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AHHOTanus. B cTaThe mpeacTaBieHbl JaHHBIE JUTEPATYPbl 00 ITHUOJIOTHH U
ITIaTOI'CHE3EC, KHHHHKO-Ha60paT0pHOﬁ AUArHOCTHKC PCAKOIro ACpmMaro3a — CUHApPOMaA
brnoxa-Cyneubeprepa. PaccMoTpeH KIMHMYECKHM ciy4yall aHHOTO 3a00JieBaHUS Y
[NaouCHTKU 1 MCCiala XKHU3HU, OIIMCAaHbl NTAHHBIC aHAMHC34, KIIMHHUYCCKAsA KapTHHA,
PE3YJIbTAThI J'Ia60paT0pHI>IX I/ICCJ'IGILOBaHI/Iﬁ " IIPOBCACHHOC JICUCHUC.

Annotation. The article presents literature data on the etiology and
pathogenesis, clinical and laboratory diagnosis of rare dermatosis - Bloch-Sulzberger
syndrome. There is described the clinical case of this disease in a patient is 1.5
months, the data of the anamnesis, the clinical picture, the results of laboratory
studies and the treatment that was carried out.

Kurouesnie caoBa: cunapom bioxa-Cyneudeprepa, HeaepKaHUE MUTMEHTA,
pEIKU IepMaTo3, TUArHOCTUKA.

Key words: Syndrome of Bloch-Sulzberger, incontinentia pigmenti, rare
dermatosis, diagnostic.

Beenenne
Henepxanne mnwmrmenta (incontinentia pigmenti, cuagpom brioxa -
Cynbiioeprepa) — peakoe TIeHeTHYeckoe 3aboJicBaHHMe, XapaKTepHU3YIoIIeecs

HapylleHueM MeslaHoreHesa [5]. Yacrtora BCTpe4yaeMOCTH JAaHHOIO CHHIpOMa
coctaBisieT 1: 91 000 HOBOPOKIECHHBIX.

Cungpom brnoxa-Cynbibeprepa HacieayeTcss MO JOMHUHAaHTHOMY  X-
CUEIUIEHHOMY C TI0JIOM MeXaHu3My. Pa3BuTHe nNUrMeHTauuu O0OYCIOBJIEHO
MaTOJIOTMYECKOM MPOHUIAEMOCThIO 0a3ajJbHOTO CJOS  ANUAEpPMHCA KIETOYHOU
MeMOpaHbl JUisi MEeJIJaHWHA ¥ MPOHUKHOBEHHEM IMUTMEHTa B aepMy. Myrtaiuu B X-
XpPOMOCOME IPHUBOJST K CHM)KEHUIO UMMYHHOM TOJEPAaHTHOCTH B HKTOAEPMAJIbHBIX
TKaHSX, KOTOpas y T€TEPO3UTOTHBIX I€BOYEK BBI3bIBAET AyTOMMMYHHYIO PEAKLHUIO, Y
TOMO3UTOTHBIX MaJbYMKOB IMPOSIBISIETCS B BHJI€ PEAKIMHU MO THUIY «TPAHCIJIAHTAT
NPOTUB XO35IMHA», MPUBOJAIICH K JETaJIbHOMY MCXOY YK€ BHYTPUYTPOOHO M, Kak
CJIEJICTBUE, CAMOIIPOM3BOJIBHOMY MPEPHIBAHUIO OEPEMEHHOCTH.

[Tpu 0030pe MexayHAPOAHOM JUTEPATypPhl OBLJIO YCTAHOBJIEHO, YTO MAJIbYMKU
poxmatorcs B 2 — 3% cemeii. Cpeayd MHOTOJIETHETO HAOIOJACHUS 32 CEMBSIMHU,
OonpHBIME INCONtinentia pigmenti, oTMedeHO pPOXKICHHE 3T0POBBIX JEBOYEK.
YcraHoBiI€HO, 4TO MyTHpOBaHHBIM TeH B 50% cilydaeB HacienyeTcss OT MaTrepw,
CTpaJalollell HelepKaHUEM MUTMEHTAa. BBIABIEHBI Ba F€HETUYECKUX JIOKyca MpU
cunapome brnoxa-Cynsuoeprepa [4]. [Ipu | Tune rex ¢ nokanuzanuei B XpoMocoMe
Xqll, oOycnoBnuBaer cnopanuyeckue ciaydyau, npu Il tume (cemeilHbIl BapuaHT
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3a00JIeBaHMs1) T€H PACIIOJIOKEH B XpOMOCOMe X (28, 4TO MPUBOJIUT K X-CIEIJIEHHBIM
JOMHUHAHTHBIM MyTanusM B reie NEMO. Muorma MyTtamuu reHa Bo3HHKaOT de
novo. Curapom broxa-Cymerioeprepa xapakTepu3yeTcsi CBOCOOpa3HbIM CTaIUHHBIM
TEUEHHEM KOKHOTO Mpoliecca, C MOPaKEHUEM OPraHOB U CUCTEM SKTOJIEPMAIIBHOTO
MIPOUCXOKIeHUS (3yOOB, I1a3, HEPBHOU cucTeMBI) [3].

