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[lonsiTue  «HACNENCTBEHHBIM OYJUIE3HBI  SMHUIEPMONIU3»  BKIHOYAECT
MHO>KECTBO 3a00J1€BaHUH, XapaKTepU3yOIUXCs PELUIUBUPYIOIIUM
oOpa3oBaHHEM Ty3bIpEH B pe3yIbTaTe CTPYKTYPHOH CIa0OCTH, TOMKOCTH KOXH U
HEKOTOPBIX JApyrux TKaHel. KiamHuyeckue nposBICHUS IIUPOKO BapbUPYIOT, OT
JIOKaJIM30BAaHHBIX My3bIpel Ha pyKaxX U CTOMAX JI0 T€HEePaTU30BaHHBIX BHICHITAHUN
10 BCEMY KOXHOMY MOKPOBY U CIIM3UCTON POTOBOM MOJIOCTH, & TAKXKE MOPaKEHUS
MHOTUX BHYTPEHHUX OpraHoB. M3BecTHO, 4YTO KaxkAblid MOATUI OYyJIE3HOTO
SIUJECPMONIN3a TOSBISECTCS 3a CYET MYTallMM TI'€Ha, KOAHMPYIOIIETO HECKOJIBKO
Pa3IMYHBIX OCJIKOB, KK/ U3 KOTOPHIX CBSI3aH C MOJAJIEPKAHUEM CTPYKTYPHOMU
CTaOMJIBHOCTH KEpPAaTUHOIMTOB WM aJre3uel KepaTUHOIMTOB K Oa3zalbHOMN
MeMOpaHe. bysie3Hblii  snuaepMosid3  JIydille BCEro JUArHOCTUPYETCS U
KJIacCU(UIMPyETCs MyTeM TOJYYeHHS OOIIMX JaHHBIX, BKIIOYAIONIUX JETATbHYIO
JUYHYIO U CEMEUHYIO UCTOPHUIO, a TAaKXKe PE3yJbTaTOB UMMYHO(IIOOPECIIEHTHOTO
AHTUTEHHOI'O0 KapTUPOBAHMUS, JAHHBIX JIIEKTPOHHON MUKPOCKOIINHU, & B HEKOTOPBIX
coiydasx ananusza JIHK. Jlnsg onrtumanbHOro mojaxoja K IpoOlieMe JIeUeHHUS
HEO0OXOIMMO KOMIUIEKCHOE HCCIIEJOBaHUE, 0CO00€ BHUMAHUE YIEISETCS 3aluTe
BOCIIPUUMYHBBIX TKaHen oT TPaBMUPOBAHUS, HCIIOJIb30BaHUIO
YCOBEPIIEHCTBOBAHHOTO MOJIX0/1a K 00pabOTKe U MepeBsI3Ke paH, 3alUTEe KOXKHBIX
MOKPOBOB OT MOTEHIIMAILHO OMAacHbIX ()aKTOPOB OKPYXKAIOIIEH Cpeibl, a TakkKe
pPaHHUM MEAUIIMHCKUM WM XUPYPTrUYECKUM BMENIATEIbCTBAM [IJIsi YCTpaHEHUS
KaKUX-TMOO BO3MOXKHBIX BHEKOXXHBIX OCJIOXHEHUW. [IporHO3 3HAYUTENHHO
BapbUpPYET U OCHOBBIBAETCSA KaK Ha MOJTHUIE OyJUIE3HOTO SIUAEPMOIIN3a, a TAKKe
3aBUCHUT OT OOIIETr0 COCTOSIHUA TMalMeHTa. JIOCTHKEHUsT MOJIEKYJISIPHOM T€HETUKU
MOCJICTHUX JIET 3HAUYUTENHHO PACIIMPWUIN TMOHUMAaHWE MaToreHe3a OyJuIe3HOTOo
mpoliecca Mpyu pa3InyHbIX 3a00sieBaHusIX KoKW, C Apyroi CTOPOHBI, TOTyUYECHHbIE
JAHHbIE  TOATBEPAWIM  TPABUIBHOCTh  TPAAMIIMOHHOM  KIMHUYECKOM U
THUCTOJIOTUYECKOHN KIIacCU(UKAIUU OYIUIC3HOTO HICPMOIIH3A.

