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Pe3tome. IlpencraBieHHOE KIMHUYECKOE HAOJIOJEHUE BPOXKICHHOIO AUCTPOPUUYECKOro 3IUAEpMOoiu3a y pedeHka 7-Mu
MECALECB C ayTOCOMHO—IOMHWHAHTHBIM THIIOM HacCJICOOBaHHUS. yCTaHOBJ’ICHa psAMO-IIpONnoOpHHOHaIbHAas 3aBUCUMOCTD XHU3-
HECIO0COOHOCTH HOBOPOXKIEHHOI0 OT KOJIMYECTBA MPEILIECTBYIOLINX OepeMEHHOCTE!.
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JTHONATOreHHYecKue aCleKThl.
HacnenctBenHblil Oysuie3HBIH AIHAEPMO-
JIU3 — TPyIIa My3bIPHBIX HACIEICTBEHHBIX
3a00JIeBaHUI KOXKH, BKIIOYAIOIass OoJjiee
20 ¢dopm, XapaKTepHbIM KIMHUYECKUM
CUMITOMOM KOTOPBIX SIBJISIETCS BO3HHUKHO-
BEHUE IMYy3bIpEd WM SPO3UH Ha KOXKE H
CIIM3UCTBIX 000JIOYKax B pe3yibTaTre He-
3HAYUTEIBHON MEXaHUYECKOW TpaBMbI (Me-
xaHOOyIIe3Hast 00JIE3Hb ).

C yueToM KIMHHMYECKUX OCOOEHHOCTEH
U METOJOB JJIEKTPOHHOW MUKPOCKOIIUU
BBIJICIISIIOT 3 OCHOBHBIE€ I'PYIIBI BPOXKICH-
HOoro Oymne3Horo snuaepmosmza (BBDJ):
MPOCTOM, MOTPaHUYHBI M JaucTpoduye-
ckuii [10, 11].

[Ipu npocTsix popmax oOpa3oBaHUE ITy-
3bIpeH MIPOUCXOIUT B PE3YNbTATE IIUTOIU3A
0a3aJIbHBIX AMUTEIUOLUTOB, YTO BBISBIISIET-
Csl Ha DJIEKTPOHOTpaMMax B BHUJIE PE3KO BbI-
PaKEHHOTO OTEKa UX IUTOIUIa3Mbl C pa3-
pBIBOM KJIeTOUHOM 06o0snouku. Ilpu sTom
HENOBpEXKJeHHast Oa3anpHas MeMOpaHa
HAXOJUTCSI B OCHOBAaHUU ITy3bIPA.

[Ipu morpannyHbIX (popmax OTAEICHHE
MUAEepMHUca OT JEpMbl INPOUCXOJUT HaA
YpPOBHE CBETJION IUTACTHHKUA Oa3albHOMU
MeMOpaHbl 3IUJEpMUCAa U3-32 HEIMOJIHO-
LIEHHOCTHU MOJIYIECMOCOM U Kpersimux (u-
nameHToB. IlnoTHas nmuactuHka 0azaabHOM
MeMOpaHbl HaXOJUTCSl B OCHOBAHUM ITy3bl-
pen.

[Ipu nuctpoduueckux ¢opmax BBD
OTJIEJICHUE SIUJEpPMHUCA OT JEPMBbI MPOUC-
XOJUT HUXKe 0azaibHON MeMOpaHbl U CBSI-
3aHO C HEMNOJIHOIIEHHOCTBIO  KpemsInX
GbubpwT — CTPYKTYp, COEAMHSIOMUX Oa-
3aJIbHYI0 MEMOpaHy C JIEPMOH.

3a pasButue nuctpopuyeckoro BBD
OTBETCTBEHHBIM sABisAerca reH COL7AL,
KOJMPYIOIINK cuHTe3 KoJutareHa VII tuna
— OCHOBHOT'O KOMITOHEHTa OIOPHBIX KOJIJIa-
reHoBbIX ¢ubpmwin [10, 11]. Onmcansr kak
ayTOCOMHO-PELIECCUBHBIE, TaK M ayTOCOM-
HO-JIOMMHAHTHbIE BapUaHThl HACJIEI0BaHUS
muctpoduueckux popm BB [10, 11].

