BHympeHHue U 3KoJioeuvecku OﬁyCJIOGJleHHble 3a601e8aHUS

VIIK 616-003.829:575.22-07-053.2
KJIMHUYECKU CTYYAN TUATHOCTUKU TUITIOMEJIAHO3A UTO

© 2015 M.A. Iaswimosal, I'.B. Canranosal, E.C. Tacunuual, E.P.Cramiep!, C.E. Illopoxos?

'CamapcKkuit rocyiapCTBeHHbIN MeOULIVMHCKIAN YHUBEPCUTET
2 Camapckuii 061aCTHOM KIMHUYECKMI KapAMOIOTUUeCKII JUCIIaHCep

CraTbs mocTymmuia B pemaximio 23.09.2015
B craThe maHa nuTepaTypHas CIIpaBKa M MPeACTaB/IeH CJTydai AMarHOCTUKM HeJOCTATOYHO M3BECTHOMN
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T'unmomenanos 1to ('MU) - ato 3aboseBaHue,
XapaKTepusyloleecss  TUIIONUTMEHTMPOBAaHHBIMU
aHOMAaJIbHbIM HEIPOKOKHBIM (PEHOTUIIOM BHOJIb
JIMHUI bialliko, yalle ¢ CUCTEMHOI ITaTOJIOTHEN,
CBSI3aHHOJ C TTOpPaKeHUEM LIeHTPaTbHOI HEPBHOI U
KOCTHO-MBIIIeUHOii cyucteM. OHO OBbUIO BIIEpBbIE
OmMcaHo B 1952 r. SIOHCKUM ucciiegoBareieMm M. Ito
[4] Kak «axpomMaTuyeckoe HelepkKaHMe MUTMeHTa»
(incontinentia pigmenti achromians). M3-3a ciaox-
HOIl IMAarHOCTMKM PacIpOCTPaHEHHOCTb ITaHHOIO
3a00j1eBaHMsI TPYOHO OLIEHUTH, HO M3BECTHO, 4YTO
I'MU BcTpeuaetcs B 1 Ha 3000 mo 1 Ha 10 000 cyuae
nmeteit [5]. IeBouky 6OJIEIOT yallle MPUOIN3UTETBHO
B 2 pasa [6]. KnuHuueckue MposiBjeHMs] BapbUpPYyIOT
OT HeOONbIINX TUIOMUTMEHTUPOBAHHBIX IT0OJIOC
KOJKHOTO TIOKPOBa A0 OGOJIBLIMX TMIIOMUTMEHTUPO-
BaHHBIX IMOpakeHuUi. [UMOMUTMeHTPOBaHHbIE T10-
JIOCBI MOTYT OBbITh OJHOCTOPOHHUMM WM IBYCTO-
POHHMMM M, KaK IpaBWIO, OHM PacoJIararTCs
BOOJb JIMHMI braiiko. TTopakeHus MPOSIBASIIOTCS B
TedyeHMe IepBOro rofia >KU3HM MpUMepHO Y 3/4 ma-
1IMeHTOB. HemepMasibHble MPOSIBeHUS (Takue Kak
CKOJIMO3, aHOMa/IMM II03BOHKOB M YeperHo-
JINIIEBBIX TIOPOKOB Pa3BUTHMSI) CBSI3aHBI C TOPasKeHN-
€M ILIeHTpajbHOM HEPBHOI, MbIIIEUHO-CKeJIeTHOM
cuicteM U HabsogaoTes oT 33 1o 94% ciydaes, CO-
OTBETCTBEHHO [7], 0OJHAKO ObIIM OITMCAaHbI MOpasKe-
HUSI CepAeYHO-COCYAUCTONM, MOYEII0I0BO CUCTEM U
opraHoB 3penus. B 70% ciayuyaeB HaGIIOOAETCS YM-
CTBEHHAasI OTCTa/IOCTh, B 40% — cymoporu, B 25% —
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mukponedanus, B 15% — MbllieuHas TUIIOTOHMSI.
Ha BTOpOM MecTe 10 4acTOTe HaTOIOIMSI ONOPHO-
JIBATaTeJbHOTO ammapara CKoiauos, Iedopmanys
TPYOHOM KJIETKM M KOHeuHOcTeit. B 25% cirydyaeB
HabJTIOAIOTCSI MeJKye aHOMAaJTMU I71a3 (KOcoriasue,
Huctarm), B 10% — nopoku cepaua [2]. 3ti Hepep-
MaJIbHbIE IIPOSIBJIEHNS, BEPOSTHEE BCEro, He IOKa-
3bIBAIOT BapMabesbHOCTh 3TOro 3a60seBaHMs, HO
MOTYT OBITb M3-3a MPUCYTCTBUS Pa3IMYHBIX T€HEeTH-
yeckux nedektoB. O6bruH0 MU cuntaeTcs criopa-
IMYecKUM 3abojieBaHMeM, HO eCTh CBefeHUsI O J0-
MMHaHTHOM M PeLieCCHMBHOM (B TOM 4YMCJIe CLeIlIeH-
Hoe ¢ X-XpOMOCOMOI1) HacimegoBaHuu [4-6]. MU
MOXXeT BO3HMKHYTb M3-32 MyTallUM raMeTHON WK
COMaTMYECKOi 4acTU XpOMAaTUIbI, UIM XPOMOCOM-
HOTO Mo3auiy3ma [8], KoTopble ObUIM MpeACTaBJIe-
HbI Y HEKOTOPBIX MAlMeHTOB MPU IMPOBeAeHnM O1O0-
ncum Koxkn. OHaKo reH MpU axpoMaTUUecKoM He-
Jlep>kaHUM TIUTMEHTa Bce ellle He KapTUPOBaH, UTo
3aTpyIHSET MpeHaTalbHY0 OUarHOCTUKY. B cBs3u €
pasauuMsIMU TeHeTM4ecKoro fedeKra TUIT HaclIe[o-
BaHMSI BapuabeneH: ayTOCOMHO-AOMUHAHTHBIIA, ay-
TOCOMHO-PELIeCCUBHBIN, peLleCCUBHBIN CLIeT/IEHHbI
¢ X-XpOMOCOMOJ, UTO TaKkKe 3aTPyLHSEeT reHeTnue-
CKOe KOHCY/IbTMpOBaHue [5].