BpoxnenHbiit Oysuie3HbIN 3MUaepMoiin3 (HacaeCTBEHHAs My3bIpyaTKa) - 3TO
OoJiblllasi TpymIa HEBOCHAIUTEIBHBIX 3a00JICBAHUN KOXKH, XapaKTEPHU3YIOIIAsICs
CKJIOHHOCTBIO KOXXHM M  CJIU3UCTBIX OOOJOYEK K Pa3BUTHIO  Iy3bIpEH,
MPEUMYIIIECTBEHHO Ha MECTaX HE3HAUYUTEIbHOM MEXaHUYECKON TpaBMbI (TpEeHUE,
namjieHue, npueM TBepaor mumu) [1, 2, 3, 4]. Brnepsbeie manHoe 3a0oyieBaHHE
omucan Hutchinson B 1875 r. Hallopean B 1896 r. Bbigenun nase Qopmel
3a00yIeBaHUs: TIPOCTYI0 U AUCTpoduyecKyro. B Hacrosiee BpeMsl KIMHUYECKU
BBIZICNISIIOT Tpu  (GOpMBI  3a00JICBaHUS: TMPOCTOW OYyJIJIE3HBIA  DMHACPMOIIHA3
(ayTOCOMHO-OMUHAHTHBIN), MIOrPaHUYHbBIN OyJUIe3HBIH BMUAECPMOJIN3
(peunccuBHBI) W gucTpoduueckuii  OyJUIe3HBIA SMUAESPMOIIN3 (ayTOCOMHO-
JIOMHHAHTHBIA U PEIIECCUBHBIN) [2, 5].



[Tpu mpoctom Oyie3HOM 3SMUAEPMOIIM3E O00pa3yrOTCs My3bIpH Ha YPOBHE
KEPaTUHOLMTOB 0a3aJIbHOTO CJIOsI, TaK KaK MPOMCXOJIUT JIM3UC KEPATUHOLIMTOB B
pe3ysibTaTe aKTUBALMU LIUTOJUTUYECKUX (PEPMEHTOB O] BIUSHUEM TpaBMbl. 11o
3TOM MNpUYMHE JaHHass (opMa MU ONpENesieTCs KaK «3MUAEPMOIUTHUECKAS.
YcraHoBieHa MyTalusl T€HOB, KOAMPYIOIIUX dKCIpeccuto kepatuHoB 5 (12 q 11-
13)u 14 (17q 12-21).

[Tpu norpannuHbIX Gopmax 3a00seBaHUs IPOUCXOIUT 00pa30BaHUE My3bIpeil
B 30HE CBETJION MIACTHHKHU 0a3aJbHOM MEMOpaHbI B pe3yibTaTe THIIONJIa3uu HIIN
OTCYTCTBUSA NoyAecMocoM. Bo3morkHa myTtanust B ogHOM U3 Tpex reHoB (LAMC
2, 1g51; LAMB 3, 1g32, LAMA 3, 18q 11, 2), KOgupyIOIMX KOMILICMCHTHI
IpOTErHA Kpersaumx Guopusu1 JaMHHUHA 5.

[Ipu muctpoduuecknx ¢Gopmax My3bIpH 00pazyloTCs Mexay Oa3albHOI
MeMOpaHOW M JepMOW M3-3a OTCYTCTBHUS WM c€JIaboro pasButus (GuOpWILI U,
BO3MOYKHO, 3 CYET JIM3MCAa OCHOBHOI'O BELIECTBA M BOJOKOH AepMbl. [Ipn naHHBIX
dopmax ornpeeneHbl MyTaluu B reHe koiutarena VII tuna (xpomocoma 3 g 21) [1,
2,4,6,7].

