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HepepxaHue nurmMeHTa
(Bnoxa — Cynbubeprepa
CUHOPOM): cnyyau n3 nNpaKkTUukKu

J1.A. BonoTHaa

XapbkoBckas MeauLMHCKas akaaemMus rnocaeamnnioMHOro o6pasoBaHus

Pesiome

B cratbe rpuBeeHsbl aHHble 1nTeparypbl v CcOOCTBEHHOE K/IMHNYeCKoe Haﬁmogel-me 34 HOBOPOXAEHHbIM peﬁeHKOM C peakumre-
HoAepMaTo30M — cuHAPOMOM brioxa — Cynbubeprepa (cemeriHas popma HeaepxaHus nurmeHTa). Oco6eHHOCTbI0 HabIloAeHNS
ABUJIOCb pa3BuTne 3a60/1eBaHs CPa3y rocse poxaeHns pebeHka, BeAyLUmii KOXHbIV CUHAPOM, OTCYTCTBUE COMyTCTBYIOLLE/ naTo-
Ji0ruv €o cTopoHbl LIHC, rna3 v apyrvux opraHoB, ClI0XHas AndoepeHumanbHas AuarHoCcTykKa.

KnroueBble crnoBa: HefiepxaHne niurMeHTa, HoOBOPOXAEHHbIM, KOXHbIV CUHAPOM, ANarHOCTUKA.

Kosxrble 60J1€3HI HOBOPOKIAEHHBIX U JIETEH PaHHETO
BO3pacTa OTJINYAIOTCS 3HAYMTETbHBIM MHOTOOGPAa3ueM
B CBSI3M C OCOOEHHOCTSIMU MOPGhOJIOrUU U (PyHKITUU
kosku. Cpeu pasImuHbIX TPYIII J€PMAaTO30B HECOMHEH-
HOE BHUMAaHWE MIPUBJIEKAIOT HACJIEICTBEHHBIE OOJIE3H,
KOTOpBbIE, KPOME KOKHBIX CUMIITOMOB, MOTYT COTIPOBO-
JKIATHCS TOPAKEHUEM Pa3JIMYHBIX OPraHOB U CHUCTEM.
Jlnarnoctnka sTux 3a00JI€BaHUI HEPENKO SIBIISETCS
CJIOKHBIM IIPOIIECCOM C yYacTHEeM Bpadyeill PasInyHbIX
CITEINAIBHOCTEN — JIEPMATOJIOTOB, HEOHATOJIOTOB, TIE/IN-
aTpPOB, FTEHETUKOB, HEBPOJIOTOB, OKYJIUCTOB U JIP.

B psiny reHoziepMato30B 0coObIil HHTEPEC TPEACTaB-
sistet cunzpoM Biioxa — Cyubiibeprepa, Wiv HeiepsKaHue
murmenTta (Incontinentia pigmenti) — HacIeACTBEHHOE
MOPasKeHNe KOXKU C TeHePATM30BAHHON 9KTOIEPMATHHOI
nucttasueii [1, 2]. [lepBoe onucanme mauenTKA ¢ TH-
MUYHBIMU TTUTMEHTHBIMU U3MEHEHUSIMU, YMCTBEHHOU
OTCTAJIOCTBIO U TeTparierneit npuHaaie;xut A. Garrod
(1906). B mocusenytoniem HenepsKaHue MATMEHTA TIO/-
pob6mo omnucanu K. Bardach (1925), B. Bloch (1925),
M. Sulzberger (1928) u A. Siemens (1929). Ho Tosibko
nmena Bruno Bloch u Marion Baldur Sulzberger coxpa-
HUJIMCDH B 9IMIOHUMUYECKOM Ha3BaHUN OOJIE3HI: CUHIPOM
Broxa — Cymbiibeprepa.

