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JUCKEPATO3 ®OJUIMKYJIIPHBIA BETETHUPYIOIIUM (BOJIE3Hb JIAPBE-
YAHUTA)

B.I'.IlankparoB, O.B.IlankparoB, C.M.TapaceBnuy, A.A.Xaprouuk, E.C.Epsbiruna,
B.A.Ilotanmwok, FO.C.MoHTHK

YO «benopycckuii 2ocyoapcmeennvlil. meouyunckuii yHueepcumemy, 1'VO «benopycckas
MeOUYUHCKAs aKademuss NOCNeOUnioMHo20 obpazosanusy, Y3 «lopoockoti Kiunuyeckutl

KOJICHO-8eHepoIocudecKuli oucnancepy 2. Muncka

@OJUTMKYISIPHBIN BEreTUPYIOLINI TUCKepaTo3 BIEPBbIe ObLI ONMKUCAH HE3aBUCUMO JPYr OT
npyra Jlapse u Yaiitom B 1889 roay, u B ganpHeilieM 3a00JieBaHNE CTAaIU Ha3bIBaTh «00JIE3Hb
Hapobe-Yaitray [1]. [Tatoructomoruuecku B €€ OCHOBE JISKHUT MPEKIECBPEMEHHAs aHOMAaJbHAs
KEpaTHHU3AIMS KJICTOK SMHUISPMHICa, aKaHTOJIN3 M XapaKTepHas MaToorus Horreit [1-4].

B macrosmee Bpemsi ycraHoBiieHO, 4To mpu Oonesnu Jlapee-Yaita peubr umér o
reHeTUYEeCKU 00YCIOBICHHOM HapyIllIEeHUHU Mpoliecca OPOrOBEHMsI, HACIeIyeMbIM [0 ayTOCOMHO-
JOMMHAHTHOMY THIy C pa3JIMYHON IEHETPaHTHOCTHbIO NAaTOJOrMYeckoro reHa. bose3Hs
accornuupoBana ¢ renom ATP2A2 xpomocombr 12023-24 [2, 4-7]. B.H.Mopaosuer (1998)
OTMEYAeT, YTO IEpBble NMPU3HAKK 3a00J€BaHUS MUMEIOT MECTO B JIETCKOM U MOJIPOCTKOBOM
BO3pacTe, PEIKO MO3Ke, W YTO Uil HEro XapaKTEepHO MOCTENEHHOE MporpeccupoBanue [2].
Jlpyrue aBTOpBl TakKe COTJIaCHBI C TeM, 4YTO Havajgo 3aboneBanus y 70 % mnamueHToB
npuxoauTcs Ha Bospact 6-20 jer [8, 9]. I'emmepHbie pasnuuns He xapakTepHbl. Yacrora
BcTpeyaemoctr kojebmercs or 1 : 30000 — 1 : 55000 [5- 7] mo 1 : 100 000 wnacenenus [2].
OTMe4aroT Ce30HHOCTh 3a00J1eBaHus: 000CTPEHHUS JIETOM WIIK MpH uHcosuu [3, 8].

Cpenu ¢akTopoB pHUcKa TUCKYTUPYETCS POJib HEAOCTATOUHOCTH BUTAMUHA A, HapylICHHE
MeTaboM3Ma HEHACHIIEHHBIX KUPHBIX KHUCIOT, HapyIIEHHWE COOTHOIICHHUS HHTUOMUTOPOB M
CTUMYJIITOPOB MPOTEa3, UX aKTHBHOCTH, Ae(EKTOB KJICTOYHOU cyOcTaHimu [2].

I'enernka 3a00.1eBanus

AyTOCOMHO-JIOMUHaHTHOE HacienoBanue Oomne3nu Jlapbe-Yaiita Obuio mokazano B 1993
roay [10, 11], korma B 12923-24.1 xpomocome ObUT OOHApY)KEH I'€H, aCCOLMHUPOBAHHBIA C
(bOJUTUKYIIIPHBIM BEreTHPYIOIUM arckepato3oM. Alain Hovnanian u corpyanuku B 1999 roay
uaentupunmposann  ren  ATP2A2, komupyrooummit  2-t0  uzodpopmy  Ca2+-ATdazwl
sHjI0MmIa3MaTHueckoro perukyiayma (SERCA2) B kauecTBe reHa, OTBETCTBEHHOTO 3a pa3BUTHE
6one3nu [lapbe-VYaiiTa. B pa3nuuHbIX TKaHSX OpraHu3Ma BCTPEUAIOTCS pa3TUYHbIE W30(OPMBI
rena ATP2A - SERCA2a, SERCA2b u SERCAZ2c, Ho umenno SERCA2b sBisercs ocCHOBHO#

n3odopmoii B koxe [7]. HapymeHnue nenoHupoBaHus HOHOB KaJbIUs PUBOJIUT K COOIO CHHTE3a



MoJIeKya Oenka, oOecreyrBaromUX HOPMAbHYI0 MEXKIETOUHYI0 aaresuio. B pesyibrare
(bopMUpYIOTCSL YCIIOBUS Ul aKaHTOJM3a M aronTo3a (3amporpaMMHUPOBAHHON TMOENIH KIIETOK)
[8, 9].