[TpocToii, nim 100poKaueCTBEHHBIN, OyIIE3HBIN SMUAEPMOJIN3 HAUUHACTCS C
POKIEHUS WIN B IIEPBbIE JHU KU3HU. 3a00JI€BaHUE XapaKTepU3yeTCs NOSIBICHUEM
ny3bIpeil Ha MecTaX MEXaHUYeCKOM TpaBMbl - JIOKTH, KOJIEHH, KUCTH, CTOIIBI,
nosiciuiia. Ho BBICHIIAHMS MOTYT MOSIBISATBCS U Ha JPYIHX YdacTKaxX KOXKH.
[ly3blpy MMEIOT pa3MyHbIE pPa3MEpbl, MPO3PAYHOE, PEAKO - TeMOpparuyeckoe
COZIEp)KUMOE. Jpo3uu, O00pa3ylolIuecsl IMOCIEe BCKPBITUS IMy3bIped, OBICTPO
AMUTENU3UPYIOTCS, HE OCTaBisis ciieqoB. CIM3UCThIE OOOJOYKH MMOPAKAKOTCS
OueHb peako. B maronmormyeckuii Mpoiecc HOITEBbIE IUIACTUHKH OOBIYHO HE
BOBJIEKAIOTCS. HekoTopble 1epMaTOJIOTH BBIAEISIOT TeprneTu(OpMHBIN U JETHUI
(B3poOCIIbIi) TUIBI MPOCTOro OymiesHoro snuaepmonusa. [Ipu reprnerudopmuHom
TUIIE My3BbIPU PaCMOaralTcs rpynnaMu, MOTyT HaOIIOAATbCs AUCTPOQUS HOTTEH,
JaIOHHO-TIOJIOIIBEHHAsl KeparoaepMusi. JleTHuil Tum BcTpedaercs y B3pOCIBIX,
Oy3bIpd  TOSIBJISIIOTCS B JIETHEE BpeMs, MPEUMYIIECTBEHHO Ha Horax.
Habmoarorest kepaToaepMus MOAOIIB U TUIEPTUAPO3 JIaJoHel u nojoms. Ob1ee
COCTOSIHUE OOJIbHBIX HE CTpajacT.

Cpenu mnorpaHu4Hoil ¢GopMbl OyJJIE3HOTO AMNHIEPMOJIN3a  JIETAJbHBIN
OyJuIe3HBIM BPOXKIEHHBIN Amuaepmonn3 [epnutiia siBiasieTcss Hauboliee TSHKEOoM
dbopmMoli, XapaKTepu3yIOIIeHcs: BPOXKIECHHOW CKJIOHHOCTBIO K OOpa3oBaHUIO
ny3bipeid. [1y3bIpu ¢ CepO3HBIM MM TEMOPPAruueCKUM COACPKUMBIM TMOSBIISIOTCS
B mepBble JHU kU3HU. OOpa3yloTcs OOMIMpPHBIE SPO3UHM, a HHOrAa M Oojee
riyookue nedekTsl koxu. Ilociie 3axuBiIeHUst 3po3ui OCTalTCs aTpoPuu WM
pyOIlbl, THUIMO- WM THUIEPIUTMEHTHbIE TISITHA W MWIHApHBIe KHUCTHL. [lpu
o0pa30BaHUU My3bIpEN Ha CIM3UCTBHIX 000JOYKAX MOJOCTU PTa, IVIOTKH, TOPTAHU
OTMEYaroTcsi 00JIE3HEHHOCTh, 3aTPYAHEHHUE TJIOTaHMsI, XPUILIBIA rojoc. PybioBoe
3a)KUBJICHUE MPUBOAUT K PA3BUTUIO MUKPOCTOMBI, OIPAaHUYEHHUIO TOJIBHKHOCTHU
A3bIKa, CTPUKTYp U HempoxoAaumocTu nuieBoaa. Cumnrom Hukomabckoro, kak
OpaBUJIO, TOJOXKUTeNeH. PeuuauBupoBaHue 3abosieBaHHs € 00pa30OBaHUEM
my3bIpeil Ha KOKE KUCTEH, CTOM, B 00JIaCTH KOJIEHHBIX, JIOKTEBBIX, Ty4e3aIsCTHBIX
CYyCTaBOB TMpPHUBOJIUT K (POPMUPOBAHUIO KOHTPAKTYp, CPAILEHUIO TMAaJbIEB.



HorteBple MIaCTUHKA MOTYT OBITH YTOJIIEHBI, WCTOHYCHBI, TOJBEPraThCs
OHMXOJIM3UCY WU OTTOprarbcs. OTmeuaercss kapuec 3y0OB, OTCTaBaHUE B
(bu3MYEeCKOM pa3BUTUH, AHEMUS U JIP.