Yacrtota BCTPEYaeMOCTU CUHAPOMA
Cynpubeprepa coctasnser 1:40 Thic. HACEIEHNST UK
1 #a 50 ThIC. HOBOPOJKIEHHBIX. PacripocTpaHeHHOCTD

bioxa -
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cungpoma cocrasisiet 0,2 na 100 toic. Hacenenus [3].
[eBouku cocTaBiastioT 97 % KUBYIINX C JaHHBIM 3a-
6oJieBaHMEM, IOCKOJIbKY T€HHast MyTallust OOBIYHO Jie-
TaJbHA JJIsI JI0JIOB MYKCKOTO T0JIa Ha PAaHHUX CTa-
IusX aM6puoreHesa.

CorjlacHO COBPEMEHHBIM TIPEJACTABJICHUAM, OOJIE3Hb
HacJieryeTcst o X-CIeMJIEHHOMY JIOMUHAHTHOMY THITY,
TO €CTh XapaKTepHa /7Sl TIPEJCTaBUTEbHUIL )KEHCKOTO
nosia ¢ 50 % PUCKOM MTOBTOPEHUsI B CEMbE [IJIST JIEBOYEK.
3aboseBaHme MEPEIAETCS OT MATEPU WJTH B PE3YIbTATE
BOBHUKHOBeHUsI MyTaiuu de novo (y 40 % manueH-
TOK), KaK TIPaBUJIO, B OTIIOBCKNX TTOJIOBBIX KJIeTKax [9].
Omnurcanbl pefiKue cIydan POXKIECHUS MATbYUKOB C CUH-
apomoM Biioxa — Cysbiibeprepa, BBIKUBaHIE KOTOPHIX
00BSICHSIIOCHh HAJIMYMEM B KAPUOTHUIIE IMCOMUM TIO XPO-
MocoMe X M COMATHYECKUM MO3AUITM3MOM 10 My TaHT-
Hout xpomocome X nuiu 46, XY /47, XXY.

W3BecTHO, 4TO €/IMHCTBEHHBIM TEHOM, MY TAIlUK B KO-
TOPOM aCCOIMUPYIOTCSI C CUHPOMOM He/lePKAHUST TTUT -
MenTa, sipysiercst red IKBKG (inhibitor kappa kinase-v),
pacroJioskeHHbIN B Jokyce Xq28 X-XpOMOCOMBI U OT-
Bevalolnii 3a MPOAYKINIO (haKTOpa TPAHCKPUIIIIHU
NF-xB (sanepubliii dpaktop kammna-B), koTopsiii pery-
JIUPYET 9KCIIPECCUIO COTEH TEHOB MOYTH BO BCEX KJIET-
Kax SKTOJEPMAJBHOTO IPOUCXOXKIEHUS, aKTUBUPYSI
reHbl, y4aCTBYIOI[M€e B BOCIIAJIEHUN, UMMYHUTETE, BbI-
JKUBAHUM KJIETOK U 1p. [lonmumMopdusmM KIMHUYECKUX
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npogsaennii IKBKG-myTtammun onpenensercs nieiio-
TPOTIHBIM JlelicTBHEM TeHa. B pesysibrare MyTannm 3a-
MyCKAaeTCs KaCKa/HbII MEXaHWU3M arlolnTo3a KJETOK,
UMEIOINX KTOJIePMabHOE MPOUCXOXKaeHNe (KOXKa,
ceTyaTKa TJ1a3a, 3yObl, BOJOCHI, eHTPaTbHAS HePBHAS
cucrema u zip.) |5, 8]. SIBjeHUsT KIETOYHOTO AMONTO3a
[IPEIIIECTBYIOT COCYIUCTBIM UBMEHEHUSIM U I1ATOJIOTH -
YECKUM UMMYHOJIOTUYECKUM PEaKINsM B TKAHSIX.