WHuTepecHo, uto XoTs Oose3Hb Jlappe-YaiiTa T'€HETHYECKH CBSi3aHA C JOMHUHAHTHBIMU
myramsiva B SERCA2, ¢denoTunmueckie NposSBICHUS OTPAHUYMBAIOTCS — TOJBKO KOXKEH.
Buekoxubie nposiBiienus 6one3nu Japbe-Yaiita Mano u3ydeHsl, XOTs U3BECTHO, YTO HEKOTOPbHIE
IICUXUYECKUE PacCTpoicTBa (IUIM30(pPEHUS, AUIETICHS, TENPECCUsl) MOT'YT aCCOLMUPOBATHCS C
naHHbIM 3a0oneBanueM [12, 13]. INcuxuatpuueckoe oOcienoBanue 13 manueHTOB ¢ 00JIC3HBIO
Jlapbe-Yaiita BbIABWIO Heliponcuxudeckue cumntoMbl y 61,1 % OGonbHbix [13] wu aBTOpBHI
CTaThH JIEJAIOT BBIBOJI, YTO CYIIECTBYET T€HETHYECKas CBsI3b MEXay Oosie3Hbto Jlapbe-Yaiita u
ounonspueiMu  pacctpoiictBamu. T.H.bapanosckas (1990) ormeuwaer, uro y 14 wu3z 50
HaOMogaBIIMXC OOJBHBIX C  (OJUIMKYJISPHBIM AHMCKepaTo3oM Jlapbe ObUIM  BBISBICHBI
pa3iauyYHble OTKJIOHEHMSI CO CTOPOHBI TCHUXMYECKOrO cTaTyca: Icuxomatus — y 8 OOJbHBIX,
XPOHUYECKHI aJIKOTOJIM3M — y 3, K30 peHus uin snuerncus — emé y 3 6oabpHbIx [14].

B nocnenHue rojipl akTUBHO 00CYKIAIOTCS BBISIBIIsiEMble (PaKThl ACCOLUMPOBAHUS O0JIE3HU
Happe-YaiiTa ¥ OpolLEcCCOB KaHIEPOre€He3a, HO MOKAa HE MOJYYEHBbI JIOCTOBEPHBIE JaHHBIE,
sBIsieTCsl i O0oJe3Hb [Jlaphe-Yaiita mpuunHON WM 3TO CIIEICTBHE MPOIIECCOB KaHIEpPOreHe3a
[15]. metoTcst COOOIEHMST O BBISBICHUH TMOPAXKEHUH TJ1a3a y OO0NBHBIX ¢ 0ose3HbI0 JlapheH-
Vaiita, mpu 3TOM TOAUEPKHYTO, 4TO cOhoKycHass (KOH(OKaIbHAS) MHKPOCKOIHS POTOBHIIBI
rjla3a MOTYT MOMOYb IPH YCTAaHOBKE AMAarHo3a W JUid KOHTPOJIS 3a MPOrpecCUpOBaHUEM
3aboseBanus [16].

Kannuveckue nposiBjieHus

bone3np HaumHaeTCs ¢ MOSBICHUS MENKHUX mamyn (2-4 MM B JUameTpe) TEJIEeCHOTO WM
PO30BaTOro 1BETA, CKJIOHHBIX K CIUSAHUIO C 00pa30BaHUEM T'MIIEPKEPATOTUYECKUX OJISIIEK, IBET
KOTOPBIX MOCTENEHHO NMpUoOpeTaeT KOpUYHEeBaThie TOHA. BhIChINaHNs IIOTHOBATHIE HA OIIYTH U
MOKPBITBHI ~ CAJIbHBIMH  YellyKkamMHu W Kopoukamu. M3mioOneHHass  JoKanu3amuss —
MIPEUMYILIECTBEHHO «ce0opeiiHpie o0nacTu» - Tpyldb, BEPXHSAS TOJOBHUHA CHHHBI, I,
BOJIOCHCTAsl YacTh TOJIOBBI, JIUIO, HOCOTYOHBIE CKJIAJK{, a TAKXKe MOIMBIIICUYHbIE U TaXOBbIE
obnmactu. Y OTHENbHBIX OOJNBHBIX BBICHIIIAHUS HOCSAT HCKIIOYUTENBHO PACIPOCTPAHEHHBIN
XapakTep, 3aHUMasi MOYTH BECh KOXHBIM MOKPOB, BKIIOYAs THUIBHYIO MOBEPXHOCTh KHCTEU U
CTOIl, TOYEUHBIH KepaTo3 M NpepblBaHHE NAMWUIAPHBIX JUHUM Ha JaJOHSIX W IOJOLIBax.
Bbicbimanus MOTYT CONpPOBOXKIATbCA KOXKHBIM 3yIOM DPa3IMYHON HMHTEHCHBHOCTH. Ilpum
pa3BUTHM OOpPOJIaBYATHIX TUCKEPATOM, CKJIOHHBIX K Mallepallii, OTMEYaeTcs HEMPUATHBIN 3amax

MOPAKCHHBIX YHYACTKOB.