3aboneBaHrue BO3HUKAET JTMOO BO BpPEMsSl POJOB WIIM B PAHHEM JIETCTBE C
Ny3bIPHBIX  BBICHIIAHWM, JPO3UUM HA JUCTAIBHBIX YACTAX KOHEYHOCTEH.
XapakTepHO Halu4We TMamyl U Y3JI0B (UOJIETOBOTO I[BETA, PACIIOIOKEHHBIX
JMHEApHO B OCHOBHOM Ha TOJICHSX, MPEIJIeUbsiX, WHOT/Aa Ha TyJOBHILE. Y
B3POCJIBIX OYard MOPaKCHUS TPEICTABIICHBI TNXCHU(DUITUPOBAHHBIMY OJISIITKAMH.

Juctpoduueckuii OyJIe3HBIA SMUACPMONIA3 CYIIECTBYET C POXKIACHUS WA
HAa4YMHAeTCs B JIETCKOM BoO3pacTe, 3a0o0jieBaHWE JUIUTCA MHOTHE Tronbl. Ero
TsoKenble (GopMbl BeAyT K THOETM MAalMeHTOB B paHHEM JIETCKOM BO3pacTe.
Huctpoduueckre Gopmbl OyJIE3HOTO SMUAECPMOIN3a 0003HAYAIOTCS TAKXKE Kak
«aepmosuTryeckue». Jucrtpoduueckuil Oyisie3Hbld 3MUAEPMOIIA3 PA3JIETAIOT Ha
nBe (GOpMbI: JIOMUHAHTHBIM U pelecCUBHBIA. JIOMUHAHTHBIA AUCTPOPUUECKUN
OyJUIe3HBIN MUIEPMOIIU3 TPOSBISIECTCS B BUJIE KPYITHBIX P03l C TTOTHOTTEBBIMU
My3bIpSIMA W YAaCTUYHOW WM TOJHOM yTpaTOll HOrTEH. 3a)KUBAKOT HPO3UU
MEJUICHHO,  OCTaBIisis  PYOIlbl, TUNUYHBI  MUJIHYMBI. PenieccuBHbIii
nuctpoduueckuit Oyiue3Hbiit snuaepmonn3 (tun Asuiono-CuMeHca) — camas
Tsokenas Qopma Oyiie3Horo snuaepMmoinnsa. ['eHepain3oBaHHOE 00pa3oBaHUE
Iy3bIpEN, 3pO3UM M KOPKH COIPOBOXKIAIOT AETE ¢ poxaeHus. Bcnenacteue
XPOHUYECKHUX APO3MM MEXIy HanbllaMd KHCTEH M CTOI 4acTO OOpa30BBIBAIOTCS
MCEeBJAOCUHIAKTUIINY, aTpopuUeckue pyOIlpl, yTpaTa HOITEH, MYTHUIISLUH,
pyOLi0Bas ajomneuus, NporpeccUpyrolne nepruopaibHble KOHTPAKTYPHI, (prukcanus
a3plka. B 00acTy mioxo 3aKMBaOIIMX KOXKHBIX odaroB yxe K 20 rogam MOTyT
pa3BUBAaThCA CHOUHATUOMBI. Jlerkas paHUMOCTh KOXKH Y OTHUX Mal[MEHTOB
CpPaBHUBAETCA C HEXHBIM KpbUIOM 0aOOYKH, B CBSI3M C 4Ye€M JI€TeH, OOJIbHBIX
JAHHOW TIaTOJIOTHEH, HAa3bIBAIOT «JAeTH-0a00ukm». VMMeHHO mo3ToMy 0abouka
cTajia AMOJIEeMON TpPyNIbl accoluanuid OOJBHBIX OYJIJIE3HBIM JMHACPMOIH30M,
OpraHu30BaHHBIX BO MHOTHX cTpaHax mupa (DEBRA) [2, 4, 5].