Knuunueckue mnposisnennss 'MU noctaTouHO
TUMUYHBI, HO MHOTOYMCJIEHHbI ¥ Pa3HOOOpa3HBI.
OTMeueHO, YTO yallle POIUTENM OOpaIIATCSI K
JlepMaToJIoTy, TeJuaTpy, HeBpPoIory, MHGEKIMOHN-
CTy B BO3pacTe pebGEHKA 10 IBYX JIeT. B aToT mepmof,
3KaJI00bl POIMTENEN KAacaloTCsl, MPEUMYIIeCTBEHHO,
KOCMETHYEeCKMX Ipob6jeM: HEpPOBHbIE ISITHA IIBETa
«Kode ¢ MOJIOKOM» Ha KOXKe, «<MOHTOJIOUIHOE» TIST-
HO, TIOJIOCHI MJIM «6PBI3IV» TUIIONIUIMEHTALUN; TaK-
’Ke MOKeT ObITb 3aMeTHO OTCTaBaHME B IICUXUYE-
CKOM pa3BuTuu [2]. I'ucrosnornyeckoe uccieoBaHue,
MPOBEJIEHHOE U3 HECKOMbKMX YUaCTKOB I'MITIOMTUTMEH-
TallM, JAeT BO3MOKHOCTb BBISIBUTb HEIOCTATOYHOE
KOJIMYECTBO MeIaHoIuTOB. Kpome Toro mpu rumnome-
naHo3e VITo BO3MOKHO TIPUCYTCTBUE IPYTUX OCOOEH-
HOCTEeJ) B ouare, Harpumep, COCYOUCTBIX HEBYCOB,
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MSITeH 1[BeTa Kakao, HeByca OTTa MM MOHTOJIOU/I -
HBIX TOMyObIX TsATeH [9]. YumThiBas TO, UTO Bpaum
MaJI0 3HAKOMbI C KIMHUYECKMMU IIPOSIBJIEHUSIMU
'MW, u 3aboneBaHKue HEPeOKO MPOXOIUT TIOH, Mac-
KOI Apyroi maTojoruy, CYMTaeM YMECTHBbIM MpU-
BECTU JAHHbIN CITy4yaii.