Huctpodpuueckue Gopmel BBD xapak-
TEPUBYIOTCSA oOpazoBaHuEM cy0nmu-
JepMajibHBIX MYy3bIpEH C HapylIeHUEM lie-
JIOCTHOCTH JEPMO-3IHUJAEPMATbHOIO COEIH-
HEHUs, AUCTPO(PUUECKUMU HU3MEHEHUSIMU
CTPYKTYpP JE€PMBI, UTO BeleT K popMupoBa-
HUIO PYOLIOB, CUHEXUM, CUHIAKTEIHH, 53-
BEHHO-BET€TUPYIOUINX 3J€MEHTOB, MHJIJIH-
YMIIOJIOOHBIX KHUCT, JUCTPOGUYECKUX W3-
MEHEHUH TNPUIATKOB KOXU M CIU3UCTHIX
obosouek. [Ipucoenunstoniasicss BTOpuuHas
MH(pEKIUs pe3Ko yXy/uIaeT oo1iee cocTos-
Hue 6onpHbIX. Hanbonee TsokenbiM TeUeHH-
€M OTJIMYAIOTCS ayTOCOMHO-pEIECCUBHbBIE
BpPOKJEHHbIE (OPMBI  HACIEACTBEHHOI'O
OyJIJIE3HOrO 3IUIEPMOJIN3a, YAaCTO HECOB-
MECTHUMBIE C KU3HbIO, KOTOPbIE IPOTEKAIOT,
KaK MpaBUJIO, C SBJICHHUSIMH KOJIJIareHOJu3a
Ha (poHE MOBBIIIEHHOW aKTUBHOCTH KOJIJIa-
IeHa3bl, HEUTPAJIBHOW IIPOTEa3bl M HHBIX
5H3UMOB. KoulmareHoBble BOJIOKHA B 30HE
My3bIpsi UMEIOT HEUETKUE TPaHULIbI WU OT-
CYyICTBYIOT. TedeHue M NIpPOrHO3 HEOJHO-
3HAYHbIE, 3aBUCAT OT (POPMBI TUCTpoduye-
ckoro BBD [3, 5, 6, 7, 9].

JlomuHaHTHBIM auctpoduueckuit BbD
Hacyeayercs ayTOCOMHO-JIOMUHAHTHO.
Hauunaercs ¢ poxxaeHus: Win NepBbIX JHEN
XKU3HU. B mepBble MecAlbl OopaxeHHe KO-
KU TeHEepaJu30BaHHOE, B JalibHEHIIEM —
My3bIpM BO3HHMKAIOT Ha 4acTO TpaBMHUpYe-
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MBIX Y4acTKaX KOKHM KHUCTEH, CTOIm, KoJje-
HEeH, 1men. 3aKUBIEHUE TPOUCXOJUT C 00-
pazoBaHUEM aTpoPUIECKOTO pydIa ¢ yerT-
KON TpaHuIICH, JIETKOW CKJIAI4aTOCThIO M
nurmMeHTanueil. HorreBple NiiacTUHKU TO-
paxkeHbl y Bcex OonpHbIX. Horrtu muctpo-
¢buyHbI, pexe oTCyTCTBYIOT. PocT 1 pa3Bu-
THE JE€TeW HE HapylIeHbl. XapaKTEpPHO IO-
pakeHHEe CIM3UCTBIX 000jouek. B panHem
BO3pacTe€ MOXET BO3HUKATh HapylleHUE
MPOXOJIMMOCTH MUIIEBOJA, YTO BbIPaXKaeT-
csl B INONEPXUBAHUU, PBOTE IMPHU YINOTPEO-
JICHUW TBEPJOH MHUIIH, CIOHOTEYEHUH, 00-
JIY TIPU TIIOTaHUH. DTU SIBJICHUS 0OpaTUMBI.
C BO3pacToM Iy3bIpH HOSIBJISIOTCS BCE pe-
xe. Y B3pOCIBIX O HAIMYUK 00JI€3HH MOTYT
HallOMHHATh TOJIbKO JUCTPOPUUECKHE W3-
MEHEHHUsl HOTTell M e[Ba 3aMEeTHbIE PYOIIbI
Ha KOXK€ JIOKTEBBIX, KOJEHHBIX U T'0JIEHO-
CTOIIHBIX CYCTaBOB.