[Iporno3 3aBucut oT Gopmbl nepmarto3a. [lpum mpocrom Oyiie3HoOM
AMUACPMOJIN3E OTMEYACTCSl OJArONmpUSsITHBIA HMCXOMA, a MPU JUCTPOPUUECKON U
MOTPAaHUYHOM (popMax - HEOIArOmpHUATHBINA, BIUIOTH 10 JIETalbHOTO ucxona. [lpu
nuctpoduueckoil M mOorpaHUYHONW (GopMax OOJIbHBIE MOTHOAIOT OT PA3IUYHBIX
3a00j1eBaHUN (CEeNTUYECKOE TMPOIECChl, MHEBMOHHUS, TYOEpKyJie3, KaplHHOMA,
HepUT, Kaxekcus, aMWwiona03 U Jp.). Ha MOBEpXHOCTH IJUTEIHLHO
CYILLECTBYIOIMX OYAaroB MOXET PA3BUTHCS PAK KOXKHU.

Jleuenue  8podicOeHH020  OVIIE3HO20 — HNUOEPMOAU3A  (HACIEOCMBEHHOLL
nysvipuamxu). HeoOxoauMo n3deratb TpaBM, MEpPErpeBaHus, TaKk Kak OHU MOTYT
OKazaTh MpoBoOIMpyollee aeicTBue. HazHauaoT oOmIeyKpervisoee JedeHue
(BUTAMUHBI, TIpemaparbl IKeje3a, KajbIus, amwiak, KapHUTHHA XJIOPH],
aHAO0OJTMYECKHNE TOPMOHBI, COJIKOCEPUI U JIp.), PEKOMEHIYIOT Ooratoe Oenmkamwu
MUTaHue.

[Ipu  guctpoduueckom  BapuaHTE  HA3HA4YAIOT  BBICOKHE  JIO3bBI
TJTFOKOKOPTHUKOCTEPOUIOB BHYTPh B COUETAHWU C AaHTUOMOTUKAMH W HAPYKHBIMU
aHTUOAKTEPUATBHBIMUA CpEeACTBAMU. HapyXHO NPUMEHSIOT Ae3WH(HUIMpYIONTUE,



aHTHOaKTepHalIbHbIe, KOPTUKOCTEPOMIHBIE CpeAcTBa U Ap. B  Oyaymem
BApDUAHTAMHU TEpANUU CTAaHYT TPAHCIUIAHTAUM KOCTHOTO MO3ra M CTBOJIOBBIX
KJIeToK [2, 5,7, 9].

[IpyBoaMM  KJIMHUYECKHM  Cciay4yall  TSDKEJIOTO  TeueHus  OyJuIe3HOTO
sanuaepmonu3a. Pebenoxk H. 05.09.2007 r.p. poawsics B CpOK IOCJIE KecapeBa
CEUYEHHUsI, UMEJI0 MECTO TMOPAXKEHHE KOXM Ha PyKax M HOrax c poxiaeHus. B
TEUEHHE BCEH JKW3HU TMOSABJSUINCH PEUUAMBHUPYIOIIME Iy3bIpH Ha KOXE U
CIM3UCTBIX 000JI0YKaX, B YACTHOCTH, MOCJIE MEXAHHUYECKOro TpaBMHpOBaHUs. B
NEPUO HOBOPOXKIEHHOCTH PAa3BUJIICS TKEIBIA CTAaQUIOKOKKOBBIN CElCcUC |
pEOEHOK JIMTENBHO HAXOAWJICS B OTACICHUM WHTEHCHUBHOW Tepanuu. U3
CONYTCTBYIOIIEH MATOJOTHMH OBLT  BBIABIEH JeDEKT MEeAOKETyT0UYKOBOM
IIEPErOPOAKA MU CTEHO3 JIETOYHOW apTepuu. B TedeHume mepBOro roaa KW3HU
HaOIOAAINCh PELUANBUPYIOIINE CENTUAbl B PAMKaX OCHOBHOTO 3a00JIEBaHHUS, a
TaKkK€ IHEBMOHHMHM, IO TMOBOAY KOTOPBIX MAIMEHT HEOAHOKPATHO TMOJIydall
aHTuOMOTHKK. [lepBblie MOMBITKM B 1 roj HayaTh XOJAWTh OBUIM MPEPBaHbI B
pe3yibTaTe TPAaBMHUPOBAHUS W MPHUCOCIWHUBIIEHCS MH(EKIUMU C MOCIeAYIOmen
peaHuMalMe, Tociieé 4Yero MalueHT OOJbIIe HE MBITAICS HAYyYUTHCS XOJHUTh.
CemeiiHblil aHaMHe3 Ha OYJIIE3HBINA SMUACPMOIIN3 OTPULIATEIBHBIMH.

