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OpHUM 13 Hauboslee TAMKEIbIX M 4acTO BCTpedae-
MBIX T€HeTUUECKUX 3a60IeBaHUI KOKU IETCKOr'0 BO3-
pacTa ¢ He6JIaronpusaTHBIM IIPOIrHO30M fABJIsIeTCA OyII-
JIE3HBIU SIIUAEPMOJIN3.

ITo nanueiM National Epidermolysis Bullosa Reg-
istry, BcTpeyaemMocTh OyJUIE3HOTO 3MHUJEPMOJIN3a CO-
crabideT 50 Ha 1 MJIH HOBOPO#AEHHBIX. OK0JI0 92%
3THUX CJIydaeB NPUXOAATCA Ha IIPOCTON OyJie3HBbIN
snugepmonns, 5% — Ha guctpodUdeckuil Gyiaes-
HBIN anuaepMonns, 1% — Ha NOJIMAUCIIIACTUYECKUN
OyJIsIe3HBIN anUJIepMoIn3, a 2% He IoAjeskaT KIacCU-
duranuu |1, 2]. [IanieHTHI ¢ HOIyAEeCMOCOMAaIbHBIM
6yJUIE3HBIM 3IUJIEPMOJIN30M, BEPOATHO, COCTABJISIOT
MeHee 1% oT o6Iero 4yucia ciaydaeB JaHHOro 3a6oiie-
BaHUA. Tak, YuCJIo ciiy4daeB OyUIE3HOTO AMUAEPMOIN3A
Ha 1 MUTH HOBOPOKEHHBIX cocTaBisgeT B Hopeeruu 54,
B Anonuu — 7,8, B XopBatuu — 9,6 [3]. IIpeanonara-
€TCs, YTO O ITaIfeHTax, 60JIbHBIX IIPOCTHIM OyJUIE3HBIM
3IUIEPMOJIN30M JIETKOM CTENEeHU TAKECTH, coobIra-
eTca yuib B 10% ciiydaeB OT O6ILETo KOJIM4ecTBa I10-
pasxeHHoro HaceneHusa CIIIA, 4To cocTaBJIAET OKOJIO
12 500 genosek [3].
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Y nmanueHTOB c GyJUIe3HBIM 3MUAEPMOJIU30M, BbI-
JKUBIINX B IETCTBE, HAanU0oJiee YaCTON IIPUYNHON CMep-
THU ABIAETCA METACTAaTUYECKUU IUIOCKOKJIETOYHBIN
pak. OTOT BUJ, paka KOKHU BCTpPeYaeTCs, B YACTHOCTH,
y IAI[EHTOB C PEIleCCUBHBIM HACIEACTBEHHBIM OYJLIe3-
HBIM SIUAECPMOIM30M U OPOABISAETCA Hanuboiee 9acTo
B Bo3dpacTe 15—35 seT. B ogHOM U3 HccieqoBaHuM co-
obmaiock, uyTo 3a 1979—2002 rr. o6masa cMepTHOCTD
o NpuYHHE OyJJIE3HOI'0 3MMUAEPMOIN3a C IIOIPaBKOMU
Ha €KETOJHYI0 CMEPTHOCTD OT 3a00J1€BaHUN KOMKHU CO-
crasmiaa 0,103 ma 100 000 nacenenma CIIA [5, 6].
B coBpeMeHHOM acnekTe OyJUIe3HbIN SIUAEePMOINS3 —
9TO OoJsbIllasg rpynna reHeTHYEeCKUX 3a6oJieBaHUMH,
BRJIIOYaromasa okosao 30 KIMHUYECKNX BApUaHTOB, Xa-
PaKTEepU3YIOIINXCA CKIIOHHOCTBIO KOMKHU U CIIM3UCTBIX
060JI09€K K Pa3BUTHIO IIy3bIpeU, IIPEUMYIeCTBEHHO
Ha MecTax He3HA4YUTEJIbHOM MeXaHUYeCKON TpaBMHI [1,
7]. Tlo MHEHMIO psAa ucciaexoBaTenel, GoOpMBbI C JIETKUM
Te4YeHHEeM BeTpedaroTes ¢ yactoroil 1 Ha 50 000 ponos,
a 6ousee Taxespie — 1 Ha 500 000 pogos B rog [7].