Bapuantamu aucrtpoduueckoro BBD
SIBJISIFOTCSL:
1. Juctpoduueckuii THUMNEpIIacTUYC-
ckuii. BBD Kokkeitna-TypeHa BoO3HUKaeT
BHYTPUYTPOOHO WM B MEPBBIE JHU KU3ZHU
pebenka. Ha mecrax TpaBMaTu3aluu WM
CIIOHTAHHO TOSIBJISIIOTCS IY3BIPU C CEpPO3-
HBIM WA C CEPO3HO-T€MOPPArn4ecKuM Co-
NEPKUMBIM, TOCIE Ppa3pelIeHHs] KOTOPbIX
OCTaloTCs aTrpoduu, HWHOT/A KEJIOUIHBIE
pyO110BO-aTpoPuiecKkue U3MEHEHHUsSI C dIHU-
JepMajbHbIMU KHCTaMU. BbIpakeHHbIE M3-
MEHEHHUsl OTMEYAIOTCsl Ha pa3rubaTesbHbIX
MTOBEPXHOCTSAX JOKTEBBIX U KOJEHHBIX CY-
CTaBOB, IJI€ OJHOBPEMEHHO MOTYT ObITh
YelyiuaTo-KOPKOBbIE IUIOTHBIE Hacloe-
HUS, [0 YJAJIEHUIO KOTOPBIX OOHaXKaroTCs
yuacTku pyouosoi arpoduu. Koxa cyxas,
cepoBaTo-0Onennas. Ha magonsx u mojori-
Bax — TMIIEPrUAPO3, TUIIEPKEPATO3, OHUXO-
rpudo3 win OTCYTCTBUE HOTI'TEBBIX IIACTH-
HOK. [Ipn motupanum 3710pOBON KOMKHU BbI-
3BIBAETCS JIOKHBIA cuMnToM Hukomabckoro.
Y 20% OO0JbHBIX MOPa)KEHbl CIU3UCTHIC
000JI0YKH TMOJIOCTH PTa, TE€HUTAIUM, KOHb-
IOHKTHBBI, II€ MY3bIpU BSUIO SMUTEIUUPY-
I0TCS, OCTaBJIssl 0YaroBble aTpouio U Jei-
KokepaTo3. JTa pa3zHoBuUIHOCTH BBD Mmo-
KET coderarbcs ¢ auctpodueil 3y0oB, ru-
epTPUX030M, UXTHO30M. TeueHue 106po-
KauecTBEeHHOe. 3abojieBaHue 00ocTpseTcs B
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JIETHEE BpPEeMsI M OT BIUSHUS M30BITOYHOTO
temna [5, 6, 7,9].

2. Juctpoduueckuii Oeno-naryi-
ne3nbiit BBO Ila3unu xapakrepusyercs no-
SBJICHUEM KaK ITy3bIpeH, TaK M MEJKUX
IJIOTHBIX Tamyia OeloBaToro IBera, 00Y-
CIIOBJICHHBIX  (UOPO3HON  THMepIUIa3ueit
COCIMHUTEIPHON TKAaHU W W3MEHCHUSIMU
AIIACTHYECKUX BOJIOKOH, CKJIIOHHBIX K CITHSI-
HUIO. XapakTepHO HAJMYUE MHIUTHYMIIO-
NOOHBIX KUCT, OHUXOTpr(03a, F’UNnepTpUxo-
3a. [lpeumymiecTBeHHass JoKanu3alus -
KOXa CTOIl, KHUCTEH, STOJHUII, MOSCHHYHO-
KpeCTIIOBOM 00JacTu, pa3rubareabHOM 1Mo-
BEPXHOCTH KOJICHHBIX W JIOKTEBBIX CyCTa-
BoB. Cimsucras mopaxaercs y 10-15%
OospHBIX (4, 5, 6, 7, 9].

