb OMIHPYOHHA B CTAOMIIBHOM COCTOSTHUM
0osbHOTO 00BIYHO HIKE 80 MKMOJIB/IT), MOKA3aTeNu IPYTuX PYHKIMOHAIBHBIX TPOO
NICYCHU WJIM HE U3MEHSIOTCS WJIM MOYKET HAOJII01aThCs pexosaiiee ymepentoe (B 1,5
pa3a npotuB HOpMbI) noBbIieHue aktuBHOCTH AJIT 1 ACT. Ynbrpa3BykoBas,
CUMHTUTpaduuecKas u JIanapocKONMuecKas KapTuHa MeYeHH 0ObIYHO HOpMaJIbHasl.
JKenunblil my3bIpb XOPOILO onpeaesercs npu xoneuucrorpaduu. [pu
yIIBTPa3BYKOBOM HcclieoBaHUU puMepHO B 50% o0OHapyKUBarOTCS NPU3HAKU
HEKaJIbKYJIE3HOTo XoJjieuuctuta. [Ipu Ouoncuu neyeHu MOKHO BBISIBUTh HAKOILJIEHUE
I'PaHyJIIPHOTO 30J0TUCTO-KOPUYHEBOIO MUTMEHTA, UMEIOIIETO TMCTOJIOTMYECKYIO
XapaKTePUCTUKY JTUNOPYCIMHA, OJHAKO HEOOXOIUMOCTh B OMOIICHM BO3HUKAET PEAKO
(6).

Teuenue bXK nnurensHOE, BOTHOOOpa3HOE. AHOMAIMS HE BIMUSIET HA
MPOIOJKUTEILHOCTD KU3HU U 3a007eBaeMocTh. [Ipu neuenun GpenodbapOuTaioMm unu
KOPJAMAMUHOM YPOBEHb OUITMPYOMHA CHUKAETCS O HOPMBI.

[IporHo3 6yaronpusTHHIN, IPOrPECCUPYIOLIUE U3MEHEHHSI B IEYEHH OOBIYHO HE
pa3BHUBAIOTCA, OJHAKO OTMEUYEHA TUI0Xasi HIEPEHOCUMOCTD U BbICOKAs
YYBCTBUTEIBHOCTh OOJIbHBIX K Pa3JIMYHbIM I'€aTOTOKCUYECKUM BO3/AEUCTBUAM
(ayIKOTOJTFO, MHOTHUM JIEKapCTBaM | Jp.). Y IOATOMY alKOrOJIMKaMHu OHU OOBIYHO HE
CTaHOBSTCS. BO3MOXHO nporpeccupoBaHue 3a00JIeBaHMsI B CTEATOrENaTUT, pa3BUTHE
BOCHAJICHUS B )KEITYEBBIBOASAIINX MYTIAX U KETYHOKAMEHHOW 00JIE3HU C MUTMEHTHBIMU
koHkpemeHTamu (1, 2, 4).



JInarno3 oCHOBBIBA€TCS HA HAJIMYUU NEPUOIUYECKOM XKEJITYXH Y JTI0AEeH B MOJIOAOM
BO3pacTe, NPEUMYUIECTBEHHO Y MY KUHH C HACJIEACTBEHHOU OTATOLIEHHOCTHIO.
I'naBubIi 1abopaTtopHslii npu3Hak bXK — ymepenHas runepominpyOnHeMust
NPEUMYIIECTBEHHO 33 CYEeT HEKOHBIOTMPOBAHHOTO (HETIPSIMOT0) OMIIMpyOHHA.
KosmvecTBo KOHBIOTUPOBAHHOTO (TIPSAMOT0) OMIMPYOUHA OOBIYHO HE MPEBBIIIACT 8
MkMoIs/ 1. U3penka on moxkeT nqocturath 10 mxmods/n. [utonutndyeckue hepMeHTHI
CBIBOPOTKHM KPOBH B NIEPHOJ] PEMHUCCHUH JIepakKaTcs B penenax Hopmbl. [Ipu
oboctpeHuu 3aboneBanus y 25% 001bHBIX OTMeUaeTcss HebosbInoe (He 0osee 25-27%)
MOBBILLIEHNE AKTUBHOCTH aMMHOTpaHchepas.

Jns noarBepxkaenusa b)XXK npoBoasitcst mpoObl, TPOBOLUPYIOIINE YCUICHHUE JKENTYXU.
[Tocne rononanus B TeueHue 48 yacos (0€3 orpaHHYCHHS MTUTHsI) HAOIOTaeTCS
yBEIIMYEHUE KOHIIEHTPAIlMU HEKOHBIOTHPOBAaHHOTO OmnpyouHa B 1,5-4,5 paza. [Ipoba
C Harpy3koi HUKOTUHOBOM KUCJIOTOM: UCCIEAYIOT OMIUPYOUH CHIBOPOTKU KPOBHU
yTPOM HatoIak (MCXOHBIC JaHHBIC), 3aT€M BBOJISAT BHYTPUBEHHO Ha TITFOKO3€ 5 MIT
1% pactBopa (50 MI) HHKOTHHOBOM KHCJIOTBI WJIM MMPUHUMAIOT €€ WM KCAaHTHHOJI
HukoTuHAT BHYTpH (0,3 1) yrpoMm Hartorak; depe3 3-5 9 mpou3BOAsAT KOHTPOJIBHOE
uccie0BaHne OUIMpyOruHa B CHIBOPOTKE KPOBH; NOBBILIEHHUE YPOBHA OWIMpyOrHa Ha
25% u 6oJee o0 CPaBHEHMIO C UICXOAHBIM PACCMATPUBAETCS KAK MOJIOKHUTENbHbBIN
pe3ynbrat. U3BeCcTHO, YTO MOCiE BBEEHUS B OPraHu3M HUKOTUHOBOW KUCIIOTHI
HEKOTOpbIE IUPKYJIUPYIOIINE B KPOBIHOM PYCII€ SPUTPOLUTHI CTAHOBSITCS
OCMOTHUYECKH HEMPOUHBIMU U 3aXBaThIBAIOTCS CEJIE3EHKOM, I1€ MPOUCXOIUT
BBICBOOOK/ICHHE U3 HUX HEKOHBIOTMPOBAHHOTO OminpyouHa (2, 4, 5).