Ilenbi0 HACTOAINETO UCCIEAOBAHUA ABWIOCH U3yde-
HUe pacOpoCTpPaHEHHOCTHU, ocoGeHHocTel 3aboseBae-
MOCTH UM KJIMHHUYECKOI0 T€YEeHUs Pa3IUYHBIX BHUJIOB
GyJI7Ie3HOTO AIIUAEPMOIN3A Y JeTeH B I'yCTOHACETIEHHOM
U1 MHOTOHAITMOHAIBHOM pervoHe fora Poccun — KpacHo-
JIapCKOM Kpae.
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J1a n3y4deHnsa ocoGeHHOCTe N KIMHIYeCKOM KapTHUHBI
6yJUIE3HOTO SIMUIEPMOJI3a HA COBPEMEHHOM 3Tarle HaMU
IPOBE/IEH IIPOCIEKTUBHBIN aHaimu3 24 ciiyyaeB 3aboiie-
BaHUSA Pa3IMIHBIMU BUJIaMU GYJUIE3HOTO SIIHIEPMOII3a
Yy JeTel OT pOoKIAeHUA 10 17 JIeT, IoIy4daBIINX JedeHe
B ['Y3 «KnuHUYeCcKUil KOKHO-BEHEPOJIOTUYECKUMN 1C-
naHcep» [lemapramMeHTa 3apaBooxpaHeHus KpacHomap-
CKOTI'0 Kpaf.

CorylacHO HaIIUM Ha6/II0IEHUAM B IIOCJIEJHUE I'O-
OBl OTMedYaeTcd YBeJIHMYeHUEe POMKIAEMOCTH JeTel
¢ OyJLIe3HBIM aNIUIepMoan3oM B KpacHogapckoM kpae
(puc. 1).

3aboneBaHue IIpu Bcex GpopMax OyJII€3HOr0 AIUAEP-
MOJIN3a, 32 UCKJII0YEHUEM JIOKAIIM30BAHHOTO IIPOorpec-
cupyrolero 6yJJIE3HOr0 3NUAEpMoIn3a [8], Kak IIpaBU-
JIO, HAYMHAEeTCA C MOMEHTA POKACHUA, ITIOCKOJIBKY CaMO
IpOXOMkJAeHNe peGeHKa II0 POAOBBIM IIyTAM SBJISETCA
EePBBIM MEXaHUYECKUM BO3JEHCTBUEM Ha KOMKY, IpU-
BOJAIIUM K 1e0I0Ty 6oiie3HU. Takas Jierkas paHUIMOCTb
KOXKHM CpPaBHUBaeTCA 3a Py0GeKOM C HEXKHBIM KPbLIOM
0a604KH, B CBA3U C 4eM JeTel, 60JIbHBIX JaHHOM I1aTo-
JIorel, TaM Ha3bIBaIOT IeTH-6a604Km». FIMEHHO 1103-
ToMy 6a6o4ka crasa aMG6JIeMOU I'PyHIIbl aCCOIUAIINA
60JIbHBIX OyJI€3HBIM 3IUAEPMOIN30M, OPraHU30BaH-
HBIX IIOYTU BO Bcex cTpaHax mupa (DEBRA), HO moka
He B Poccuu [1, 9].

Oco6eHHO TsKes0 3a60IeBaHNe, HE3aBUCUMO OT €r0
pasHOBHAHOCTEMN, MPOTEKAET B pAHHUE U ITO3JHUE HEO-
HaTaJbHBIE HNEePHUOABI, KOrJa OTMedYaeTCs BBICOKHU
PUICK JIETAJIIBHOT'0 UCX0/Ja, KaK IPaBWIO, B Pe3yIbTaTe
MIPUCOEJUHEHUSA CENTUYECKNX COCTOSHUMI U pa3BUTUA
BTOPUYHOMN HOJMOpPraHHOM HexoctaToyHocTH U [IBC-
cuHapoMa. [IporHo3 3aMeTHO yXyZAIIaeTcsd IPU HeJo-
HOIIIEHHOCTH W I'MIOTpodUM IUIoJA, IepUHATAIBHBIX

TpaBmax I{HC. Puck nH(QEKIIMOHHbBIX OCI0KHEHUN CHU-
CTEMHOTI'0 XapaKTepa COXpaHAeTCA B TEUYEHHE BCETO IIe-
PY0Zia HOBOPOKAEHHOCTH.

OcTaHOBHMCA Ha OCOGEHHOCTAX HEKOTOPBIX HO30-
JIOTU4eCKUX (pOpM HaC/IeCTBEHHOM ITy3bIpYaTKU, Ha-
OJIIOIABIINXCS B HAIIIEH KJIMHUKE.

Knuanyecku Hanbosee TAMKEIbIM BapUaHTOM Te-
YeHUs IPOCTOro OyIe3HOro 3NUAEPMOJIN3a ABIAETCA
noxrun Jloynuara—Mepa.