3. Huctpoduueckuii BBD bapra xa-
paKTepU3yeTCs MOSBICHUEM ITy3BIPEH B CO-
YeTaHUHU ¢ aTpodueit Koxu [6].

PeueccuBnbiii  muctpodpuueckuit BBD
HacJIelyeTCs ayTOCOMHO-PELECCUBHO, MPO-
TEKaeT TSDKENO, YaCTO MPUBOJHUT K CMEPTH
B paHHeM Bo3pacte. Hauano Gosne3nu Bce-
IJ1a C POKJCHUS WU C TIEPBBIX YaCOB JKU3-
HU. YK€ Mpu poKJI€HUU peOeHKa KOXkKa KO-
HEYHOCTEN »po3upoBaHa. PacmpocTtpaneHn-
HbIC TY3bIPH BO3HUKAIOT HE TOJBKO B pe-
3yJIbTaTe JIETKUX TPaBM KOXH (IIaBJICHUE,
TpeHue), Ho U crnoHTaHHO. [lopaxaercs
KO’Ka BOJIOCHCTOW YaCTH TOJIOBBI, a TaKXKe
cnu3ucThie 00070uku U 3yObl. OOriee co-
CTOSTHUE OOJIBHBIX XapaKTepu3yeTcs ciiado-
CTBIO, OBICTPOH YTOMIISIEMOCTBIO, JITHTEIb-
HBIMU Tiepuonamu cyodebpunurera. 3a-
MEJUIEHO TICUXOMOTOpHOE M (pusmueckoe
pa3BUTHE JAeTeil, WX COIMajbHAs aJanTa-
nus. C BO3pacToM CHOCOOHOCTh K 3a)KHUB-
JICHUIO JPO3MBHO-SI3BEHHBIX MOPAKECHUH
cHmwkaercs. Cpeu MPUYUH CMEPTH B TIep-
BB TOJ| KU3HH HamOoJiee 4acThl: ac(huk-
CHsl, aCTUPAIIMOHHAS THEBMOHHUS, JepMaTO-
TE€HHBIN cerncuc, a crapuie 20 JeT — 3JI0Ka-
YeCTBEHHBIE OomyxoJu [5, 6, 7, 9].

K  mmokemoir  gopme  ayrocomHO-
penteccuBHoro BBD, kotopas compoBoxma-
€TCsl HapyIIeHUEM OOLIEro COCTOSIHUS, OT-
HOCUTCA Toymaucriactudeckuii BBD Axn-
nono-Cumenca [2, 4, 8, 9]. Bo3uukaet npu
POXKJICHUHM WM K€ B TIEPBBIC JHU JKU3HH
pebeHka. MHOKECTBEHHBIC KPYITHBIC ITY3bI-
PH C CEpO3HO-TEMOPPAruYecKuM COAEPIKHU-
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MBIM TOSBJISSFOTCSI Ha JIFOOOM y4YacTKe KO-
KM, B TOM YHCJIC¢ M Ha BOJIOCHCTOM YacTH
rOJIOBEI, BCeraa CcBOOOJHON OT BBLICHLITAHMI
npu apyrux ¢opmax. Pyb6uosas atpodus
KOXHU BOJIOCHCTOM 4acTU T'OJIOBBI MPOSIBIIS-
ercst mudPy3HBIM TTOPEIEHUEM BOJIOC U UX
IMCTPO(OUIECKUMU H3MEHEHHUSIMH. BBICHI-
MAaHUSAM TPEAIIECTBYET YYBCTBO HOKCHUS.
Opo3uM UIMTEIBHO HE SIUTEIU3UPYIOTCS,
WHOT/Ia BETETHPYIOT, TOKPHITHI KOpPKaMH,
OCTaBJIAIOT TNocie ceds pyonsl. Bo3Hukaer
SKTPOIUOH BEK, JedopMalus pra, KUCTEH,
cron ¢ myrwisinusmu. Cumntom Hukosns-
CKOro MOJOXUTENbHbIN. llpn nopaxenuun
CIIM3UCTBIX 000JI0YEK Mpoliecc pyolieBaHUS
BO PTY IPUBOAMT K OTPAHUYCHUIO TTOIBIIK-
HOCTH $I3bIKa, aTpo(Uu €ro COCOYKOB, 3a-
pallleHHI0 BECTUOYISPHBIX CKIAA0K U MHUK-
POCTOMUH, B IIUILEBOJIE — K €TI0 CYKEHUIO U
HapyIIEHUIO NMPOXOAUMOCTH IHIIHU, B Ips-
MOIl KHILIKE - K XpPOHHYECKHM 3armopam u
pe3kum OousisiM nipu akTe nedexauuu. [Ipu
nopaxxeHusix 3yOoB MpeobiafaoT aHoMa-
JUU UX PACIOJIOKEHHUS, KapHuec, Ae(PeKTh
3yoHO# omanu. [lopaxkenuwe crau3zncTon
000JIOUKHM TJ1a3 4acTO HaAOJIOJAETCs B ACT-
CKOM BO3pacTe, YTO KJIMHUYECKHU IPOSIBIIS-
eTcsl JOKEHUEeM, OOJIIMU IIPU TOMBITKE OT-
KpBITh I1a3a. PyOuieBaHue Ha poroBuiie 3a-
BepIIaeTcsi 00pa3oBaHueM OO0JAaUYKOBUIHBIX
IIOMYTHEHHH, CYIIECTBEHHO HE HapylIaro-
mux 3perue. Koxka oObI4HO cyxasi, TOHKasl,
atpo¢uynHas. HorreBble mIacTUHKU Je-
¢dbopmupoBanbl. bosbHble pusnuecku Heno-
Pa3BUTHI, 33J€pKAaHO MICUXOMOTOPHOE pa3-
BUTHE. Y OOJBHBIX HAXOIAT MOPPUPHIO,
MHO>KECTBEHHYIO 3HJOKPUHHYIO MaTOJIO-
TUI0, aMWJIOHJI03, 3JIOKAYeCTBEHHBIE OIy-
xoJi. 3avactyro OoJbHBIE TOTHOAIOT B
paHHEM [JETCTBE, PENKO NOXHMBaKT 10 20-
25 JeTHero Bo3pacra.