BbonpmuacTBO aBTopoB [1, 2, 3, 8, 9, 14, 17] yka3biBalOT Ha U3MCHEHUE HOTTEH Y MHOTHUX
narueHToB ¢ Oonesnbpto [lapbe-Yaiita. Ha HOTTEBBIX IUIACTHHKAX BBISBISIOTCS Cepbie, Oeibie
WU KpacHbIE IMPOJOJIbHBIE TMOJOCHl (JeHKOHuXHs) C V-00pa3HbIMH BJIABJICHUSMU Ha
JUCTAIBHBIX Yy4acTKaX HOTTEH, HEPEAKO COYETAIOLIUECS C IOJHOITEBBIM THIIEPKEPATO30M M
IIPOJIOJIbHBIM PaCILEIJIEHUEM U HEPOBHBIM 00JIaMbIBAHUEM HOT'TEBbIX IIJIACTHH.

Onucanbl NOPAKEHUS CIAUUCTBIX 000J0YEK MOJOCTU PTa, TOPTAHU, IVIOTKH, BJIAaraiuiia B
BUJIe 0e300JI€3HEHHBIX ManyI (M 1aXke OJIAIIEK) Mo TUITY OyJIbKHONW MOCTOBOM.

Knuanueckre BapuaHTBl OOJIE3HW: THIHWYHAS, JHMHEHHAs, 30CTepUPOPMHAS, BE3HKYIIO-
OymiésHast hopMbl U OopoaaBuathie auckeparombl [3]. V mammenToB ¢ 6osesnbto Jlapbe-Yaiita
MOTYT BBISIBISITBCSI CHIDKEHHUE HHTEIJIEKTa, IICUXWYECKHE pPacCTpOMCTBA, SIUIIEICHUS,
TUIIOTOHAN3M, a TAK)KE U3MEHEHHs] MIMMYHHOW CUCTEMBI B CBSI3M C Y€M 3TU OOJIbHBIE CKJIOHHBI K
MPUCOECIUHEHHUIO OaKTepUalbHbIX, MHMKOTHUYECKUX M BHUPYCHbIX HHQpekuud. Y 12 uz 27
HaOMIOABIINXCSA JKEHIIMH C  (OJUIMKYISPHBIM Juckeparo3oM Jlapbe ObUIM  BBISBICHBI
W3MEHEHUSI TEHEepaTUBHOM (QYHKUIUU: MO3/JHEE HAyajJo MEHCTpyaluii, HapylleHus
MEHCTPYaIbHOTO I[MKJIA, TPUBBIYHOC HEBBIHAIIIMBAHHE OEPEMEHHOCTH, paHHHI Kiumakc [14].

I'mcronaronorusa. [{ns OGonesnu Jlappe-YaiiTa XapakTepHbl H3MEHEHHS B KIIETKaX
LIUIIOBATOTO U 3€PHUCTOTO CJIOSI , IPU ATOM Pa3BUBAETCS AUCKEPATO3 C 00pa30BaHUEM «KPYTIIBIX
TeJely, «KJIETOK 3€peH» U aKaHTOJM3 C pa3BUTHEM JIlakyH. KpoMe TOro, BBISBISIOTCS BHYTPU- U
BHE(DOJUIMKYIAPHBIM  THIEpKepaTo3, akaHTo3 W  mnamwuiomato3. «Kpyribsle — TenmbLa»
PacroJio’)KeHbl B MAaJBIIUTHEBOM CJIO€ (9TO AKAHTOJMTUYECKHME KEPATUHOLUTBHI C YaCTUYHO
(bparMeHTUPOBAHHBIMU SJIPAMH, OKPY>KEHHBIMH YUCTO IIUTOILIA3MOM M KOJIBLIOM pPa3pyLIEHHBIX
KEpaTHUHOBBIX MYyYKOB). «3EpHay HAXOJATCS B POTOBOM CJIO€ U MPEICTABIAIOT co00il OBaJIbHbBIE
KIETKA C 203MHO(UIBHONW IUTOIIA3MO, BKIIOUAIOUICH pa3pylleHHbIE My4KU KepaTHHA H
CMOPILIEHHBIE OCTATKHU sep. B nepme — mumdo-ructuonutapusiii uaduastpar [1, 8, 14, 18].

JluarHocTMKa OCHOBaHA HA HAJIMYUU TUIUYHBIX BBICHIIIAHUN Ha ceOOpEHHBIX 00JIACTSX,
JAHHBIX aHaMHEe3a U TUCTOJIOTMYECKOT0 UCCIIeIOBaHU (HAIMYNe TMCKepaTo3a U akaHTOJIN3a).

JuddepennnanbHas AMATHOCTHKA MPOBOJUTCA C CEOOPEHHBIM JIEPMATUTOM, KPAaCHBIM
IUIOCKUM JIMIIaeM, CceMeWHOW 00pokadyecTBeHHOU my3bipuaTkoil ['yxkepo-Xennu-Xenmnu,.
JUCTOBHUJIHOM My3bIPYATKOM, TPAH3UTOPHBIM  aKaHTOJUTHUECKUM JepMaro3oMm ['posepa.,
BepyuudopmHoi  snuaepmoauciiiazuel  JleBangoBckoro-Jlrotna (M0 KIMHUYECKUM |
TUCTOMATOJIOTUYECKUM IaHHBIM).