KosxHble nuaMeHeHusI MOSIBIISIIOTCS Y JIETel PU PosK/ie-
HUW WU B TIEPBbIe HEJIEIH KU3HU, UMEIOT CTaIUITHOCTh
[aTOJIOTMYECKOTO MPOIIECCa, XOTs JleJIeHre Ha CTaJuu
HOCHT YCJIOBHBIH XapaKTep ¥ OHU MOTYT HACJIanBaThCs
apyr Ha apyra (cm. Ttabauiry). TunmuHbie n3MeHe-
HUST — 3PUTEMATO3HO-BE3UKYJIe3HbIe BBICBIIIAHUS, Pac-
TTOJTO’KEHHBIE JTIMHEHO Ha CrubaTeqbHON MTOBEPXHO-
CTH KOHEYHOCTEW 1 GOKOBBIX TIOBEPXHOCTSX TYJIOBHIIA.
Boichinanusi osBJSIIOTCS B TIepBble 2 HeJl )KU3HU, a He-
CKOJIBKMMU MECSIIIaMU TI033Ke CMEHSIIOTCsT HOposaBya-
TBIMU TIAITyJIaMH1, KOTOPBIEe NCYe3aioT K 4—6-MecaaHoMy
BO3PACTy ¥ CMEHSIIOTCS y4acTKaMU TUIIePITUTMEHTAIINH,
HATTOMUHAIOMIUMU «OPBISTH TPsI3U», <UCKPbI (eftep-
BepKa», «BOJIHBI Ha TlecKe». B nasibHeiinem (yepes rozibl)
(hopMUPYIOTCST 30HBI TUTIONTUTMEHTAIINN ¥ aTPODUH, KO-
TOPBIE Y B3POCJIBIX SIBJAIOTCS HanboJiee 4acThIMU KOK-
HBIMU TIpU3HAKaM¥ cuHapoMa [4, 7].

[TomuMO TTOpaskeHMST KOXKH JIJIsI TAIIMEHTOB € CUH/PO-
Mom Bioxa — Cymbitbeprepa XapaKTepHBI U IPYyTH€ 9K-
TosepMasbHble lehexThl. MOTYT pa3BUBaThCS MTOPaKe-
HUSI 3PUTENHHOIO AaHAIN3ATOPA — KOCOTJIA3He, HUCTArM,
KepaTuThI, KATapaKTa, OTCIOWKA CETYATKH, KOTOPAst MO-
JKET BOBHUKHYTb Ha TIEPBOM TOJLY KU3HU, aTPODUsI 3pn-
TeJabHOTO HepBa. HapylneHust co CTOPOHBI HEPBHOM
CHUCTEMBI — BIWJIENCHUs], OJUrodpensi, napespl, Clia-
CTUYeCKH1e Mapajnyy, YMCTBEHHAsI OTCTAIIOCTh, IIOPOKU
Cep/IIa, JIETOUHAsI TUTIePTEH3UsI, IUCTPOhUsT HOTTeid, 3y-
60B, ACUMMETPUsI TPYIHON KJIETKHU, J06ABOYHBIN COCOK,
astorterus [ 6, 9].

RJAIHIYHI BUITAIKHU

Crernuduueckne MOJEKYJISIPHO-TEHETHYECKUE Me-
TOJIbI IUATHOCTUKHU cuHApoMa Bioxa — Cyubiibeprepa
B YKpauHe OTCYTCTBYIOT. /[Martos ycraHaBJuBaeTCs
HA OCHOBAaHUU CUMIITOMOKOMILIEKCA KITMHUYECKUX MTPU-
3HAaKOB, HEKOTOPbIE M3 KOTOPBIX MOTYT MaHUMECTUPO-
BaTh mo3aHee. CTermeHb MPOSBIECHUST TPU3HAKOB CHUH-
JIpOMa OYEeHb BapbUPYyeET cpeiin OOIbHBIX, TakKe Y YJIEHOB
OJTHOI CEeMbH, TTIO9TOMY CTPOTHUX TUATHOCTUIECKUX KPHU-
TepueB JIJIst cuHpoMa HeT. ToIbKo JiefikorpaMMa 1moka-
3bIBAET XapaKTEePHbIE UBMEHEHUS, COCTOSIIINE U3 JIEWKO-
IIUTO3a C BBIPAKEHHON 203WHOMUINEN. DOZUHODUTNT
(110 40 %) pasBuBaeTCsl MapaAJIETHHO ¢ KOKHBIMU BOC-
MU TETbHBIMU TTPUCTYIIAMH U YMEHBIITAETCS OJTHOBPE-
MEHHO C HACTYTIJICHUEM ITUTMEHTHOM CTaIUM.