K peaxkum  ¢dopmam  ayrocoMHoO-
penieccuBHOro auctpoduueckoro BBD ot-
HOCSITCSL TaKXke AUCTpodUuyecKuil MHBEpC-
HbIW, A3BEHHO-BErE€TUPYIOUIUNA, HEHPOTPO-
buueckuii u np. [5, 6, 9].

Onucanne B JOCTYMHOW JHUTEpaType
€IMHUYHBIX CJIy4yaeB JUCTPO(UUECKOro
BBD noOynuino Hac moAenuThesl KIMHUYE-
CKUM HaOJII0JIEHUEM.

Kunnunyeckuii cayyaii. bonsnoi I1., 7-
MU MecsleB, KOHCYIbTHpOBaH B Jlyran-

CKOM o0nacTHOM KOXHO-BEHEPOJI0-
TUYECKOM JcraHcepe (JIOKBH)
25.02.2010 r. no nmoBoay AUCTPOPUUECKOTO
BPOKJIEHHOTO OYyJUIE3HOTO SMHUAEPMOJIN3A.
Ponuiics B cpok oT 5-i1 6GepeMeHHOCTH TO-
CpPEICTBOM KecapeBoro cedenus. Macca
pebenka mpu poxaenun — 3150 rpamwm.
[lepBrie 1Be OEpEMEHHOCTU Y MaMbl 3aKOH-
YIINCh camMoabopTOM, TPH MOCIIETYIOLIUE
— pojJlaMu C IOMOILBIO KECapeBOro cede-
Hus. Tpetsst 6epemennocts (2001 r.) — pe-
OCHOK ymep Ha 4-e CYTKHU, JOUarHo3 —
BPOKJCHHBIA OYIIE3HBIH  AMHIEPMOJIU3.
UYerepras O6epemennocts (2007 r.) — pe-
OCHOK ymep B Bo3pacte 1-ro mecsia, aua-
THO3 — BPOXKJICHHBIA OYJUIC3HBIN SMHIEp-
Moiu3. Poaurenu B KpOBHOM pOJICTBE HE
cocrosT. [lpu mpuienbHOM paccrpoce Bbl-
SICHWJIOCh, YTO HHUKTO M3 POJCTBEHHHUKOB
aHAJIOTUYHBIM 3a00JIeBaHWEM HE CTpajaall.
Yepes cyTku mociie pojioB y pedeHka Io-
SIBHJTUCH ITy3BIPHBIC AJIEMEHTHI Ha TYJIOBH-
e, KOHEYHOCTAX, CIU3UCTON 000J0uKe
MOJIOCTH pTa. B mocnenyromem my3sipu mo-
SBJISJIUCh KaK Ha MECTE TPaBMbl, TaK U ca-
MONPOU3BOJIbHO. YUUTHIBAsl MPEALIECTBY-
IoIui aHamHe3, auarHo3 BBD pebenky
ObUT YCTAHOBJIEH cpa3y U OH OblI mepeBe-
JIeH B OT/EJICHHE NaTOJOTUU HOBOPOKICH-
HbIX. K rpyau pebeHok He ObL1 MPUIIOKEH B
pojzaiie, B MOCJENYIOIIEM HEOHATOJIOT He