Jlanubsie ocmotpa (B 4 roma). Poct 96 cm, Bec 13,4 kr. OOmiee cocrosinue
YIOBIIETBOPUTENIBbHOE. HEPBHO-TICUXUYECKOE Pa3BUTHE COOTBETCTBYET BO3PACTY.
Ha koxe uMeroTcss OOLIMpHBbIE MOpPaXEHUss B BUAE OONBIIMX 3pO3UNA B 30HE
IJIEYEBOTO MOsACa, a TAaK)Ke HA Horax. Panbl He MHOUIIMPOBAHbI, UMEIOT TEHACHIIMIO
K 3axuBieHuto. HaOmomaercs Ui HECKONBbKO OONBIIMX My3bIped €
reMOppParuueckuM COACPKUMbIM. Takke HMEEeTCS BBIPAKEHHBIA KCEPO3 KOXKU.
[ToMuMO 3TOr0, UMEIOTCSI MHOTOYMCIICEHHBIE PYOIbl U PETEHIMOHHBIE KHUCTBHI IO
BCEMY KOXKHOMY MOKpOBY. HOr'TH Ha HOrax u pykax OTCyTCTBYIOT. XBaTaTelbHas
CIIOCOOHOCTh PYK COXPaHEHa, HO MMEETCsl YaCTHUHOE cpallieHue nanble. CTormbl
neOpMHUpPOBaHbBl € TOCTOSHHBIM  TIOJIOKEHHUEM  TpOHAIMK B 00JacTU
roJICHOCTOITHOTO cycTaBa (Puc.). B poToBO# MoJIOCTH UMEIOTCS TOJBKO OT/ACIIBHBIC
KOpPHM 3yOOB C MACCHBHBIM KAapUO3HBIM MOpakeHueM. Takxke HaOII0Jal0TCs
MHOTOUHCJICHHbIE PO3UH B 30HE LIEK U sI3bIKa, pyOLbl U cpamieHus. [lanment ve
XOJIUT, MOJBUKHOCTh BCEX CYCTAaBOB CYIIECTBEHHO OTpaHUYEHA, pa3Mep CKelleTa
MEHbIIIE HOPMBI.
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Jlanubie 1abopaTOpHOTO 0OCIENOBaHUS: TPOMOOIUTHI 744 T/1, SpUTPOIUTHI
4,89 Tt/n, remornobun 12,3 1/mn, rematokput 38%, nedikomuTel 25,9 1/1,
najoukosaepHeie 7%, cerMeHrtosaepHbie 57%, 303uHOPUIBHBIE 2%, MOHOIIUTHI
4%, mamporutel 30%. OOuwmit 6enox 87 r/m, anmsbymun 2710 mr/mm, IgA 288
mr/m, 1gG 2970 mr/mn, IgM 114 mr/nn, kpeatnaunn 0,46 wmr/mn, modeBuHa 16
MT/ 11, Kee30 19 Mkr/ma.

PebGenok ¢ 29.11.2011 r. mo 02.12.2011 r. Haxogwics HAa YaCTUYHOM
CTAIlMOHAPHOM JICYCHHH M OOCJICOBAHUH B IICHTPE OYJIJIC3HOTO SIUISPMOIIH3a B
YHUBEPCUTETCKON KiauHuKe r.Dpaiidypr, I'epmanus. J(Marnos3: Tsokeablid OOIIMMA,
pelecCuBHBI  quUCTpouUeckuii  OYJUIe3HBIM  AMHUAEPMONH3. Y CTAaHOBJICHO:
XPOHUYECKHUE paHbl B 007acTH 1wied u men. Jledektsl 3yOHOU amanu. MelieuHas
nuctpodust u arpodus. Jlepopmamuu crom. dedunur sxeneza JI€TKON CTEMEHHU.
®umo3. IlaxoBas rpepka cneBa. Hapymenue nepucranbtuku. IIpusHakum
PEIUINBUPYIONINX CEMTUIOB.