Criernpraeckoit Teparmu 3a00JI€BaHIST He CyIile-
ctByeT. [IpoBoauTCsT cUMIITOMATUYECKOE, AHTUCEIITU-
4ecKoe JieueHue; B IOCJe/LyIoNeM — MsrKas KepaTo-
gutndeckast tepanwus. [IporHos mpu Jerkux dhopmax
GJIaTOTIPUSITHBIN C HEPEJAKUM CIIOHTAHHBIM pa3penieHreM
BBICHITIAHUI. B TSKEJbIX CTydastX OMacHOCTD IPECTaB-
JISTIOT MH(MDEKITNOHHbIE OCJIOKHEHNS. BayKHBIM sIBJIsIETCS
HaJIMYMe WA OTCYTCTBUE PAHHUX IMPU3HAKOB DITUJIEIT-
CUM, KOTOPAs C TPYZIOM TIOJIJIaeTCs JedeHuio |2, 3].

IIpuBoaMM COOGCTBEHHOE KJIMHUYECKOE HABII0IEeHIE
HOBOPOKIEHHOH MAIMEHTKU C CHUHAPOMOM Dbioxa —
Cynbiibeprepa.

IManuenTka — /1€BOYKa, POAMIACH B CPOK, Macca —
3 320 r, gnmuna — 52 ¢M, OKPY’KHOCTH TOJIOBBI — 34 CM,
oKpykHOCTB Tpyan — 33 ecm. Cocrosnne pebenka mpu
POK/IEHUH OIIEHEHO KaK Y/[0BJIeTBOpUTEIbHOE. MaTepu
32 ropa, cuuraer cebs u oria pebeHKa 3710POBLIMU.
OTATOIIEHHYIO HACJEACTBEHHOCTb TIPU TMEPBUYHOM
omnpoce orpunaia. Hacrosimas 6epeMeHHOCTb BTOpas,
npotrekana 6e3 ocobennocreii, Bo II TpumecTpe nepe-
"ecaa OPBU. Poxsr B cpoke 40 Hesr caMOCTOSITETbHbBIE,
6E3BOMHBIN TTPOMEKYTOK 2 U, OKOJOIJIOAHBIE BOJIbI
MIpO3pavyHbIeE.