3a nepuop HabmoaeHUs B KpacHogapckoM Kpae
B T€UEeHUeE JECATHU JIeT POAUIICS TOJIbKO OAVUH peGeHOK
¢ naHHou ¢opmoii maTonoruu B 2005 r. (puc. 2). 3a-
6osieBaHME HAYAJIOCh ¥ HETO C POkAeHUsd. IlepBhIe BBI-
CBIITAaHUA UMEJIHCh Ha KOXeE JUCTAIbHBIX OTAEJIOB KO-
HEeYHOCTeH! (KUCTH, CTOIIbI). B manpHelmemM mpoiecc
O4YeHb OBICTPO PACHpPOCTPAHUJICA II0 BCEMY KOMKHO-
My IIOKpPOBY, IPUHAB I'eHEPAIN30BaHHBIN XapaKTep,
u OBLI mpeacTaBieH My3bIpaAMH auaMmerpom oT 0,5
zo 1,0 cM, HoJIyIIapoBUAHOM MIM IIOJIyOBaJIbHOU (op-
MBI, C IJIOTHOM IOKPHIIIKON U CEPO3HBIM, a 3a4acTYIO
CEPO3HO-TEMOPPArn4eCKUM U CEPO3HO-THOMHBIM CO-
JepHUMBIM. TUINYHBIM 6bLI0 (DOKYCHOE PACIIOIOKE-
HHeE BBICBITaHUMN. V311067 1EHHOM 30HOMN JIOKAIU3AIlUN
addropecueHN B HaIeM HaOIIOAEHUU ABJIAINCH
KHCTH, CTOIIbI, IOACHUYHO-KPECTII0OBasA U IIEPHUOPaAJIb-
Has 006JIacTh, XOTd IIpU OyJI1€3HOM 3IUAEPMOIN3E MO-
JKET IopakaThbCs 0001 y4acTOK KOKHOI'O IIOKPOBA.
Takske oTMeYaIoCh XapaKTepHOE IIOPaKeHUe CIU3U-
CcTOM 000J0YKM IIOJIOCTU pTa. BCKphIBadAcCh, My3bIpU
CIMBAJINCh B OOIIMPHBIE MOKHYIIIE 3PO3UBHBIE 0Ya-
v nopaseHus. [Ipu 3ToM BbIAEIAIOCh 3HAYUTEIBHOE
KOJIMYECTBO 3KCCyZaTa, YTO IIPUBEJIO K PA3INYHBIM
MeTaboJINYeCcCKUM paccTpoiicTBaM (rumnoaabOyMHuHe-
MUHU, JUCIIPOTENHEMUM, HAPYIIIEHUIO 3JIEKTPOJIUTHO-
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Puc. 1. Aunamuka 3a00A€BaeMOCTH OyAA€3HBIM 3MMAEPMOAM3OM AeTeit B KpacHoaapckom kpae B nepuoa 2000—2009 rr.
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Puc. 2. byanesHblii 3nmaepmoan3s AoyanHra—Mepa y 60AbHOM A. (1 T. 6 mec.); BbiCbIMaHWs Ha KOXe KucTel (a), TyaroBuma u Geaep (6)

ro cocTasa ILIa3MBbl, TUIIOBOJIEMHUHU U Jp.), IOTpe6o-
BaBIIUM CIeIUaJIbHON MeJUKaMEHTO3HOU KOppEeK-
nuy. B ctaauu snuTenusanuy 9po3nH IIOKPHIBATINUCH
KOPOYKaMHU, IpujaBasd 30He NopaskeHusa pecToHda-
TBIH, a 3a4acTyI0 IPUYyAJIUBBINA, THPAAHA000pa3HbIN,
KOJBLEBUAHBIN MM ayroo6pasHbIii BuA. B neHTpe
BBICBIITIAHUH pacIiojiarajach 30Ha IMTMEHTAaIluU, TEM
caMBbIM IIPOABJIAA KINHUYECKOE CXOJACTBO C IepMaTo-
30M JlropuHra.