B xnuHMKe OBUTIO BBITIOJIHEHO WMMYHO(IIOOPECICHTHOE KapTHUPOBAaHUE,
KOTOpOE€ BBISIBUJIO OYEHb CWJIBHOE CHWKEHHE OKpamuBaHus kojutareHa VIl B
BEpXHEW 4YacTU TMy3bIpsA. 3aKJIIOYEHHUE: JaHHbIE HMMYHO(IIOOPECIIEHTHOTO
KapTUPOBAHUSI CBUJCTEIBCTBYIOT O TSDKEJIOM PEIECCUBHOM JUCTPOPHUUECKOM
Oys1e3HoM anuaepmodinze (panee Amiono-CumeHc).

Tam >xe peOeHky Oblna Tpou3BeacHa LUpKyMIu3us. IIpy  moBTOpHOM
MOCEIIEHNHU KJIWHUKU BBINOJHEHA PEKOHCTPYKTHMBHAs oOIepalus Ha BEPXHHUX
KOHEUHOCTSIX M CaHallMs MOJIOCTH pTa (MHOXKECTBEHHBIM Kapuec) ¢ MpOBEJACHUEM
00111eT0 HApKO3a MO CIeIUaIbHON METOIUKE.



Pexomenmanmu Hemerkon KIMHUKN BO DpaiiOypre Mo BEACHUIO MAIlUCHTA:
3alllMIATh KOXKY peryispHbIMU mepeBsizkamu (1 pa3 B 2-3 1HA), BaHHBI C
YBIQKHSIOMUMU cpeacTBaMu (Macino OxreHucan, Onbam), cMa3biBaTh BCIO KOXKY
MO/ TOBS3KM YBIQKHSIOMUMU cpeAcTBaMu (kpem OnTugepMm), Ha paHbl —
nesuHuupytomue cpeacrsa (Masb Oxtenucent, I[Ipontocan). Tomuueckue
KOPTUKOCTEPOU bl MPUMEHSIIOTCS TOJIBKO MPHU HAJIMYUU BOCHAJICHUS HE OOJIblIe
Henenu. s nepeBs30K peKOMEHIYETCSL Y ProTiOb WU JPYTUE JIETKO CHUMAEMbIE
OMHTBI, HAHOCS TTIOBEPX CYJOKPEM C OCTTAaHTEHOM.

Kpome HapyXHBIX CpeACTB, K 0a3UCHOW TepamuH OTHOCST MOCTOSHHOE U
JUIUTEJIbHOE TPUMEHEHUE 00€300IMBAIOILNX CPEJICTB, OCOOEHHO NEPE]l MPUHATUEM
BAHHBI U IIEPE]T IEPEBI3KOM.

TiarenpHOE M AKTUBHOE JICYEHUE NALMEHTa W €XKEIHEBHBIM YXOJI 3a €ro
KOKeU OCyIIeCTBIsLIM MaMa U 0alyiika pedenka. Ho, HecMOTpst Ha Bce ycuiausi B
Bo3pacte 6 JeT peOeHOK yMep OT OCTPOM MOYEUHON HETOCTAaTOYHOCTH BCIIEACTBUE
aMUJION/103a ITOYEK U IEPMATOJIOTMYECKOrO CETICHCa.