Jleuenne. CymiecTByIOIIME METOJbl JIEYCHUS  (DOJUTUKYISIPHOTO  BErE€THUPYIOLIETO
JHMCKepaTo3a He 00ecreunBaroT MOJIHOTO u3jieueHus 0ospHoro. [Tpumensiercs oliee, Hapyx)HOe

neueHue, puznoTepanus, repmMadpasus , nazeporepanus [1-3, 8, 9, 14, 17].



[Ipexne Bcero OosibHBIE OoJe3HbIO Jlaphe-YaiiTa 1OJDKHBI M30eraTh MPOBOLUPYIOMIUX
(baxkTOpOB: BBICOKOW TeMIepaTypsl (cayHa, OaHs), UIMTENBHOTO NpPEOBIBAaHUS HA COJHIIE,
BBICOKOM BJIQXHOCTH, OOWJIBHOTO TIOTOOTICNICHHS, BO3IACPKUBATHCS OT HCHOJIb30BAHUS
npenapaToB guTus. OOmiee jeuyeHue BKIIIOYAET HCIIONb30BaHME BUTaMuHa A He Oosee 200
ME/cytku (mpenapaTsl BUTaMUHA A HE ClelyeT Ha3HayaTh B JICTHUW TEPHOI), TPU HATUYUH
BTOPUYHON OakTepuasbHOW WH(PEKIMH — aHTHOMOTHUKOTEpAIus, HEPEIKO HCIOIb3YIOT
KOPTUKOCTEPOUIHbIE TOPMOHBI (NMpeAHM30J10H ¢ 1036l 30 mr/menp B TeueHwe 7-10 mHeil c
MOCIIEAYIONUM CHIDKEHHEM 10 5 MI B HEAETIO BIUIOTH A0 NOJTHOW oTMeHbl). CHcTeMHBIE
petuHouAb! (auuTpeTuH) 3P dekTuBHBl B 103¢ 10-20 MT B CyTKHM, HO KYpCHI JICUEHUSI HE MOTYT
OBITh TUTETFHBIMH BBHJY TOKCHYHOCTH Tmperapara. OTMEHa amuTpeTHHa MPUBOJUT K
penuanBy 3a00JI€BaHUs Yepe3 HEKOTOpOoe BpeMs. MIMeroTcst COOOIIeHHUS, UTO B TSDKENBIX CITydasx
C YCIIEXOM HCIOJIBb30BaIH IUKIoCcTioprH A [8].

HapyxHoe nedenne npeamnoaraeT UCIoIb30BaHNE aHUJIMHOBBIX KpacuTenei (QykopuuH),
KEpaTOJMTUICCKUX MIPENapaToB (CaTHIMIOBBIA KPEM HITU Ma3b, CAJTHIIMIOBO-CEpHas Ma3b 2-5%,
KpeMbl W Ma3u ¢ MmoueBuHOW 3-10 %), peTHHOMITHBIX MpemapaToB (ajamajieH, Ta3apoTeH,
g deprH), CTepouaHbIE KpeMbl cpeiHelt cuiibl B Tedenue 10-14 aueil (agBaHTaH KpeMm, SJI0KOM
KpeM, JIOKOHJI JIMIIOKPEM, TUMpOcaInK Ma3pb wim kpem) [1-3, 8, 9, 14, 17]. Coobmiaercs 06
YCIIEIIHOM JIEUeHUH 12-JIeTHEro AMOHCKOro MajbuMKa ¢ UCIOJIb30BAaHUEM B TEUCHHE 2 MECSIIEB
0,1% anmamaneHn rens, KOTOPBIM B TeUeHHE 3 JIeT cTpadan OoJsiesHbl0 Jlapse W 110 3TOTO
0e3yCrenHo JeuniIcss Tonuuaeckumu crepouaam, [19]. Ucnonp3oBanue B Teuenne 30-45 nuei
Mmasu ¢ 0,3% copepkaHusi CHUHECTpOJIAa MO3BOJIMIO JOCTUYD Y 85 % OOJBbHBIX 3HAUUTEIHHOTO
KIMHUYECKOTO YIYYLICHHs U yUITMHEeHHs pemuccuu [14].

IIpu GopojaBYaThIX AMCKEPATOMAxX HCHOJB3YIOT AepMalOpa3uio, IUaTepMOKOAryssluio,
JA3€pHYI0 HBOMAPALMI0 MM XUPYPrUYecKoe YAaJeHUe, 4YTO MPUBOJUT K JJIUTEIBLHOMY
YIyUIIEHUIO.

B nenom nporxo3 uist BBI3AOPOBICHUS HEOIAronpHusTeH, 60JI€3Hb MIPOTEKAET MPAKTUYECKH
BCIO ’KM3Hb C IIEpHOJaMU 000CTPEHUH U HEMOIHBIX PEMHUCCUH.