IMamyenTka 0., 6 MecsLeB ITOCTyIWIa B OTAeIe-
HME AETCKOI KapauMOXUPYPrMuM M KapauOpeBMaToIOTMU
CaMapcKoro 06/1aCTHOTO KJIMHMYECKOTO KapAMOIornye-
ckoro aucriancepa (COKKI) B Host6pe 2011 r. ¢ skayobamu
Ha M3MeHeHMe I[BeTa KOKHOTO MOKPOBa B BUJIe OYaroB
6eJI0it OKpacKy Ha KMBOTe, B 00/1aCTH 1iien, B 00/1aCTH Io-
JeHeit. VI3 aHaMHe3a >KM3HM M3BECTHO, UTO peOeHOK OT
BTOpOi1 GepeMeHHOCTH, MpOTeKaBlleii Ha (OHe aHeMuu
JIETKO/1 CTeIeH ¥ BapMKO3HOI GOJIe3HM, C YIpo30ii mpe-
pBIBaHMS B TIEPBOM TPUMECTPE, BTOPBIX CPOUHBIX POJIOB C
TpekAeBpeMeHHbIM M3IUTHEM OKOJIOIUIOAHBIX BOJ, Cia-
6OCTBIO POIOBON AESITETHLHOCTY, POOOpAa3pelIeHNeM ITy-
TeM 3KCTPeHHOJ omnepaiuy KecapeBa ceueHusi. Macca mpu
poxknenuy 3580 T, pocT 52 cM, OIleHKa IO Iikasie Anrap 8/9
6a/UTOB. AyIMOJIOTMYECKUIT CKPUHMHT, TIPOBEIEHHbIN B
polnome, He 3aperMCTPUPOBAT OTOAKYCTUUECKYIO IMUIC-
CHUIO C 2-X CTOPOH, UTO CBUJIETEIbCTBOBAIO O BPOXKIEHHOM
Helpo-CeHCOPHOI TYTrOyXxOCTH. PaHHee IICMXOMOTOpHOE
pasBuUTHE HA TEPBOM TOMy YXM3HM COOTBETCTBOBAJIO BO3-
pacty. IlepeHeceHHble 3a00/eBaHMS: Ha TIEPBOM TOIY
SKM3HY HaOJTI0Iaiach HEBPOJIIOTOM IO TIOBOAY IE€pUHA-
TaJIbHOTO TTOpaskeHMs LIeHTPabHOV HEepBHOM CUCTeMbl. B
JajbHeIeM - peKie OCTpble PeCclMpaTOpHble BUPYCHbIE
Hpekuym. JeTckumy MHbeKuysIMU He 6osena. ITpuBuTa
110 KajieHaapo 10 1 roga. Peakuust MaHTy oTpuLiaTeIbHas.

HacnencTBeHHOCTb IE€BOYKM OTSITOIEHA MO ayTo-
MMMYHHBIM 3a60JIeBaHMSIM: Y MaMbl — CMCTEMHasT KpacHast
BOJTUaHKa, y 6a6yIIky 10 MaTepUHCKO JIMHMUM — pPeBMa-
TOUIHBIA apTput. CeMbsI TPOKMBAET HA TMPOTSKEHUU
MHOTHMX JIET B HEG/IATONPUSTHO SKOJIOTMUECKOM paifoHe (T.
TonbsTTM, aBTO3aBOACKONM paiioH). Ha ABT03aBOMCKMIL
paiioH mpuxomuTcs 26,2% BbIOPOCOB, U3 HUX 17,9% — TII],
BA3a. B ropomckom BO3[yxe IIOCTOSIHHO HaOJII0IaeTcst
TIPEBBIIIEHME TTPEJEIbHO AOMYCTUMbIX KOHIIEHTpAIVii 110
dopmanbaernmy — 3,7 IIIK; nuokeuay asota — 1,1 TTOK;
6ensamnupeny — 1,9 ITIK; rugpodropuay — 1,2 TIJIK; am-
muaky — 1,7 TTIK [1].