Ha 3-u cyTKM Ha HUIKHUX KOHEUYHOCTSIX U B TTAXOBBIX

. Tabnuua CKJIQJIKaX MTOSIBUJIMCH MHOKECTBEHHbBIE Be3UKYJIbI 1 ITy-
CTaAMMHOCTb naTtoJsiorm4eckoro npouecca
3bIPU JUaMeTpoM oT 5 10 20 MM, 3aIl0JIHEHHBIE IIPO-
Craguu KnuHnueckme nposiesnieHms np::;"::m“ 3PayHBIM COZIEPKUMBIM, a TAKKE 9PO3UBHbBIE 3JICMEHTHI
¢ ocTaTkamu anugepmuca 1o nepudepnn. CianusucToie
Cragua 1 JIvHeliHble BE3WKyYNbI, MYCTYbl B mnapeHue- 000JI0UKI YHCTHIE. PeSyJIbTaTbI I/IMMyHO(l)epMeHTHOFO
Besukyno- VN Ny3bIpy Ha POHE 3PUTEMDI CKOM BO3pac- ~
Gynneatas 81016 SIMHIT BAALIKO Te, netcre aHaJIN3a Ha TOKCOILIA3MO3, IIMTOMETaJIOBUPYCHYIO UH
dexnmio, ypeanngazMo3, XJIaMHUAN03 — OTPUIATENb-
Cragua 2 Hble, BUPYC IMPOCTOTO reprieca 1 — TOJIOKUTETbHBII.
Nanynoseppy- KepatoTuyeckue (BeppyKO3HbIE) B Bo3pacTte
KosHan nanysnbl Unv GRswKn 2-8Hen Peakiusa Baccepmana orpuiiatesibHast. Y cTaHOBJIEH JIH-
aruos: «I'epniermyeckast MHMEKITNS HOBOPOK/IEHHBIX>.
MurmeHTHbIe NATHa BAONL JleBouka 1iepeBesieHa U3 POAUIBHOTO JIOMa B OT/IEJjIe-
NHWN Bnalko B NnaxoBoMu, o 6 o
Cragns 3 NOAMBILIEYHON CKNAKAX: B BospacTe HUE TIATOJOTUU HOBOPOKIECHHBIX JIETCKON 00JIaCTHOU
MurmenTHas 7I0KanM3aums BTOPUYHbIX 12-40 Hep, GOJILHUIIBI, T/Ie HadHaueHa MPOTUBOBUPYCHAS Teparns
BbIChIMAHNI MOXET He coBnagaTtb H
€ NOKANN3AUNEI NEPBIYHLIX (animksioBup). HecmoTps Ha sieueHue, TOSIBIISIJIIMCH HO-
BbI€ BBICBHINIAHUS Ha KOXKE MPEMMYIIeCTBEHHO BEePXHUX
KOpI/I‘-IHeBaTbIe NMATHA HA4YUHAKT o o
Cranms NGUE3AT, MUFMEHTALMS Lo U HUKHUX KOHEYHOCTEH, B MEHbIIIEH CTeNIeHN Ha TYJI0-
ATpodudeckas | CTAHOBATCA 3ameTHanpn OT ETCKOrO BHUIIE, TTOAMBIIICYHBIX CKJIAQJIKaX ONPeIessaIiCh Be3U-
(BenurMeHT- 0CMOTPE NoA namnoii Byna; [0 B3POC/IOro " % -
vy Ha KX KoHeNHOCTRX OCTaeTon | £0 PP KYJbl Y IIy3bIPU C IJIOTHOU ITOKPBIIIKON HA dpUTEMa
nuHeiiHas AennrmeHTauna TO3HOM (poHe He TOJIBKO C CEPO3HBIM, HO U THOWHBIM
v atpodus
coznepskuMbiM. TeMmIiepaTypa Tesia pebeHKa HopMasbHasl.
JEPMATOJIOTIIA TA BEHEPOJIOTIIA 71
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C nuarnosoMm «bakrepuanbias nHdeKus (Be3UKyI0-
nycryses)» Ha 11-e cyTku peGEHOK TIepeBeieH B JIeT-
CKy1©0 UH(DEKIUOHHYIO OGOJIbHUILY, HA4aTo aHTHOAK-
TepuaJbHOE JieueHrne (BAaHKOMUIMH, 3uHaled) 6e3
BBIPaKEHHOTO adekTa.

IIpu oOGcieqoBaHMHM BHYTPEHHWX OPraHOB IaTo-
jgornu He BbIsiBIeHO. DU3MOJOTHYECKIE OTIIPABJIe-
HUs B HOpMe. B o6iiem aHasmse kKposu Ha 13-i1 neHb
JKU3HU — so3unoduansd, yseaudenne COI (apuTpo-
muthl — 4,1x10', usernoil nokasarenb — 0,9; remo-
rno6un — 130 r/n; neitkonurer — 10,5x10°%, s03uHO-
duibl — 53 %; manoukosiiepubie HelUTpodusl — 4 %;
cerMenTosi/iepHble HeHTpoduibl — 25 %; 1nM@OIUTH —
10 %; monomuTer — 8 %; COD — 19 mm/4). Yposens 6u-
smpy6una, AJIT, ACT, moyeBuHbI, 00111€r0 6esKa, mo-
Kasareseil KoaryJorpaMMbl GbIM B TIPejiesiaX HOPMBI.
C-peakTuBHBIN OENTOK, MTPOKATBIIMTOHUHOBBIN TECT OT-
putiaresbubie. [Ipu yabTPasByKOBOM HCCJIEIOBAHUN
cep/Ia, BHYTPEHHUX OPraHOB OPIONTHOMH TTOJIOCTH, TI0-
4YeK TaTOJIOTUHM He BbIsiBIeHO. OKYJIUCT MaTOJOTUU
HE BDbISABUJL.