PEKOMEH/IOBAJl €ro KOPMJIEHHE TPYIbI0 U
HOBOPOJKJIEHHBI OB TEepeBeeH Ha HC-
KyCCTBEHHO€ nuTaHue. B poggome He mpu-
BUT, NIPUBHUBOK HE TOJY4WJI U To3xke. M3
nepeHeceHHbIX 3aboneBannii — OP3.

[Tpu o6pamenuu B JIOKB/I: obmiee co-
CTOSIHME peOeHKa YIOBJIETBOPUTEILHOE,
aKTHBEH, YJOBJICTBOPUTEIHHOTO IHTaHUS,
pa3BHUBAETCs COTJIACHO BO3pacTy, HalIr0Aa-
eTcsl 10 MECTY JKUTENbCTBa y MeAuarpa,
nepMaroisiora u HeBpomarosiora. [Ipu o0b-
EeKTHBHOM OCMOTpE: KOXHBIE ITOKPOBBI
OOBIYHOW OKpAacCKH, Ha KOXE BEPXHUX W
HIOKHUX KOHEYHOCTEH, TYyJOBHIIA U JIMLA
HUMEIOTCS IY3BIpU C CEPO3HOM KUIKOCTBIO
pazMepamMu OT OJHOTO O JABYX CaHTHUMET-
POB C HANPSHKEHHOW W BSUIOW MOKPBIIIKOM.
Kaxk cnencTBrue BCKpBIBIIUXCS ITy3bIpE 00-
Hapy>KEHBI dPO3HU C OOPHIBKAMHU IMOKPHIII-
KA. ONUTEeNHU3alus 3pO3Uid CpaBHUTEIHHO
ObIcTpasi, Ha MecTe OBIBIIUX BBICHITAHHUHA
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MUMEIOTCS CIIE/Ibl B BUJIE JETTMTMEHTHPOBAH-
HBIX yYaCTKOB HETPaBMIIbHOW (POPMBI C HC-
TOHYEHHBIM JsrHaepMucoM. llpu mortwmpa-
HUHM 3JI0POBOI KOXH OTpPEACISIeTCs JIOXK-
Hbld cumnToM Hukosbckoro. Beickimanus
My3bIpeld MMEIOTCSl TaKkKe€ Ha CIM3UCTOMN
00oJI0uKe 1moyiocTH pra u Ha rydax. Horre-
BbIC IUIACTUHKH JIe(OPMHUPOBAHEI, YacTh U3
HUX C TOJHOTTEBHIM THIIEPKEPATO30M, He-
KOTOpble OTCYTCTBYIOT. OOIIue aHalIn3bl
KpOBU U Mouu 0€3 maroyioruu. JlaHel peko-
MEH/IAIlUH: COIIKOCEPUIT B/M; BHYTPh — pac-
TBOp peruHoJia auerata 3,44%, rirokoHAT
KaJbIHs, aCKOPOMHOBAsI KHCIIOTa; HAPYKHO
— (hUTOBAHHBI, BOJHBIC PACTBOPHI AHWIIH-
HOBBIX Kpacurened, «llaHteHom», Mmacio
o0nenuxy, IMHIOBHHUKA, Keie «Coykoce-
pHID).