Takum 00pa3oMm, BpPOXKIEHHBIM OyJJIE3HBIM  SNUAEPMONM3 —  ITO
nosuMoppHas rpymnmna 3a0oneBaHMH, KOTOpas HUMeeT OOMMi NpU3HAK —
oOpa3oBaHME Iy3bIpeld MNP MEXaHUYECKOM TPAaBMUPOBAHHUU KOXHU. TspkecThb
KJIMHUYECKOW KapTHHBI OIpeneseTcsl INIyOMHOM 3ajeraHusi Iy3bIped U
00ycIOBJIEHA Pa3IMYHBIMU F€HETHUECKUMU MyTauusMu. B HacTosiee BpeMs He
cymiecTByeT 3(P(EeKTUBHBIX METOJOB Tepanmuu 3TuX 3abosieBanuid. Ilpu Bcex
dbopMax peKOMEHIYeTCs YMEHBIIEHHE MEXaHMYECKOTO TPaBMHUPOBAHUSA, yXOH 3a
KOXKei, MmpouiiakTUKa M JIeUeHHE OCIOoXHEeHUU. [IpuBeAeHHBIN KIMHUYECKUN
cilydail kpailHe TspKeslod (opMbl AUCTPOPUUYECKOTO PELECCUBHOTO OYJUIE3HOTO
AMUAEPMOJIN3a SBISETCS MOJITBEPKACHUEM aKTYaJbHOCTH 3aTPOHYTON MPOOIIEMBI.
Bpayam HeoO0XOAMMO TOMHHUTH O KJIMHUKE, AUArHOCTUKE, IU(pepeHranbHOn
JUArHOCTHKE M OCOOCHHOCTSX YXOJa U TEpalnuy TMalKueHTOB C ATHM TSDKEIbIM
3a00JIeBaHUEM.

Jlureparypa

1. I'pumko T.H. Onuaepmonus Oymie3Hslid BpoxaeHHbI (ObB) /
T.H.I'pumiko, H.A.I'ankun, U.M.Kopcynckas u ap. // BectHuk
MOCJICTUTIIIOMHOTO MEIUIIMHCKOTO oOpaszoBanms.- 2001.- Ne2.-
C.54-56.

2. X&rep Iletep I'. Jlerckas nepmaromnorus / [lepeBoa ¢ HEMEKOro
noa pea. A.A.KybGanosoii, A.H.JIkBoBa.-M.: BUHOM.- 2013.-
648c.

3. Guschi M, Yamamoto Y, Mine Y et al. Neonatal pemphigus
vulgaris. J Dermatol 2008; 35: 529-35.

4. Laimer M, Bauer JM, Lanschutzer CM et al. Epidermolysis
bullosa hereditaria. Akt Dermatol 2010; 36: 43-59.

5. Annbanosa B.UW. Bysie3Hslit amuaepMosin3: epBblid 1o Ku3Hu/
B.M.Ansb6anoBa // Poccuiickuii BECTHHK TEPUHATOJIOTHH H
neauarpun.- 2010.-T.55, Ne3.-C.110-117.



. Anp0anoBa B.I1I. MenunuacKkue KIETOYHBIE TEXHOJOTWMU B
Tepanuu OOJIBHBIX PEIECCHUBHBIM JTUCTPOPUUECKUM OYJIIIC3HBIM
ANUICPMOITU30M. Meton BHYTPHUKOXKHOTO BBEJICHUS
¢udpodsactos/ B.M.AnnOanoBa, A.D.Kapamosa, B.B.YukuH,
A.A. Muneesa // Bectauk nepmarton.-2015.-Ne3.- C.46-53.
. MaxueBa H.B. K Bornpocy 1UarHOCTUKH U JICUCHUS BPOKIECHHOTO
Oymiesnoro  snuaepmonmza /  H.B.MaxueBa//  Ycmexu
COBpeMEHHOro ectecTBo3Hanus.- 2011.- Ne12.- C.41-43.
. Burch JM, Fassihi H, Jones CA et al. Kindler syndrome: a nev
mutation and new diagnostic possibilities. Arch Dermatol 2006;
142: 620-4.
benoa H.B. Ilomomip fetsiM ¢ OYJUI€3HBIM AIHIEPMOJIU30M:
NaJIMaTUBHBIE MyTH  pemieHuss npooOinemsl/  H.B.Benora,
K.!.I'puropres, K.B.KoBanenox// Memaunuackas cectpa.-2013.-
Ne8.- C.36-44.
JleBonuyk Enena AsnekceeBHa
220086 r.MuHck,
yn.CnaBuHCKOTO, 7-1-59
Ten. +375296691154
e-mail: levonchuk@tut.by

Haspouxnii Anekcanap Jlroareposuu
220030, MuHCK,
Yn.KpacHoapmetickas, 8-21

Ten. +375293840085

e-mail: dr-ludger@mail.ru



mailto:levonchuk@tut.by
mailto:dr-ludger@mail.ru