ITocTaHOBKA marHo3a 6yJjIe3HOTO aIIHUAEPMOIN3a
JoynuHra—Mepa B HeOHaTaJIbHOM BO3pacTe MIpeJ-
CTaBJIAET OIIpPEJleJIeHHblE TPYAHOCTHU, TaK KakK TH-
NuYHadA KIMHUYecKkasa KapTHUHA Ul 3TOU pa3HOBUJ-
HOoCTHU 3a6oneBaHUsa GopMUpyeTcs NpUOIU3UTENb-
HO K 6-MecAYHOMY Bo3pacTy. [IporpeiueHTHOCTb
B TedeHUU 3aboseBaHua Habaoganach 1o 1-ro roga
JKU3HU, B JaJIbHEHUIIIEM ObIO OTMEYEHO ITIOCTEeIIeHHOE
YMEHBIIIEHEe YacCTOThl U BBIPAKEHHOCTH PEUIUBOB,
K TPEM rojiaM KU3HHU YCTAaHOBUJIACh YeTKasA CE30H-
HOCTb 000CTPEHUH B ¥KapKoe BpeMdA roga. Kak npa-
BUJIO, PEIUJMBBI 60JIE3HU €Ille MOTYT ITPOABJIATHCA
B JIETCKOM BO3pacTe, HO Yy IIOJPOCTKOB 000CTpPEeHUA
3aboneBaHuda He HaGmoxaercsa. C BodpacToM popmu-
PYIOTCA ABJIEHUA IOJOIMIBEHHOTO TUIIEPKEpaTo3a, U3-
MEeHeHMe HOITeU, eHTalbHble Auctpoduu. B dusu-
YEeCKOM U IICUXMYECKOM Pa3BUTHUHU JE€TU HE OTCTAIOT
OT CBEPCTHHKOB.

B Hammx Ha6GIIOAEHUAX IIPU IIPOCTOM I'€HEePaIN30-
BaHHOM Oysu1e3HOM anuiepmonnse KebHepa niepBble Iy -
3bIPU MOABIAINCE ¥ JeTel Ha 2—3-U 1eHb KU3HU, KaK
IIpaBUJIO, HAa CTOIIAX, 4 B IIOCJIEAYIOIIEM pacIpoCTpaHa-
JINCh HA OCTaJIbHBIE YYACTKHU KOMHOTO IIOKPOBA, KOTO-
phl€ IIOABEPTAINCH TPEHUIO: ITIOSCHUYHO-KPECTI0OBAA
06/1aCcTh, BEpXHAA TPEeTh CIUHEI, IIesd, JIOKTU, KOJIEHH,
KHUCTU.

Y HOBOPOM¥JEHHBIX 9PO3UH BO3HUKAIU Ha CIU3U-
CTOU 060JIOUKE TI0JIOCTH PTa: B 06J1aCTU KOHYUKA A3bI-
Ka, II0 Kpalo JleCeH, a TaKiKe Ha KpacHoOU Kalime ry6
C IIEPEXO0/IOM Ha CJIM3HUCTYIO IpeAaBepHUsa POTOBOM IO-

JIOCTH, T.€. B T€X 06/1aCTAX, KOTOPbIE 3a/1€1ICTBOBAHBI
B aKTe cocaHusd. K 5pO3UBHBIM IIOPAKEHUAM CIU3U-
CTBIX Y MJIQJICHIIEB 3a49aCTYI0 IPHCOEINHAIACh BTOPUY-
Hada uHpernuda (Candida).

Harnps:xeHHBIE Iy3bIpH BO3SHUKAIN Yepe3 He3HAUU-
TesibHOe BpeMsd (10—20 MUHYT) ITocJjie TPaBMbI, UMEJIN
MOJIyIIIAPOBUAHYIO MM II0JIyOBAJIBHYIO GOpPMYy, CEPO3-
HO€ COJIEPIKUMOE, KOTOPOE Yepe3 OIpeeIeHHOE BpeMs
Ipuo6peTallo CEPO3HO-TeMOPPArudecKU XapaKTep.
ITo mepudepuu mMy3bIpu GBUIN OKPY:KEHBI BEHUYHUKOM
runiepemun. CyG'b€KTUBHO, CTApIIe AEeTH OTMEYaIn
60JIE3BHEHHOCTh Y YYBCTBO JKKEHUSA IIPU OSBJIEHUH ITy-
3bIpeit.

ITocsie BCKPBITUA My3bIPs SIUTENIN3AIMA HACTyaIa
B Te€UeHMe HeCKOJIbKUX JHEN, COIIPOBOKAAsICH oOpa3oBa-
HUEM CEPO3HOM MJIN CePO3HO-TeMOpPParndeckoi KOpKY,
ILIeJIyIIIeHeM U MHOTIa BTOPUYHBIMY T'AIIePIUTMEHTHBI-
MM IIITHAMM Ha MeCTaxX aKTUBHOT'O KOKHOTI'0 IIaTOJI0rde-
CKOT0 ITpoliecca, pyoIibl He 06pa30BbIBAINCE (pHUC. 3).