I]env uccnedosanusa: NpoBECTU aHAINU3 AHAMHECTHUYECKUX, KIMHHUYECKUX, Ja0OPaTOPHBIX
U JMAarHOCTUYECKUX KPUTEPUEB U DPE3YyJIbTaTOB JIEYEHHUA Yy HaOMOJaBIIUXCS OOJIBHBIX
(GOJUTUKYIIIPHBIM BEr€TUPYIOLIUM JTUCKEPATO30M.

Marepuajbl 4 METOABI

B nepuop ¢ suBapa 2010 r no anpens 2015 r B cranmoHapHbBIX OTAeNeHUAX MHUHCKOTO
TOPOJCKOTO  KIMHMYECKOIO  KOXHO-BEHEPOJOTMYECKOro  JMCIaHcepa  HAaxXOJWJIOCh  Ha
oOcieoBaHUM U JiedeHUH 17 OONBbHBIX C JuarHo3oM «Jluckeparo3 (OJUTMKYIISPHBIN

BereTupyomuid Jlapre». Myxuun Obu10 12, )KEHIIMH — 5, COOTHOIIIEHUE MY)KUHHBI | )KEHITUHBI
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=24 :1. BBo3pacre 16-20 ner 6but0 3 GosbHBIX, 21-30 ner — 10, 31-40 net — 4 manuenTa. B
npodeccHoOHAIbHOM  TUIaHE TpeAcTaBUTeNell pabouux mpodeccuid Obiio 10  dgemomek,
MEHEKEPOB — 3, CiIyKalux — 2, uHxeHep — 1, crynent — 1.

Pe3yabTaThl U 00CyxKIeHHE

Jannvle anammuesa. Y 2 6onpHBIX 0071€3HBI0 Jlaphe-Yaiita 6oJenn Ou3Kue poJACTBCHHHUKH:
y 1 — 0abymka, y BTOpOro — JjaeAymika, y | OOJbHOW MaTh OTME4Yaia MOBBIIICHHYIO
YYBCTBUTEIBHOCTH K YIbTpadroseToBeM JiydaM. [lepBbie nposiBieHus 00JIe3HH MOSIBIIIUCH Y 2
MalMeHTOB B paHHEM JEeTCKoM Bo3pacte (5-8 mer). ¥ 12 OGOJbHBIX NEpBBIE BBHICHITAHUS
MOSIBIJIMCH B Bo3pacTe oT 9 a0 15 net, B Bo3pacte 16-25 net — y 2 nanuueHTos, B Bo3pacte 30 yer
—y 1 (BO3MOHO 3TOT MallMEHT, CTpaJaloLIUil yxe Oosee 7 JIeT XpOHUUECKUM aJIKOTOJIU3MOM,
He o0paTui B cBOE BpeMsi BHUMaHMsI Ha NIEpPBbIe CUMIITOMBI B 0ojiee paHHeM Bo3pacte). OOmiuii
«CcTaxk» 00JIE3HN HAa MOMEHT TOCIUTAIM3AIMN OB y 2 OOJBHBIX OKOJIO 5 j1eT, y 5 — oT 5 110 8
net, y 3 manueHToB - 9 — 10 net, y 7 6osnbHBIX — OT 11 1m0 19 ner. Ha obGoctpenue GoJie3nn B
BECEHHEe BpeMsi yKa3zandu 3 OOJIbHBIX, B JIETHEE BpeMsi — 9 4eloBeK, B CEHTAOpe-OKTOpe — 2
MaIMeHTa, a 3 OOJBHBIX CE30HHOCTh OOOCTPEHHI HEe CMOTJIM YTOYHUTH. Hamm naHHbIE 0 cpoKax
Havasa 3a00JIeBaHUsI ¥ CE30HHOCTH OOOCTPEHHI COBMAMAIOT C ITYOIUKAIMSIMH JIPYTUX aBTOPOB
[2, 8,9, 14].

Knunuueckue nposenenus

[epBbie TposiBiIeHUsT OOJIE3HU MOSBHIIMCH y 2 OOJIBHBIX B pAaHHEM JIETCKOM BO3pacTe, CO
CIIOB poauTeNiell OOJBHBIX OHU JIOKAIM30BAJIMCh Ha KOXKE THUIBHOW MOBEPXHOCTH KHCTEH; a Ha
KO’€ JIUI[A, BOJIOCHCTOW YacTH TOJIOBBI, 33 YITHBIMU PAaKOBUHAMH — Y 4 OOJIBHBIX B BO3pacTe 9 —
12 ner B BHJIIE y4acTKOB C y3€JIKOBBIMHU CJIETKa 3YASIIUMH BBICHIIAHUSIMH, OTIUYABIINXCS IO
[[BETY OT HOPMAaJbHON KOXHM (Ha 3TO OOpaTHJIM BHHUMAHUE POAUTENHN). Y OCTAIBHBIX OOJBHBIX
nepBbie (POJUTMKYIISIPHBIC TAITYJIE3HbIC BHICHIITAHUS MOSBIIUCH HA KOXKE TPY/IH, MEKIONATOYHOM
001acTH, B TIOJMBIIICYHBIX U ITaXOBOTO-OCAPEHHBIX CKJIAIKaX, MOKE Ha IIeyax u/mim O0&apax
B Bo3pacte 13 — 25 ger. JluarHo3 (OJUIMKYISPHOTO BETETHPYIOIIETO IHCKepaTo3a ObLI
3aI10/I03PCH WJIM TIOCTABIICH MPH MIEPBOM OOpaIlleHHH TOJBKO Y 8 U3 17 OOJIbHBIX.