[lepmarosniorom ycranossieH auaruos <l eprerndopm-
HBI gepmatuT [lopuHras, peKoMeH10BaHa CHCTeMHAs
crepoujiHas teparusi (IIPeHU30JI0H BHYTPUBEHHO), KO-
TOPasi Ha OYeHb KOPOTKOE BPeMsI YJIyUIInIa KIANHIYe-
CKOe TeueHune 60JIE3HH, OIHAKO CPpasy JKe MOCJIe ee OKOH-
YaHUsl KJIMHUYECKHe CUMIITOMbBI TOSIBUJIUCH CHOBA,
U fake ¢ 60JIbIeit MHTEHCUBHOCTHIO.

Ha 20-ii genb meBouka Gblia OCMOTPEHA COTPYAHU-
kamu Kadenpel nepmaroseHeposioruu XMATIO. Jluto
N CJIU3NCTbIE€ TTOKPOBbBI YUCTbHIE. HeMHOI‘O‘II/IC]IeHHbIe
9PO3UM C CEPO3HBIMU KOPOYKAMHU, CIPYIITUPOBAHHBIE
BE3UKYJIbl PACIIONATAINCH B BUJIE TI0JIOC HA KOYXKe Pa3-
rubaTeIbHBIX TIOBEPXHOCTEH HWKHUX KOHEYHOCTEH
(puc. 1) m 3aBUTKOB — Ha TyoBHUIIE (pHc. 2). Ha Boso-
CUCTO¥ 9aCTU TOJIOBBI UMEETCST OTPAHUYEHHBIH yU4aCTOK
obsbicenust guameTpom 1 eM.

[Tpu noBTopHOM c6OpE aHAMHE3a BBISICHUJIOCH, UTO
y 6abynrkn, Marepu U TeTKu (CEeCTPbl MaTepu) Moce
POSKIIeHUsT KOPOTKUH ITepUOoJi BpEMEHU Ha KOXKe KOHeu-
HOCTElN OBLIM KaKNe-TO BBICHITaHN. Y Marepu pebeHKa
nepBasi 6€PEMEHHOCTh 3aKOHYMJIACh CaMOTIPOU3BOJIb-
HBIM aGopTOM (IIJI0J] MY’KCKOTO TI0JIa); TEPUONIECKI
BO3HUKaeT JabuasbHbIii repriec. [Ipu ocMoTpe ycTaHOB-
JIEHO HAJMYHe e/[Ba 3aMEeTHBIX /IeNTUTMEeHTUPOBAHHbIX
MTOJIOCOBUITHBIX TISITEH HA KOXKE KOHEYHOCTEN 1 )KUBOTA,
04aroBoil pyOLIOBOU aJlOeI B TEMEHHOI 30H€e BOJIO-
CHCTOM 4aCTH TOJIOBBI, TATOJOTUN 3yOOB.

Ha OCHOBAaHUUM KJIMHUKO-aHAMHECTUYECCKUX JaHHbIX
U TPOBEIEHHOTO 06CJIE/IOBAHNsI yCTAHORJIEH MPEABaPH-
teabubli quarnos: «Cunapom Broxa — Cympubeprepa,
I crapusi». JlononHuTeIbHBIE TPU3HAKY TAKXKE CBUJIE-
TEJbCTBYIOT B 1I0JIb3Y JIMATHO34, B TOM YMCJIe CEMeNHast
UCTOpUS, TOATBEPKAAIONTasT X-CIEIJIEHHOe HACTET0-
BaHue 3abo0JieBatus, JaHHble O HeBblHALIMBaHUU Ge-
pementoctu. Hepepkanue nmurMeHTa B IOCJIENYIO-
meM OBLITO TMOATBEPKIEeHO TeHeTnkoMm. CrepoumHast
Teparusi OTMEHEHa, PEKOMEH/I0OBAaHA TOJIBKO HAPY KHAS
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Tepanusl. /[eBouka akTHBHO cocasia U3 TPyIu, Mpudas-
Jisiia B Bece, 110 Mpockbe mMaTepu pebeHOK BhITTMCaH
U3 cTalroHapa.