C BO3pacToOM y HEKOTOPBIX JIeTel Ha KOMKe IOABIIA-
JINCh YYACTKHU I'PYIIIUPOBKU U YepeOBaHUSA 30H aTpo-
¢uM ¥ runepIUrMeHTal M, YTO KJIMHIYEeCKU IIPOSBIIA-
JIOCh KAPTHUHOM ITOUKWIOIEPMUH.

CienyeT OTMETUTB, UTO AaHHasa popMa 3aboseBa-
HUA B IIOCJIeJHEe BpeMs perucTpupyerca Hanbosee
qacTo.

Y petreil, 60JBHBIX IIPOCTBHIM JIOKAJIN30BAHHBIM
6yy1e3HBIM anIHAepMon3oM Be6epa— KokkeliHa, 1my-
3BIPU pacHnojarajvch UCKIIOYUTEIBHO Ha KOMXKe IUC-
TaJIBHBIX OT/EJIOB KOHEYHOCTeH, Jalle — Ha CTolax,
B MecTax Hauboubniero aaBiaeHudA. [Ipu aToM 607b-
Hble OTMedaau cyObeKTUBHBIE KaJIOObl HA YyBCTBO
pacnupaHus, KKEeHUEe U YMEPEHHYI0 60JIE3BHEHHOCTb.
Y mereli cTapllero Bo3pacTa v NoAPOCTKOB (POPMUPO-
BaJIUCh OYaru JaJlOHHO-IIOJOMIBEHHOIO TUIIEpKepa-
TO3a, OHUXOAUCTPO(DUU U AUCXPOMUU HOITEBBIX IJIA-
cTuH (puc. 4).

Bosiesasp MaHudecTHpoBajga y IIAIUEHTOB II0C]Ie
JIETHUX CeJIbCKOXO3AMCTBEHHBIX paboT U JIETHETO OT-
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Puc. 3. byare3Hbiit anuaepmoans Kebuepa y 6oAbHOro Y., 6 mec.
(@ n y 6oabHON K., 8 mec. (6)

Puc. 4. boabHo#i Y., 11 AeT. byAAe3nbiii 3nuaepmonus BeOe-
pa— KokkeitHa

BbIXa B CIIOPTHUBHBIX JIarepsX, CONPAKEHHBIX C IIOBBI-
II€HHOM Harpy3KoM Ha KUCTHU U CTOIIBI.

IIpu mccnemoBaHUU OBLT TaKiKe BBIABIEH U OCO-
6bIii BapyUaHT Pa3BUTHUA OYJUIE3HOTO SIIHMIAEPMOJIN3A.
Tak, y narueHTa H., 15 net, 3a6oreBaHrne Ha4YMHA-
JIOCh C PacpOCTPAaHEHHBIX BBICHIITAHUMN U IOCTEIIEHHO
TpaHCHOPMUPOBAIOCH B JIOKAJIN30BaHHOE (pHC. 5).

Bo3aMoxHOCTh JaHHOU TpaHcopMaruu o6 bACHA-
€TCs reHeTUYeCKOU OOIITHOCTHIO OyJUIE3HOTO 3IIHIePMO-
nmm3a Ke6Hepa u Bebepa— KokkeiiHa.

ITpoctas ¢popma Oy/IIE3HOTO SMUAEPMOIN3a C Kparl-
YaToU MUTMeHTalyel He PerICTPUPOBAJIACh HA TEPPHU-
TOPHU Kpasd.

INorpanuunble GPOPMBI OyJUIE3HOTO 3MUAEPMOJIN3A
JEMOHCTPHPYIOT IIIMPOKUN CIEKTP KIMHUYECKUX (eHOo-
TUIIOB Y, OCHOBBIBASACH HA TAKECTU KJIMHIYIECKOH Kap-
THUHBI, TPAAUIIMIOHHO TOJPA3AeIAI0TCA Ha KIaccude-
ckuii Tun epautnia 1 pasimyHble GopMbl He epamtra.

Tak, y nanueHTEd H. 10 5-ieTHero Bospacrta mpo-
IecC IIPOTEKaI OTHOCUTEIBHO KOMIIEHCHPOBAHHO — KO-
JIMYECTBO MOABJIABIINXCA ITy3bIpeil ObLIO YMEPEHHBIM,
XOT$I CTOMKO IIPOrPEeCCUPOBAIN PyOIIOBbIE KOHTPAKTYPHI
u cpopMHUPOBAJICA TOTAIBHBIA OHUXOJIU3UC. PeGeHOK
6BLT OTHOCUTEJIFHO COXPaHEeH COMaTHYeCKH (puc. 6).