[Ipu mocTyruieHnu Ha CTAIMOHAPHOE JICYCHUE Y BCeX OOJIbHBIX OBLIM TUCCEMUHUPOBAHHBIC
nanyjié3Hble KOXHbIC BbICHIaHUs. [IpeoOnagamu MHOKECTBEHHBIC CTPYNIIMPOBAHHBIC H
paccessHHbIC THIIEPKEPATOTUIECKUE TAITYIIBI C CEPOBATO-KOPUIHEBBIM OTTCHKOM, Ha BOJIOCHCTOM
qyacTu roJioBbl (Y 5 OOJIbHBIX) MAaIylbl pa3MepoM JI0 5-6 MM B TuaMeTpe ObLIH MOKPBITHI CYXUMU
cepoBaThiMM yemryiikamu. Kpome yka3aHHOW JOKalu3allid Ha BOJIOCHCTON YacTH TOJOBBI
ManyJabl pachoJiarajiuch Ha KOXe Jnia (MPeruMYIIeCTBEHHO Ha KOxXe JI0a M BUCOUHBIX 00JacTeil)
y 12 60abHBIX, Ieu —y 7, TPYyIH, MEXKJIONATOYHOU obnacTu — y 15, BepXHUX KOHEUYHOCTEH — y

10, HIKHUX KOHEYHOCTEH — y 7 O0NbHBIX. Y 4 OOJNBHBIX 3a00J€BaHME MPOSBUIOCH PO30BATO-



KOPUYHEBBIMU MIIMAPHBIMH W JICHTUKYJISPHBIMH [alyJaMd C THIEPKEPaTo3oM Ha
3PUTOMATO3HOM (POHE B OOJIACTH CIUHBI (MEXKJIOMATOYHAs 00JIacTh), a 'y 2 U3 HUX — B o0nacTu
n6a, rpyau, 6€nep. Y OompHoro M., 31 roma Ha koxke pa3rubOaTeNbHON MOBEPXHOCTH TLIEY,
nepenHe-00KOBOM MOBEPXHOCTH TOJICHEW MMEIUCh THUIEPKEPATOTHYCCKHUE —OJSIIKU c
00poJaBYaTBIMU pa3pacTaHUsIMHU (Ha TOJICHSX) TONIIUHOW 5-6 MM W JABYMS TPEIIMHAMH.
Kpacnas kaiima ry0 Obula M3MEHEHa Yy 2 MalMEHTOB, OTMEYallach CYXOCTb U CpE/He-
IUIaCTUHYATOE  IuenyiieHus. M3MeHeHMs Ha  cau3uCcTOM  000J0YKe  MOJOCTH  pTa
3aperucTpupoBanbl y 1 OosbHOW — OenecoBarbie mamyiasl a0 1,5 ¢M Ha CIM3UCTOW TYO,
Manyyi€3Hble JIMHEHHBIC YTOJIIEHUS Ha CIM3UCTON MIEK, OelIecoBaThI HANET IIIATeeM He
CHUMAJICS, BHEIIHE BBICHIIAHMS HAMOMUHAIM JIeWKoIUIakuio. JKamoObl HAa 3y[ WM YYBCTBO
CTSATHBAHUS KOXU TPU TIOCTYIICHUH MPEABSBIISLIN 12 AIMEeHTOB.

N3menenue HorTel Mbl HaOMOmamM JMIMIb y 5 OONMBHBIX, Y 3 W3 HHUX peuyb IUIA O
MOSIBJICHUH JIEUKOHUXUU B BHJIE€ O€JBIX MPOAOJIbHBIX MOJIOC, IUCTANbHBIN CBOOOAHBIN Kpall ObLI
HEPOBHO 00JIOMaH, y 2 MAIMEHTOB HAPSTy C HATWYUEM C1a00 BBIPAKEHHBIX MPOIO0TBHBIX TIOJIOC
UMEJTMCh TOYCUHBIC YIITYOJICHUS U YMEPEHHO BBIPAKCHHBIN TIOTHOTTEBOM TUIIEpKEPaTO3.

bomero#t C, 36 jeT OTMETWI, YTO y HETrO B Te€UeHWe mocienHux 1,5-2 ner pa3Buiack
UMITOTCHIINS, OH ¢ OOJBIIIMM YCHJIMEM BOJIM MOXKET HadaTh IMOBOM akT He Jame 1 pasa B 2-3
Mecsla, HO aKT HUKOTJa MPaKTUYECKH HE 3aKaHYMBAETCS CEMSHM3BEP)KCHHEM BBUAY PaHHEro
npekparieHus spexuun. bonsHas I1., 27 ner, 6omneromas GoTMKyISIpHBIM TUcKepaTo3oM Jlapse
¢ 17 ner, oTMeTmiIa 4TO B MOCHeAHHE 3 roja y He€ 4acTO MOPTUTCS HACTPOEHHUE, C €€ CIOB
MHOTJIa «IIPOCTO HE X0ueTcs KuTh». ComyTCTBYIOIINE 3a00JIeBaHus: Tpoe OOJIbHBIX CTpajaiu
SPO3UBHBIM TAaCTPUTOM, JBOE€ 3JOYNOTPEOSUIM  aJKOroJieM, Yy OJIHOTO TMaludeHTa —
MeTaboJIMYeCKUil CHHIPOM, OKHMpEeHHe, MmacTtomatusi — y 1 OonbHOHM, Bapukomene — y 1
ManueHTa.