Kpome Toro, Mmoxer ObITh ipoBeieHa npoda ¢ penodapouTanom (nmpuem BHYyTph 0,2 T
nperapara B CyT B TeUeHue 7 JHeH) win kopauamuaoM (BHYTpb mo 30-40 kamnens 2-3
pasa B JieHb WK 10 1 MJT IO KOXKY B T€YCHUE 7 JHEI), KOTOPbIE MPUBOJIST K
HOpMaJTU3aIK YPOBHsI OMIIMPYOHHA B CBIBOPOTKE KpoBH (2, 3).

HuddepenunanbHblil JUarH03 TPOBOAAT C TEMOJIUTHUYECKUMHU JKENITYXaMH U
XPOHUYECKHUM Ie€aTUTOM.

B otiinuune ot remonutuueckux xentyx npu bXK ne Habmogaercs aneMuu u
CIUICHOMETAJINH, HE U3MEHEHBbI MOP(OJIOTHs SPUTPOLIUTOB, UX OCMOTHYECKAs U
MEXaHUYeCKasi pe3UCTEHTHOCTh, HE OTMEYAETCS] IOCTOSSHHOTO PETUKYJIOLUTO3a U
MOBBIILIEHHON 3KCKPELUH YPOOUIMHOBBIX TEll, PeKe HaOI0qaeTCs
runepOmMpyornHeMusi, npesbiiiaromas 50 MKMoIb/1.

[Ipu XpoHHUECKOM renaTuTe OTMEUaroTcs 0osiee YacThle U BhIpaXKEHHbIE CIBUTH
OMOXMMHUYECKUX MOKa3aTesell — MOBBIILIEHHE YPOBHS 0.2- U Y-TI00YJINHOB, CTOMKOE
yBenuueHue akTuBHOCTH (B 2 1 6onee pa3 nmpotus HopMbl) AJIT, ACT, menouHoi
¢docdarasbl U Y-TIOTaAMUAITPAHCIENTHIa3bl, TUNEPOUTUPYOUHEMUS 32 CUET
HEKOHBIOTHPOBAaHHOMW (pakiuu nurmenTa (4,6).

Jleuenue. [IpuMeHSIOT HHAYKTOPHI (EPMEHTOB, 001a1at0IINE CBOWCTBOM
aKTUBHPOBATH (PEPMEHTHI MOHOOKCUA3HOW CUCTEMBI renatonuToB. C 3TON LENbIo
Ha3Ha4arT GpeHobapOuTan win 3ukcoput (puymennnon) B go3ax ot 0,05r 10 0,21 B
CyT B TeueHue 2-4 Henenb. [log X BAMSHUEM CHUYKAETCS YpPOBEHb OMIMpyOHHA B
KpOBHU U MCUE3AIOT NUCTIENTUYECKHE siBJIeHUs. B npornecce neuenus ¢penodapouTaiom
MHOTJIa BOZHUKAIOT BSJIOCTh, COHJIMBOCTh, aTakcus. B 3TuX cilydasx peKOMEeHIyIOT
Ha3HavaTh MUHUMaJIbHBIC KoymuecTBa npenapata (0,05 r) mepen cHOM, 4TO MO3BOJISET
MPUHUMATH €ro JuIMTeasHoe Bpems. [Ipu npuemMe 3ukcoprHa oTMEYaeTcst Xopouias
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MEPEHOCUMOCTH Tpernapara, OTCYTCTBUE KaKUX-TUOO0 MOOOYHBIX IeUCTBUNA. MOXKHO
npuMeHsaTh kopauamuH 1o 30-40 kanens 2-3 pa3a B JicHb B TeueHue Heaenu (3,4).
B cBs13u ¢ Tem, uTo y 3HaunTenbHOM yactu 6osbHbIX BXK oTMeuaercs pazButue
XOJEUCTUTA, JKETYEeKaMEHHOHN 00JIe3HH, U1 UX NPO(UIAKTUKN PEKOMEHAYETCS
IIPUEM HACTOEB M3 KETYETOHHBIX TPAB, AJIOXO0JIa, IEPUOANYECKOE MTPOBEACHNE
TIO0aXeH U3 copOuTa (KCHIUTA), KapJIoBapcKoi conu u conu «bapbapa.
[Mpodunakruka. [TarmenTsl, umeromue bXK, nomkHb M30€TaTh 3HAYUTETBHBIX
(buU3NYECKUX Harpy30K, roJI0JJaHusl U TUIepUHCOSIIUi. B ux pauuone, ocoOeHHO B
nepuoJ 000CTPEHHM, PEKOMEHYETCsl OTPAHUUYEHUE KUPHBIX COPTOB MSICA, )KAPEHBIX U
OCTpBIX 0JI10J1, MPSHOCTEH, KOHCEPBUPOBAHHBIX MPOAYKTOB. Henonmyctumo
ynoTpeOJIeHHe CIUPTHBIX HAITUTKOB.
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