B 1 cragnm HEOGXOAMMO WCKJOYATh MUOIEPMUH,
BPOKIAECHHDII OyJLIe3HbII 1IAepMOJIK3, 6oJie3Hb [lapbe,
reprieTuOPMHbII IePMATHUT, TOKCUIECPMHUIO, MACTOIIU-
TO3, TMHEWHBIN [gA-3aBUCUMBIIT IepMaTO3.

B naspHeiiniem orMedeHa BOJTHOOOPAZHOCTh KOKHBIX
[POSIBJICHUIA: TIOSABJISIIUCH B HEGOJBIIOM KOJIUYECTBE
HOBBIE IMy3bIPHKOBBIE DJIEMEHTDBI, 34 3—5 CyT perpec-
CHUPOBAJIN, 3aTE€M TOSABIAINCH BHOBD B TIPesKHEN WIN
JIPYTOI JIOKATU3AIINU ell[e HECKOJIBKO pa3 /10 4-TO Me-
cama xusnn. B 4,5 mec y pebenka Ha KoKe TOoJeHei
MOSIBUJINCH KPaCHO-KOPUUYHEBbIE GOpojaByaThie Ia-
TTYJIBI, TOKPBITBIE YeTyHKaM¥, pacToaraioniiecs Jn-
weiino (puc. 3). IIpu ocMoTpe meBOYKHM B BO3pacte

Puc. 1. JluneitHo pacnoioXXeHHble Be3UKYNIe3Hble 3NIEMEHTbI
Ha KOXe KOHeYHOCTew

Puc. 2. BeaukynesHble 31€MEHTbI, PacronoXeHHbIe
B BUAE 3aBUXPEHMI Ha KOXE TyNoBuLa

a 6
Puc. 3. Beppyko3Hblie 31eMeHTbl Ha KOXe roneHn
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7 MecC Ha KOKe CIIMHBI, HUYKHUX KOHEUYHOCTel oTMeva-
eTcsl CIUpajieBUJHAsI ceTdyarasd NMUTMeHTalus, IsITHa
110 TUILY «OPBI3T TPA3U».

Co cyioB Marepu, IIpu JajibHelIeM HabIoIeHnN T1e-
IMAaTPOM U IPYTUMU BpadaMW OTMEYECHO 3aMeIeHHOe
npopesbiBaHre 3y60B, UX aHOMasbHast (hopMa, OTCYT-
CTBUE COMYyTCTBYIONIel maTosornu co ctopoubl [THC,
rJ1a3, BHYTPEHHUX OPraHoB y pebeHKa.

Takum 06pazoM, AMATHOCTHKA CHUHApoMa bioxa —
Cymbiibeprepa siBISIETCS CJIOKHOM MEKIMCITUIINHAD-
HO¥ TTPO6IEMOT, TPEOYIOTIE yIaCTHsI PA3TUIHbIX CITe-
[UAJIUCTOB.

OCOOGEHHOCTSIMU  TTPENICTABIEHHOTO KIMHUIECKOTO
HaOJIIOIEHUST  SIBJISIETCSI, BO-TIEPBBIX, pasBuUTHE 3a60-
JIeBaHUS B TIEPBBIE THU TTOCTE POXKACHUS U CeMEWHBIH
xapakrep 6osiesHr. Bo-BTOPBIX, HelpaBUIbHAsT WHTEP-
nperarus pesysibratoB MIMA Ha repriecBUPYCHYIO WH-
dexImno 1 HaJinune 303MHOMPUINK B KPOBU, HACJIOEHHUE
GaxkTepraabHOU (PIOpPbl 00YCHOBUIIN TUATHOCTUIECKUE
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RJAIHIYHI BUITAIKHU