AnamHe3 3a6oeBaHud: B 3 MecsIia Ha KOXKe JIMIIA,
IIIe, B TIOJMBIIIEYHBIX 06IACTSIX, KOKe SKMBOTA, HOT TI0SI-
BUIVICh TIOMMMOpP(HbIE OYaru HermpaBWIbHOM (GOpMBbI SIp-
KO-KpPacHOTO IIBETa, C YETKMMM KOHTypamu, COITPOBOXK-
Jaouecs: IieayiieHueM. JleBouka KOHCY/JIbTMpOBaHa
aJUIeproJiorom, BbICTaB/IEH AMArHo3: aTOMMYeCcKuit Jepma-
TnT. ITocse Kypca JiedeHus1, CO CJIOB MaMbl, IIITHA Ha JIUIIe
TOKPBUIMCh KOPOUKOW U K 6 MecsiLiaM IIOJTHOCTBIO IIPOLLIIN,
Ha OCTa/JIbHbIX YyUaCTKaX KOXXU IISITHA II0CJIE IeTyIIeHWUsT
rocBeTsiesn. B okTsa6pe 2011 1. pe6eHOK TIPOKOHCY/Ib-
TUPOBaH MHGEKIMOHUCTOM: AAHHBIX 33 MHQEKIMOHHOe
3ab6oseBanme He BbisgBieHo. B COKK]I B Hosi6pe 2011 1. B
BO3pacTe 6 MecsIeB MarHO3 aTOMUMYECKMIi IePMaTUT ObLT
CHSIT U BBICTABJIEH IMArHO3 — IOBEHWIbHAS CKIIepOJIepMusI,
Ha3HaueHa MaToreHeTMYecKas Tepanusi, Ha (oHe KOTOpoit
KOKHBIV CMHIPOM IIPOAOJDKaII TporpeccupoBathb. C 9 me-
CSILIEB TIOSIBMJIMCH TIPUCTYTIBI 3aMUpaHus C OTK/IIOUeHMEM
CO3HaHMS, OCTAaHOBKOJ B3IVISIAA, IEPEKOCOM JIEBOV MOJIO-
BMHBI JINLIA, HAMIPSDKEHMEM PYK MPOJOKUTENbHOCTBIO 10
2-X MUHYT C 4aCTOTOI IO 2-X pa3 B Hepeno. C JaHHBIMU
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skajiobamu o aBrycta 2013 r. malMeHTKa K BpauaM He
obpamanack. B 11 mecsiieB 06c/ienoBaHa CypAoIOTaMu,
TOTBEPKAEH IMarHo3: ABYCTOPOHHSISI CEHCO-HeBpaabHast
TYTOYXOCTb.

B cenrs6pe - okTsi6pe 2012 r. B Bo3pacre 1 roga 5
Mecs1eB rofa pe6eHOK TIOBTOPHO HaXOmMICs Ha o6creno-
BaHUU U JleueHe B IeTCKOM KapAMOpeBMaTO/IOTMIecKOM
otpeneHun COKK]], mo moBoAy IOBEeHWIbHOI 04YaroBOit
cknepogepmun. OCHOBHOe BHMMAaHME YAESTIOCh KOKHOMY
CUMHApPOMY. B KauecTBe 6a3yMCHO Tepamnuy ObUI Ha3HaueH
r1akBeHWI. [1o pe3ysibraTam rucTOIOIMYECKOr0 UCCeno-
BaHMSI TOPAKEHHOTO YYacTKa KOXKM ObUIM OGHAPYKEHBI
ouary atpoduy, 4TO PaCIEHMBATIOCh KaK OrpaHMYEeHHAsT
CKJIepofepMusl B CTaiuM CKIepo3a, U JeBoYKa MpoJosrKa-
Jia HaGJTIOMAThCS C JAHHBIM JUATHO30M.