[IpencraBneHHOe KIMHUYECKOE HaOIIO-
JICHUE BPOXKJICHHOTO  JTUCTPO(HIECKOTO
OyIJIe3HOr0 AnuAepMon3a y pebeHka 7-Mu
MECSIIICB JIEeMOHCTPHPYET psSIMO-
MPONOPIIHOHAIEHYIO 3aBHCHUMOCTh JKH3HE-
CTIIOCOOHOCTH HOBOPOXKJIEHHOTO OT KOJIHYe-
cTBa OepeMEHHOCTEH Yy MaTrepu U HMeeT
B&)XHBI KJIMHUYECKUW WHTEpeC M Bpa-
Yeild, KaK JepMaTOBEHEpOJIOTOB, TaK W Iie-
JMaTPOB, HEOHATOJIOTOB, TOCKOJIBKY 3HAaHUE
KIMHUYECKUX OCOOEHHOCTEN HACIIEICTBEH-
HBIX JIEPMAaTO30B CIIOCOOCTBYET CBOEBpe-

MEHHOM WX JMArHOCTHKE, YIYYIICHHUIO Ka-
YecTBa JICYEHUs W JKM3HM JETEH, a TaKxKe
MPOTHO3UPOBAHUIO TEYEHUS TE€HOJEPMATO-
3a.
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Pagionos B.I'., IIposizion JI.M., IlIBaproBa T.I., IIposision A.M., Ilognyoxo T.B. Jucrpodiunuii 0yJabo3HUH

enizepmoJi3 (kJiHiYHe crocTepeskeHHs )

Pe3siome. IIpencraBieHe KIiHIYHE CIIOCTEPEKEHHS IPUPOKEHOTO JUCTPODIUHOro emiaepMoridy y JUTHHHU 7-Mi MICSLIB 3
ayTOCOMHO-JOMIHAHTHHM THIIOM CIIaJAKOEMCTBA. BeTaHOBIIGHA MPSIMO-IPONOPLIiiHA 3a]IKHICTD KUTTE3AATHOCTI HOBOHA-

POIKEHOrO BiJl KiJIbKOCTI MOMEPEeIHiX BariTHOCTEH.

Karo4oBi ciioBa: OyJib03HHI €MifiepMoIi3, TeHOJepMAaTO3, KJIIHIYHI POSBIICHHS

Radionov V. G, Provizion L.N., Shvareva T.I., Provizion A.N. Dystrophic bullosa epidermolysis (case report)
Summary. Clinical observation of a congenital dystrophic epidermolysis at the 7 months child with autosomal —dominant
mode of inheritance is presented. Directly-proportional dependence between vitality of the newborn and quantity of previ-

ous pregnancies is established.

Keywords: bullosa epidermolysis, genodermatosis, clinical implications
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OCOBJIMBOCTI AHTHOKCUJAHTHOTI'O CTAHY Y XBOPUX HA PEBMATOI-
JHUU APTPUT YV TIOEAHAHHI 3 AYTOIMYHHUM TUPEOIAUTOM

KuszeBa AK.

Kadgheopa snympiwnvoi meouyunu gaxyromemy nicasouniomuoi oceimu, /[3 «Jlyeancokuil OepicasHuii meouy-

Hull yHigepcumemy, M. Jlyeancox, Ykpaina

Pe3iome. B crarTi HaBeeHi 0COOIMBOCTI aHTHOKCHAAHTHOIO CTAHY Y XBOPHX Ha PEBMATOIAHHI apTpPHT i3 CymyTHIM ayTo-
IMyHHUM THPEOIIUTOM, [I0Ka3aHi IaHi MPpo B3a€MO3B’ 530K MiXK aKTUBHICTIO 3alajeHHs Ta MOKa3HUKAMH aHTHOKCHIAHTHO-

o MOTEHLIATY Y [IUX XBOPHX.

KutiouoBi ci10Ba: peBMaToifHUI apTPUT, Ay TOIMyHHUH THPEOIONT, AlarHOCTHKA, AaHTHOKCHAHTHHUI MTOTEHLIaN
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