omKOKM U Ha3HAYeHUe IPOTUBOBUPYCHON, aHTUOaKTe-
pUAJILHON U CTEPpOUJHOU Tepanuu. B-TpeTbux, oT™me-
YeHbl MUHUMAaJbHbIEe AUATHOCTHYEeCKNe TTPU3HAKN: Xa-
paKTepHble U3MEHEHUs KOKH, aJIolelus, aHOMaJuu
3y60B. HecMOTPs1 Ha HEBBICOKYIO YaCTOTY BCTPEYaeMo-
ctu cunapoma bioxa — Cynbiibeprepa, HEOHATOIOTH,
TTeTNaTPBI, ceMelHbIe BpayH, IeTCKIe KapAnoJIOoTH, He-
BPOJIOTH ¥ JIEPMATOJIOTU JOJIKHBI IOMHUTH OCHOBHBIE
CUMITOMBI 32001EBAaHNSI.

CBoeBpeMeHHast IMArHOCTUKA HeJleP:KaHUs TUTMEeHTa
TTO3BOJISIET ONITUMHU3NPOBATD JIeYeHNe MTAITHeHTOB, OTpa-
HUYMBAsI TIPUMEHEHIE aKTUBHOM aHTHOaKTePUaIbHOIM,
[IPOTUBOBUPYCHOI Teparuu pu oHMOOUHON TPAKTOBKE
KOKHBIX CUMIITOMOB KaK IMPU3HAKOB MCKJIOYUTETbHO
UHOEKIIMOHHO-BOCIIAUTEIbHBIX 3a00sieBanuil. Kpome
TOT0, yCTAaHOBJIEHUE HACIIEZCTBEHHO TIPUPO/IBI OOJIE3HI
UMeeT CYIeCTBeHHOE 3HaYeHNe ¢ TTO3UINH MeIMKO-Te-
HETHUYECKOTO KOHCYJIbTUPOBAHUS CEMbU 110 MPOTHO3Y
37I0POBOTO TIOTOMCTBA.
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HETPUMAHHSA NIrMEHTY (BJIOXA — CYJIbUBEPITEPA CUHOPOM): BUNALOK I3 MPAKTUKU

J1.A. BonotHa
Xapkiscbka Mean4Ha akaaemisi nicasannioMHOI OCBITU

Pesiome

Y ctartTi HaBeaeHi AaHi nitepatypu i BnacHe KiiHiHHe CroCTePeXeHHs 3a HOBOHaPOAXEHOIO ANTUHOK 3 PIAKICHUM reHOAEPMaTo30M —
cuHapomom Boxa — Cynbubeprepa (cimeiiHa popma HeTpUMaHHS MirMeHTy). OcobIMBICTIO CIIOCTEPEXEHHST € PO3BUTOK 3aXBOPIO-
BaHHS1 BiApa3y ricsisi HAPOLXKEHHS ANTUHW, MPOBIAHWIA LLKIPHWI CUHAPOM, BiACYTHICTL CyrnyTHbOI naTosorii 3 6oky LIHC, oveli Ta iH-
LUMX OpraHiB, cknaagHa anoepeHuiriHa giarHoCcTvka.

Knto4oBi cnoBa: HETPUMAHHS MirMeHTyY, HOBOHAPOLXKEHWU, LLKIDHW CUHAPOM, AiarHOCTHKa.

INCONTINENTIA PIGMENTI (BLOCH — SULZBERGER SYNDROME): A CASE STUDY

L.A. Bolotna
Kharkiv Medical Academy of Postgraduate Education

Abstract

The article presents literature data and own clinical observation of a newborn baby with a rare genodermatosis syndrome Bloch —
Sulzberger (family form of incontinence of pigment). A feature of the observations was the development of the disease immediately
after birth, leading skin syndrome, the absence of concomitant pathology of the Central nervous system, eyes and other organs,
a complex differential diagnosis.

Key words: incontinentia pigmeni, a newborn, skin syndrome, diagnosis.
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