6

Puc. 5. byane3Hblii anuaepmoans Bebepa — KokkeitHa y 60AbHO-
ro U., 15 Aet; nopaxenune koxu obeux cron (a, 6)
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Puc. 6. boabHasi H., 6 AeT. leHepaAn3oBaHHble BbICbIMaHUsl NMpU OyAre3HOM 3nuaepmoruse lepautua (a), conposoxaaiommnecs pyouo-

BbIMM KOHTPAKTYpamu U TOTaAbHbIM OHMXOAM3UCOM (6)

OpHako mocje 6 JIeT TedeHue 60JIe3HH CTajo 3Ha-
YUTEJIbHO TsKesee. ITy3pIpHO-3pO3UBHbBIE BBICHIITAHUA
puo6pesy YHUBEPCAIBHBIN XapaKTep, HOBBIE O4aru
MOPaMKEHUS IOABIAINCH €XKEeJHEBHO. JIMUTEIN3ANUA
9PO3UM 3HAUUTEIBHO 3aMeJINIACh, IOSBUIOCh MHO-
$KECTBO THOMHBIX KOPOK. CuMnToM HUKOIBCKOTO OBLI
CTOMKO MOJIO¥KUTENBHBIM. OTMeYaoch pa3BUTHUE 00-
IIeCOMaTUYECKUX PACCTPONCTB B BHJE CEIITUYECKUX
OCJIOKHEHUU, BBIpaKEHHOM kene30aeUIInTHON aHe-
MHU, TOINAIeHONIaTHUU, AUCTPOPHUH.

B HacTodA1ee BpeMA pebeHKy 8 JIeT, COCTOAHME Xa-
pakTepusyeTcs HapacTarolel JlekoMIIeHcaliue, Impo-
THO3 /Il }KU3HU He6IaronpusaTHBIN.

IMonyaecMocoManbHble (He 'epanuTiia) BapuaHTBI
6yJIJI€3HOTO 2MIUJepMoIn3a Ha Tepputopunu KpacHo-
JapCKOI'0o Kpas He BCTPEYaIlCh.

Juctpodudeckne GopMbl OYIII€3HOTO BIHUIEPMO-
Jin3a XapaKTepuayTcad GOpMHUPOBAHUEM INIyOOKHX
09aroB ITOpayKeHMN Ha KOXKe BCIeCTBIE 00pa3oBaHUA
ny3bIpeil B 061acTU MJIOTHOM ILUIACTUHKU 6a3abHOU
MeMOpaHBbl U AepMbl. OJHOM U3 CaMBIX TSMKEbIX (POPM
6yJIJIE3HOTO SMHUAEPMOIIN3a ABJIAEeTCA THUI [amiomno—
CuMmeHca, HaclIeAyeMBIl ayTOCOMHO-PELeCCHUBHO
(puc. 7). cxonsa u3 onblTa HAIUX HAGIIOAEHUHN, KIIU-
HU4YecKas CUMIITOMATHUKA JaHHOIM (OopMBI TOpaKeHns
TakoBa: 3abojieBaHHUE BCETZa Pa3BUBAETCA C POKIE-
HUA, pacIpocTpaHeHNe BbICBIIAHUIN MPOUCXOAUT yiKe
B IIepBbI€ Yachl :KU3HU. [Ipy 3ToM 06pa3oBaHMIO IIy-
3pIpel He 063aTebHO IIPEAIIIEeCTBYET MEXaHUYECKOe
JaBJI€eHHE WIN TpaBMaTH3alusd, 3a4acTyI0 OHU BO3HU-
KaloT CIIOHTAHHO, 6€3 BUAUMBIX NpU4IHUH. CoAep:KUMOoe
Iy3bIpEl CEpO3HOE WU CEPO3HO-TEeMOPParuydecKoe,
C HaIIPS'KeHHOU TIOKPBIIITKOM, KoTopas B TedeHne 30—
40 MUH. OT MOMEHTA NOABJIEHUA CTAHOBUTCA APAGIION,
B JlasJibHeNIeM o0pa3yloTcsa OOIIMpPHBIE, UINTEIBHO
He3a:KuBarolue 3po3uBHbIE AedeKThl. IlocTogaHHO
BO3HUKAIOT HOBBIE 3PO3UH, COIIPOBOMKIAIOIIIECT BTO-
PUYHBIMH HMHQEKITMOHHBIMU OCJIOKHEHUAMU. OIU-
Teau3anua OPoUCXogUT ¢ GOpMHUPOBAHNEM PYG6IIOB.