B ampene 2013 r. AeBOYKY rOCOUTaIN3UPOBAIN B
COKK]], mTOBTOPHO B CBSI3U C ITPOrpeccHpoBaHeM KOKHOTO
CMHIpOMAa B BUJe yBeJMUEHMS] KOIMUECTBA M pa3MepoB
0uaroB 3a nociegHue 6 MecsieB (HOSIOpb - ampens 2013
r.). JInarHo3 octaBasics IpexkHMM. Ha Koske 11en, XXMBOTA,
HIDKHMX KOHEeYHocTeii (6empa ¥ TOJIeHM) OTMeualnch
MHOXXeCTBEHHbIe OYaru TruUronurMeHTaiymm. IIpu mpose-
JIeHUY 3XoKapavorpaduy BoISIBIEH MPOIATIC MUTPATILHOTO
K/IarnaHa 6e3 HapylleHus: BHYTPUCEPIEUHOI TeMOIVHAMM-
K. YUUTBIBAsE HEYKIOHHO IIpOrpeccupylollee 3aboseBa-
He, 6bUTO MPUHSTO PEleH)e O Ha3HAUeHMe CaHIMMMYyH-
Heopasia B KauecTBe 6a3yCHOI Teparu B JO3MPOBKe 25 Mr
B CYTKN.

B aBrycre 2013 r. mosIBWINCh TIPUCTYTIBI 3aMuUpa-
HUSI C TIOCMHEHMEM HOCOTYGHOTO TPEYTOJbHMKA, TPEMO-
POM HIKHET T'yObI U MOIO0POIKA, TPOIOIKUTETBHOCTHIO
10 30 ceKyH7, € 4aCTOTOM OT 3-4 pa3 B HeZlento 10 3-4 pasa
B cyTKu. [IpUCTYTIbI 3aMUPaHMsI C OTKITIOUEHMEM CO3HAHMS,
OCTaHOBKOJi B3IVIS[Ia, [IEPEKOCOM JIEBOV MOIOBUHBI JIMIIA,
HaIpsSUKEHMEM PYK, IIPOJO/DKUTENBbHOCTBIO 10 30 CekyHZ,
YUaCTUINCh OT HECKOJIbKUX pa3 B HeJleI0 [0 eXXeqHEeBHbIX.
B mapre 2013 r. pasBwics IPUCTYIT 3aMUPaHUST C OTKIIIO-
YyeHMeM CO3HaHMS, MOC/eAYIONIUM MafieHeM U 3alpoKU-
IIbIBAHMEM TOJIOBbI, POAODKUTETBHOCTBIO 10 2-X MUHYT.
O6cmepoBana B I'/IB N°1 r. TonbsITTH, IIOCTaB/IEH IMarHo3:
CUMITTOMATNYEeCKas] STWIETNICUSI C PeJKUMMU BTOPUYHO-
reHepayiM30BaHHbIMU ¥ MMPOCTHIMU TTAPUMATBHBIMU CY[IO-
POKHBIMM TIAPOKCU3MaMy, CKJIepofepMusi, Ha3HaueHa
TIPOTUBOCYIOPOXKHAS Tepamnus Tpuwientajgiom 240 Mr B Cy-
TK. Ha ¢hoHe TTPOTUBOCYIOPOXKHOI Teparnuu MpUCTYIIbI C
MafgeHeM He TOBTOPSUIUCh, HO TIPUCTYIIbI 3aMUpPaHUsI C
TTOCMHEHMEM HOCOTYOHOTO TpEYTroJibHMKA UM TPEMOPOM
HIDKHET TYObI ¥ TOAGOPO/IKA, MPOIO/IKUTETBHOCTHIO 10 30
CeKYHJ, C YaCTOTOM [0 2 pa3 B MeCs1, COXPaHSIINCh.