Co cTtopoHsI 001Iero aHaan3a KpOBU YMEPEHHOE CHUKEHHE IeMOryioOnHa OTMEUEHO y 2
00JbHBIX, TUMPOIUTO3 — 10 56 % - y 3 GonbHBIX. OOIIMI aHAIU3 MOYH y BCeX OOJBHBIX ObLT B
npenenax HOpMbl. buoxumudeckuii aHanu3 KpoBu: MoBbilieHHE aKTUBHOCTH ANAT u AcAT
OTMEUYEHO y 3 OONbHBIX, CHIKEHHUE YPOBHS TPUTIIUIEPUIOB — Y 2 TAIIIEHTOB.

l'ucronoruueckoe ucciaenoBaHue OUoNMTaTa KOXKH IMPOBENEHO y 6 MAalMeHTOB, BO BCEX
Cllydasix IMarHo3 ObUT TUCTOJIOTMYECKH MOATBEPIKIICH.

Jleuenue TMPOBOAMIOCH B OCHOBHOM C HCIIOJIb30BAHHEM a€BHTa, BUTAMHUHOB TPYMMbl B,
MpernapaToB KaJbIUs, aHTUTHCTAMUHHBIX IMpENapaTroB, renaTonpoTekTopoB, YDO-tepanuu,
MECTHO- Ma3u C KOpTHUKOCTepouaamu. J[Boe OONBHBIX MMOJTy4adTd HEOTUTa30H KOPOTKUMHU
Kypcamu (aBe Henenu) B cyroyHoi mo3e 20 mr (1 GonpHoi) u 35 mr (1 GonpHOI). BonbHbIE

BBIIMUCBIBAJIIMCH C HE3HAYUTCIIbHBIM YIYUIICHUCM WJIN KIIMHUYCCKHUM YIIYUIHICHUCM.



[MpuBoauMm 1 kmmaMYeckoe HabmroaeHue. b-oii I11., 27 ner, pabotaer BoauTenem aBTo0yca,
3abonen 10 ner Hazaa. Beichimanust TOTa MOSIBUJIMCH IOCIE JUIMTEIBHOTO MpeObIBaHUS Ha
COJIHIIE U OBUIM MPECTABIICHBI y3eIKaMH Oojiee TEMHOTO I[BeTa Ha rpyau u cnuHe. [lozxe Ha
THX MECTax OCTAaBINCh TOJBKO TNHMIMEHTHBIC MATHA Oe3 menymeHus. J[Baxapl ObuH
o0ocTpeHus BBICHITIAHUN B JIETHEE BpeMs roja, Jeunsics amoynatopso. [locnennee obocrpenue
uMeso mMecto B KoHie ¢espans 2015 T 1 OHO MPOU30IIO TOCIe reperpeBa B 6ane. boiapHOM
ObUI TOCHHUTAJIM3UPOBAH W HAXOJWICS Ha JICYEHHH B TOPOICKOM KO>KHO-BEHEPOJOTHYECKOM
mucnancepe ¢ 10.03 mo 24. 03. 2015 1.

[Ipu mocTyruieHuu ChHINb JIOKATM30BallaCh HA KOXKE€ TPYHAH, J)KUBOTA W CIIMHBI B OOJIACTH
TIOSICHUITBI M OBbLJIa MpeacTaBieHa (OJUTMKYISPHBIMU THIEPKEPATOTUISCKUMH TAITyJIaMH SPKO-
KPacHOTO M KPaCHO-KOPHUYHEBOTO I[BETA, HAPSAIBl C OTIEIBHO PACIIOJIOKEHHBIMHU JJI€MEHTaMH
UMEIIMCh yYacTKA CJIMBHOTO XapakTepa CHIIIM C HE3HAUYUTEIFHBIM MICNYIICHHEM H

nHpmIbTpanuei. Onpenensics CHMITOM «TEPKM» (cM. puc. 1).

Puc 1. KoxHnble nposiBnenust 6ose3nu [lapre-Yaiita Ha KOKe TpyaAd U )KUBOTA.
Ha wnorrespix mimactuakax |-l11l mambieB kxucredl HaOMOganuch JIEMKOHUXHHA B BHUJE

HEPC3KUX OeIBIX MIpoOAOJIbHBIX IIOJIOC, )IPICTEL]'IBHBIﬁ CBO6OHHLIﬁ Kpaﬁ OBLI HCEPOBHO o0JIoMaH



(Oompmie Ha mpaBoil kuctH). Crnumsucras molocTd pra He mopaxkeHa. CyObEKTHMBHO —
HETOCTOSIHHBIA KOKHBIN 3y IETKOE CTeTeHH B 00JIACTH BBHICHITIAHUH.