B obyacTy penuIUBUPYIONINX B OJHUX U TEX JKe MecTax
Imy3bIpel 3a4acTyio o0pasyloTcsa MIJINyMOIOA00HbBIE
KUCTBI. B IMCTAIIBHBIX OT/EIaX BEPXHUX U HIIKHUX KO-
HEe4YHOCTel IocTeneHHO (GOPMUPYIOTCA KOHTPAKTYPHI,
CUHJAKTWINY, MyTHISALMY, UHOTIAA IPUBOJAIIIE K aM-
My TaIlU MTaJbIleB KUCTEHN 1 cTomn. BeeacTBre mocTo-
STHHOTO 00pa30BaHUsA MMOJHOITEBBIX ITy3bIpeil pa3BHUBa-
eTcs OHUXoJu3uc. THOT/Ia BO3MOXKHO (OpPMUPOBAHUE
BPOKJICHHONM aHOHUXUU. Ha KOMe BOJOCHUCTOMN YacTu
TOJIOBBI XapakTepHo Anddy3HOoe ITopeIeHne BoJIoC, Ha-
Jyye o4yaroB py61ioBod aTpoduu. Bysie3Hble BBICHI-
IaHUA TaKKe PACIIPOCTPAHAIOTCA U Ha CIIM3UCTHIE 060-
JIOUKU — IIOJIOCTH PTa, IMUIIEBOJA U NPAMON KUIIIKH.
Py6110BBIl IIpoIiecC B yKa3aHHBIX 00/1aCTAX IPUBOJUT
K YKOPOYEHUIO A3bIKA, OTPAHUYEHUIO €T0 ITOJBHIKHO-
CTU, MUKPOCTOMMU. AHAJIOI'YHbBIE IIPOIECCHI B ITHIIIE-
BOJIe U IIPSAAMOM KUIIIKe IIPUBOJAT K CTPUKTYpaM U pas-
BUTUIO COOTBETCTBEHHO HapYyIIIeHUH IPOXOKICHNA ITN-
iy, 3anopaM, 601e3HeHHOU Aederanuu. XapaKTepHbI
pasIuYHbIE TeHTATbHbIE AUCTPODUH.

B MiaieHYecKoM BO3pacTe 4acTO MOMKHO HabJIIo-
JIaTh MOpaskeHNe KOHBIOHKTUBBI CO CKIIOHHOCTBIO 3P0-
3UH K JOBOJIBHO OBICTPOM SITUTEIN3AIIH.

OnvcaHHble U3MEHEHHUA 3HAYUTEIbHO YXyAIIAoT
Ka4ecTBO KU3HU peGeHKa U B IIeJIOM BCEM CEMbHU, B KO-
TOpOM OH pacTteT. IIpu aToM y peGeHKa GbICTPO pa3BU-
BaIOTCA WUHBAJIWAWU3UPYIONIYE U3MEHEHHUs, BeIyIe
K 0OIIeN U COIMAIbHOM Ae3adariTalliH.

BMmecTe ¢ TeM U3BECTHBI U MeHee TsKeIble (OPMBI
aucTpodUUecKoro GyJUIE3HOrO SIIMEePMOJIN3a, TaKHUe
kak Tun Mitis, HaciaeayeMbIil ayTOCOMHO-PEIeCCUBHO,
W JOMHUHAHTHBIU TUCTPOPUYECKUN OYyJIIe3HBIN 3MU-
nepmoinn3 Kokkelina— TypeHa. IlocienHuii BcTpeya-
erca B KpacHomapckoM kpae. OH IIPOABIAETCA ITy3bI-
PAMU U 5PO3UAMU, 32KUBJICHUE KOTOPBIX ITPOUCXOAUT
pyOLeBaHMEM, HO HE COIIPOBOKIAEeTCA oOpa3oBaHUEM
OOIIMPHBIX MYTIINPYIOMUX PyOIIOB, KAK IPU THUIIE
lannono—CumeHca. 3aboseBaHue, KaKk U OOJBIITNH-
CTBO BapHaHTOB OyJUIE3HOrO SIUIEPMOJIN3a, HaYMHA-
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Puc. 7. byAae3Hbiii annaepmoan3 Fanrono—Cumenca y 60AbHOM B., 14 Aer (@), n y 6oabHOM O., 16 AeT (0)

€TCs C POKIEHUS, Iy3bIPU PACIIOIaralTcs IperMyIIe-
CTBEHHO Ha yYaCTKaX KOMKHOTO IIOKPOBA, IIOJBEPIKEH-
HBIX MaKCHMaJIbHOMY MeXaHHYIEeCKOMY BO3JEUCTBHIO
(pasrubaTenbHbIE ITIOBEPXHOCTH KOHEYHOCTEMN, CTOIIHI,
roJIEHU, 006J1aCTh JIOKTEBBIX CyCTaBOB) (puc. 8). 9po3uu,
KaK PaBWJIO, OBICTPO SMUTEIU3UPYIOTCA ¢ 0Opa3oBa-
HUEeM aTpoPUIEeCKUX PyOIOB.