B okTs6pe 2013 r. meBouka o6cjie[0BaHa B OT/eJe-
HMM TIATOJIOTMM PAHHEro Bo3pacta YHMUBEPCUTETCKOI JIeT-
CKOI KIMHMYECKOi OGonbHuile Ilepsoro MIMY um.M.M.
Ceuenoga. [loctaBieH auarHo3: ruromMesnaHo3 Uro? Cum-
MToMaTUuUecKast SMuWIencusl. 3aJepskka peueBOro pasBu-
Tus. HeiipoceHcopHast TyroyxocTb 1-2 crerenn. B 6moxu-
MMIYEeCKOM aHa/I3e KPOBM OTMEUaIoCh TIOBbIIIIEHMEe YPOB-
Hs miesiouHoii pocdarassl mo 333 EJI/n, nakraTtoermapore-
Hassl (JIAT) - 561 El/n. TlpoBemeHa 3meKTposHIEedano-
rpagusi: COOTBETCTBYET BapMaHTy BO3PACTHOI HOPMBL
PeGeHOK KOHCY/IbTMPOBAaH I'€HETMKOM, KOTOPBIA Jam 3a-
KITIOUeHMe: Hesb3sT MCKIIOUUTb HaclefCTBEeHHOe 3a6oiie-
BaHMe — rTUIomesiaHo3s Mto.

B stuBape 2014 r. maiieHTKa O. 06C/iemoBaHa B IeT-
CKOM TICMXOHEBPOJIOTMYECKOM OTHeeHUr YHUBEPCUTET-
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CKOJi HEeTCKOM KIMHM4YecKoit 6ombHUIE ITepBoro MIMVY
uM. U.M.CeueHOBa IO TMOBOAY MPUCTYIIOB 3aMMPaHMS,
[IMarHo3: CUMIITOMAaTMJeckasl NapluyaabHasi SIUIEICHsl.
3amepykka peuyeBOro pa3BuTHs. bbula peKoMeH0BaHa Io-
CTOSIHHAasI TIPOTMBOCYAOPOXKHAs Tepamnus TPWIENTaIoM
240 mr/cyrt. [Ipy KOMIUIEKCHOM OOC/IeIOBaHMM BbIsIBJIeHA
MaToNOTUS JKeTyAOYHO-KUILIEYHOTO TpakTa U TOMKely-
JIOUHO¥A 3KeJie3bl.

B mione 2014 r. 60/7bHAs] TTOBTOPHO TOCTIUTAIN3N-
pOBaHa B IeTCKOEe KapAMOpPEeBMAaTOIOINYeCKoe OTHe/eHne

COKK]], ¢ nnarHo30M: IOBEHUJIbHAS CKJIEPOAEPMMUS C MO-
paKeHMeM KOXM B CTaouu  MHPUIbTPATUBHO-
VHIYPAaTMBHBIX M3MEHEHMII C IPU3HAKaMM YaCTUYHOTO
cxepo3a. HeiipoceHncopHast Tyroyxoctb. CMnTomMaTnye-
cKas mapiuanbHas snuierncusi. ['mnomenanos Uto? Kosk-
HBI/i CMHJIPOM He IPOrpeccHpOBajl, HOBbIX OYaroB TUIIO-
IMATMEHTALMM He OTMEYaIoCh. JIMHAMMKa pa3BUTHS 3a60-
JieBaHMSI TALIMEeHTKY TIpe/icTaBieHa Ha puc. 1.
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Puc. 1. IyHamuka pasButus 3abojaeBanus nauyeHTKy O.

TakuM 00pa3oM, HaCTOPOKEHHOCTh IemyaT-
poB B oTHOleHuM 'MU B IaHHOM cCiy4yae MOKeT
ObITh OOYC/IOBJIEHA HAJIMUMEM COYETAHUS TaKMUX
MPOSIBJIEHUIA, KaK HelpOo-CeHCOpHas TYroyxOCTb,
MPOTrpeccupoBaHNe KOXXHOTO CUMHAPOMA, MPU3HAKU
MOPaKEHUS CepPAEYHO-COCYOUCTONM CUCTEMBI, IIO-
BbiliieHne ypoBHs JIAT 1 KpeaTHUHGOCHOKIHA3HI
(KOK), cBuaeTenbCTBYIOLIME O BOBJIEUEHME B IIPO-
11eCC MbIIIEYHO! CUCTEMbI, OTSATOIEHHBII aHAMHEe3
(IpokuBaHue B SKOJOIMUECKM He6IaronpusITHOM
paifoHe, ayTOMMMYyHHbIE 3a60JIeBaHMSI Y POACTBEH-
HMKOB). 3aC/TY>KMBAeT BHUMAHMUS TOT GaKT, 4TO MPo-
BOAMMAs Tepamusi paHee IIpeAIionaraemMoit moBe-
HUJIBHOM CKJIEpOAEpPMUM He TPUHOCKTIA ITOJIOKU-
TeJIbHOTO pe3yabTaTa, ¥ KOKHBIV CMHAPOM MPOA0II-
ka1 mporpeccupoBath. CiiegyeT OTMETUTD, UTO CTa-
JIUITHOCTY KOKHOTO CUHAPOMA, XapaKTepHOTO [IJis
MpU IOBEHWIbHOI CKJIEpOAEepMUM, Y Halleil maiu-
E€HTKM He HabJIomaioch, M He ObUIO pPesyIbTaTOB