OO6mme anamussl kpoBu U Mour oT 11.03.2015 r. — Bce mokasarenu B mpeaenax HOPMBIL.
buoxumun xpoBu ot 11.03.2015 r. : oOmmii Oenok, ambOyMUHBI, TIOOYIMHBI, OOIIHIA
onmnpyoun, AnAT, AcAT, riaroko3a, MOUEBHHA, XOJIECTEPUH, TPUTIMIEPUAb], C-peakTHBHBIN
0eJI0K — BCe MOKa3aTesu B Mpeaesiax HOPMBI.

12.03.2015 r GbL1a poBeieHa OUOTICHS BBICHIITHBIX 3JIEMEHTOB Ha Koxke rpyau, 16.03 2015
I. TIpPOU3BEJIEHO NATOJOTOAHATOMHYECKOE HCCel0BaHuEe Ouonrara KOXKH B TOPOJICKOM
natoyioroanaromuyeckoM Oropo (Ne 155739). Onmcanue MuMKpomnpenapara: Y4acTOK KOXHU C
BBIPDAKEHHBIM  OpPTOTMIIEPKEPATO30M, IapaKepaTo30M, aKaHTO30M, C HaJW4YHMeM JABYX
yameoOpa3HbIX — Ccymnpaba3aJbHbIX  JIaKyH, JHO  KOTOPBIX  MPEJCTABIEHO  OTEUHBIMU
MIOJIHOKPOBHBIMHU (32 CYET TpyNIbl TOHKOCTEHHBIX COCYJOB) COCOYKAMH JAEPMbI, MOKPBITHIX
OJIHUM CJIOEM KEpaTHMHOLMTOB. Bbllle — sBJIEHUS aKaHTOJIMTUYECKOTO JMCKEKpaTo3a B BHJIE
KpYIJIBIX TeJel ¥ 3€peH C CYNpaaKaHTOJIUTHUECKUMHU POrOBBIMU OJILIKaMU ¢ MapakepaTo3om. B
JIepMe - MepuBacKyJsipHble JTuMdaTtndeckne MHOUIbTPATHL. 3akiarodueHue: MopdosioruyecKas
KapTHUHA MOXET COOTBETCTBOBAThH O0s1e3HH Jlapbe.

BbonbHOI B TeueHue 2 HEW moJiydall BUTaMHH Bg, CTEKIIOBUAHOE TEJO, a€BUT, JAUA30JIUH,
ma3p ueaepm A. C 13.03.2015 r. navan nedenue poakkyraHom mo 0,02 x 2 pasza B AcHb, a
24.03.2015 r nmepeBeneH Ha aMOyIaTOpHOE JICUCHHE allUTPETHHOM (HEOTUTA30HOM) 1O 35 MT B
CYTKH, KOTOpO€ Mojy4as B TeueHue 14 mueir. OOmuii aHaan3 KpoBU U OMOXMMHUYECKUN aHAIN3
kpoBu OT 23.03.2015 1. ocraBayiich B mpeaenax HOpMbL. Co CIIOB OOJBHOTO, JICUCHHUE TIEPEHEC
XOpoIIo 0e3 yXyAlmeHus: 00IIero COCTOSHUSA, 3y KOXKH MOJTHOCThIO ucues. [Ipu ocmotpe 14.04
2015 r OTMEYEeHO 3HAYUTENIPHOE KIMHUYECKOE YIydlleHHe, OOJIIIMHCTBO AJIEMEHTOB CBHIIU

IIOJIHOCTBIO pa3pCIInInuCh, OCTaB1B J'Iél"KYIO TUIICPIIMTMCTAIHIO.

3akioueHue.

QomMUKYISIpHBIN  Beretupyomuil  auckeparo3 (6onesup [lappe —VYaiita) sBisercs
CPaBHHUTEIBHO PEJIKO BCTPEYAIOIIUMCA TE€HOAEPMATO30M, HACleJyeMbIM [0 ayTOCOMHO-
JOMHHAHTHOMY THIY C Pa3IU4YHON IMEHETPAHTHOCTHIO MATOJOrMYECKOro reHa. J(marHoctuka
MIPOBOJMUTCS B OCHOBHOM HAa OCHOBAHUU KIIMHUYECKUX IMPOSIBICHUIN, B COMHUTEIBHBIX CIydasx
JOJDKHA TIOATBEPXKAATHCS TUCTOJIOTMYECKH. [IpuMeHsiemMble MeETOAbl JIEYEHHUs], BKIIIOUYAs
MCIOJIb30BaHNE apOMATHUYECKUX MPOU3BOJHBIX BUTAaMHUHA A (M30TPETUHOMHA, AIlUTPETHHA),

o0ecreynBaroT TOJIBKO BpEMEHHOE yaydlieHue, 3 eKT HECTONKHIA.
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