Jo meproja IOJIOBOrO CO3peBaHUA KJIMHUYECKU
He OTJIMYMMON OT JOMHHAHTHOI'0 JUCTPOGUUECKOro
6yJute3Horo anugepmonnsa Kokkelina—TypeHa ABIA-
ercsa popMa TOMHHAHTHOTO AUCTPOPUUIECKOro 6eso-
namyJjJougHoro OyJjuie3aHoro anuaepMmosnunsa IlasuHU.
Y netell Ha Koie TYJIOBHINA, KOHEYHOCTEH ITociie pas-
pellieHus IIy3bIpel NoABIAITCA OelecoBaThle MAILYJIbI
pasmepoM 1—2 cM, KoTophle BHa4Jajle MOTYT UMeETh
6eJI0-pO30BEIM IIBET, a CO BpeMeHeM IIPHoGpeTaroT
4HCTO-0eIyI0 OKPACKy U XapaKTePHYIO INIOTHOSJIACTH -

YeCKyI0 KOHCUCTEHIIMIO. PaspeleHne oTAeabHbIX 04a-
TOB IOPaKEHUA COIIPOBOMKIAETCSA AaKTUBHBIM ILIEIyIIIe-
HUeM. OTMedaeTcs TakKe AUCTPodUSa U JUCXPOMUSA
HOI'TEBBIX IUIACTHUH (puc. 9).

3ak/ouenue

TakuM o6pas3oM, IIpU U3y4eHUU 3a00IeBaeMOCTHU
Pas3IMYHBIMHM THIAMH OyJIJI€3HOTO JIIHJEePMOJIHN3a
B KpacHozmapckoM kpae oGHapysKeHO, YTO B T€UEHUE
MIOCJIEJHUX 5 JIET IIPOMCXOAUT IIOCTOSTHHBIH €€ POCT.

CoBpeMeHHOe TeYeHHEe JAaHHBIX IePMaT030B MMe-
€T pAA 0COOEHHOCTEH. DTO HATJIAAHO AEMOHCTPUPYET
Heo6XOoAMMOCTb 60Jjiee IIPUCTAIBLHOIO0 BHUMAHUA Jep-
MAaToJIOTOB U IeANaTPOB K JAaHHOH IIpobiieMe B CBA3HU
C BBICOKOM CTENEHBbI0 NHBATUAU3AIUN U COITMAIbHON
Je3aJanTaliiy He TOJIbKO CAaMUX ITallIeHTOB, HO U BCEU
ceMbU, B KOTOPOM peGEeHOK CTpajaeT reHeTUYEeCKUM

Puc. 8. byare3nbiii annaepmoan3 Kokkeiina—TypeHa y 60AbHOM T., 3 mec. BbicbinaHus pacnoAoXeHbl Ha NOABEP)KEHHbIX MaKCUMaAb-

HOMY MeXaHMYeCKOMY BO3AEHCTBUIO y4acTKax KOXM (a), MpeAcTaBAeHbl My3bIPpAMU U 3po3usmu (0)
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Puc. 9. beAronanyAouAHbIi OyAAe3HbIH dnuaepmoan3 [Ma3unu y GoabHON E., 15 AeT; GeaecoBarbie manmyAbl Ha Koxke TyAosuwa (a),

AUCTPOUS U AUCXPOMMSI HOTTEBBIX NAACTHH ()

3aboyieBaHUEM KOKH. V3ydeHHne pacnpoCTpPaHEHHO-
CTU HACJIEACTBEHHBIX 60JI€3HEN, IIOPOKOB Pa3BUTHUA
B pa3jIUYHBIX perrnoHax Poccutickoit denepanyiu u co-
BPEMEHHBIX 0COOEHHOCTEN KJIMHUYECKOM cHMIITOMAa-
TUKU ABJIAETCA aKTyaJbHOM 3ajavell lepMaToJIoruu
Ha 3Tale oTpacjaeBol MOJAEePHU3AIUN, YTO ITO3BOJUT
COBEpIIEHCTBOBATh KaUeCTBO ¥ CBOEBPEMEHHOCTD CIIe-
HUaIU3UPOBAHHOMN 1epMaTOBEHEPOIOTMYeCKOl IToMO-
I AeTCKOMY HaceJIEHUIO B IIpoliecce IIepCIeKTUBHOIO
IUTAaHUPOBAHUA.
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