TYICTOJIOTMYECKOTO MCC/IeIOBaHMSI, ITIPOBEIEHHOrO B
HeCKOJIbKMX TTOPa’keHHbIX yUaCcTKaxX KOXM.

CunrtaeM LiejiecoobpasHbIM MPUBECTI KpUTe-
puu nmuarHoctMku ['MU, paspaboranHbie Ruiz-
Maldonado B 1992 r. Kputepun 6bUIM COCTAB/ICHbI
Ha ocHOBe 20-JIETHEro MPOCIEKTUBHOIO MCC/IeI0Ba-
HUSI, TIPOBEIEHHOr0 pedepeHC-1IeHTpOM II0 pelle-
HUIO AVMATHOCTUYECKUX U JIeueOHBIX ITPOOJIEM BCex
neauaTpuueckux crenyanbHocTel [10]. InarHoctu-
yeckyie KpUTepUn MpeicTaB/ieHbl B Tabl. 1. OkoHyYa-
TeJIbHbII IMarH03 BhICTAB/ISIETCS IIPM HAIMUUM 06sI-
3aTEeJIbHOTO KpUTepyst U GOJIbIIOro (B KOJIMUYECTBE
OIHOIO U 6oJiee MPU3HAKOB) MIM Hajauumumu obsi3a-
TEJIbHOTO KpUTepUsl TUTIOC Masiblii (B KOJMUYECTBE
IBYX U 6Gosiee mpu3HakoB). [IpeArionaraemMslii ayar-
HO3 BBICTABJISIETCS TIPY HAJIMYUM TOJIBKO 00SI3aTe b-
HOTO KpUTepMus UM Haauuuu 00s3aTeIbHOTO KpU-
Tepus TUTIOC MaJIOTO KpUTepust (B KOJIMUECTBE OHO-
ro IIpM3HAaKa).

Ta6auita 1. [marHocTuyecKue KpUTepuu ruromMesianosa Mro

06a3aTe/IbHbI KPUTEPUIt

BposkmeHHbIe MM PAHO IIPUOOPeTeHHbIe TUITONMUTMEHTALMY KOKHO-
'O MIOKPOBA B BU/IE IMHEHBIX TI0JI0C UJIM 0UYaroB, PacIIONOKEeHHbBIX
6oJj1ee, UeM Ha JIBYX 06/1aCTSIX TeJa.

Boabioit Kpurepuii

OpnHa nau HecKojbKo aHomasuit IIHC cucTeMbl; OfHA WX HECKOJIbKO
aHOMAaJIi OIIOPHO-ABUTATEIbHOM CUCTEMBI

Mausislit KpuTepuit

2 1 6ojiee BPOXKIEHHBIX TIOPOKOB pa3sBUTUS cucTeM, Kpome ITHC mim
OINOPHO-/IBUTaTeIbHOM CUCTEMBI, XPOMOCOMHbBIE aHOMAJIUN.
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CLINICAL CASE OF HYPOMELANOSIS ITO DIAGNOSTICS
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The paper presents a literary reference case of diagnosis and insufficiently known among practicing
pediatricians pathology of hypomelanosis Ito. The peculiarities of the disease, and stressed the im-
portance of early diagnosis and purpose of timely treatment.
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