3a0osieBaHue AeOIOTUPYET y JETeH MpU POXKACHUM WM B TEPBbIE HEIEIU
KU3HU. BBIIENSIOT yeThipe cTaauu nopakeHus:i Koxku. C poxaeHus 10 4 MecsieB
XKU3HU HaOmogaercs | ctaqusa — BoCHalUTENIbHAS WM 3PUTEMATO3HO-BE3UKYJIE3HAs,
KOTOpasi XapaKTepHU3yeTCs TMOSBJICHUEM Ha JpUTEMATO3HOM (POHE ITY3BIPHKOB H
My3bIpeN C IJIOTHOW MOKPBHIIIKOW M MPO3PavHbIM COJECPKUMBIM. BBICBITIaHUST MOTYT
MOSIBIIATECS BOJIHOOOpa3zHo. Ha 6-8 Henmenme »xu3Hu 110 6 MeECSIeB Ha MeECTE
MepBOHAYAIbHBIX BBICHIIIAHUNA OTMEYaIOTCs IUIOTHBIC, MPOJOJIbHBIE, C
TUIIEPKEPATO30M JICHTUKYJISIPHBIC TAaIyjbl, CHMMETPUYHBIC, pacHojararommecs
JUHEWHO, HaAllOMHUHAIONIME OopojaBuaThii HEBYC. JIaHHBIM KOXKHBIM IPOIECC

coorBeTcTBYeT |l cramum HemepxkaHus NUrMeHTa — rumneprpodudeckoin. C 5-6
MecsIeB XU3HM U 10 12 ner koxHbId mnporecc nepexoauT B Il craguio —
MMUTMEHTHYO, MOSIBJISIOTCS KOPUYHEBO-CEphIE co CBETJIBIMU KpasiMu

TUIEPIUTMEHTUPOBAHHBIE BBICBHIIIAHUS B BUJE MOJIOCOK M 3aBUXpeHUi. C TeueHHeM
BPEMEHH B MEPUOJ IOJOBOrO co3peBaHus W 110 25-30 JeT runepnurMeHTanus
CIIOHTAaHHO HKCYE€33a€T W Ha MECTE BBICHINAHUI BU3YyaJIU3UPYyETCs JierKas arpodus
KOoXxH ¢ runonurmentanuei (1V cragus — arpodudaeckast) [1].

[Topaxxenue Apyrux opraHoB U cucteM npu cusjapome bioxa-Cynbeudeprepa
BcTpeuaercss B 70-80% cimydaeB, damie auarHocTupyroTcs 3abosneBanums [IHC
(cmacTuyeckasi maparuvierus, CyJoporu, ruapouedanus) u odTaMororuyeckas
natoysiorusi  (Kocoriaszue, — KaTapakTa,  IICEBIOTIMOMa,  MHUKPOO(TAIbMUS,
aHoptanpmusi). Y 65% OonpHBIX HaOMIOAAOTCA AePEeKThl 3yO0OB (THUIIOAOHTHA,
aHOJIOHTHUA, aHOMaIMU 3yOOB). Pexke BcTpeuaeTcsl mopaxxeHue KOCTHOW M KOCTHO-
MBIIIEYHON CTPYKTYPHI (KapJIMKOBBIM HAHW3M, KOCOJAoCTh, nedopmarus uepena,
CUHAAKTUJIUS, YKOPOUCHHE BEPXHUX U HIDKHUX KOHEYHOCTEM).

[Ipu oOcnenoBaHuu B OOIEM aHAIM3€ KPOBU IMPHU MEPBOUM CTAAUHU KOXKHOTO
npoliecca onpenensercs 303uHOQUus, JEUKOIUTO3 [2].

[Ipu cemeitHom HacnenoBaHuu cuHApoMa broxa-Cyneudeprepa BO3MOXHa
MpeHaTalbHasi IUarHOCTUKA B cpoke 20 — 22 Henenb OEpeMEHHOCTH.

Cneunduueckoil Tepanuu cuHapoma bioxa-Cyneudeprepa Her. Haznauaercs
CUMIITOMaTUYECKOE JIEUEHHWE Ha IEPBBIX CTaJAMSIX KOXKHOIO IIpolecca B BHJE
MPOTUBOBOCHAJIUTENIBHBIX [HUHKCOAEPXKAIIMX MpenapaToB W aHTUCENTUYECKUX
PacTBOPOB 15l MPOGUITAKTUKN BTOPUYHOTO HHDHUITMPOBAHUS.

Henb wuccaenoBaHWsi - JEMOHCTpalMs KIMHMYECKOTO ClIydas CHHApPOMA
brnoxa-Cyneuoeprepa.

MarepuaJjibl 1 METOABI UCCIAETOBAHUS

O030p OTEYEeCTBEHHBIX U 3apyOEKHBIX JUTEPATYPHBIX HCTOYHUKOB C
noMoIpI0 MonuckoBbix cuctem PubMed, Medline, SCOPUS. [Ipumensuics KITUHUKO-
AHAMHECTUYECKU METOJ MCCIEIOBAHUA: aHAJIMW3 HCTOPUU OOJE3HU C HU3yUEHUEM
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aHaMHe3a, U3yYeHue KIIMHUYECKUX MPOSBICHUI 3a00I€BaHus, aHaIU3 Ja00paTOPHBIX
METOJIOB UCCIIC0OBAHMUS.

Pe3ysabTaThl HCCIe10BAHUS U UX 00CYXK/IeHHE

[TanmenTka 1 mecsu, ot | 6epeMeHHOCTH, CPOUYHBIE POJIbI, KECAPEBO CEUCHUE.
Macca neBouku mpu poxaenun — 2820 r, a poct 50 cm. Ouenka mo Amrap — 7/8
6amnoB. HacnenctBenHocTs He oTsromieHa. [Ipu poxkaeHun Koxa KpacHO — pO30BOTO
1IBE€Ta, MHOXKECTBO BE3UKYJ M My3blpeid paszmepoMm 10 0,8 cM, pacmoyiOxKEHHBIX
JMHEWHO HA BEPXHUX M HIKHUX KOHEUHOCTSX, CTPYNIHUPOBAHHBIE MEXKY COO0Oii, C
CEpO3HBIM coJepkuMbIM. Ha BTOpoll JeHb KU3HM Yy peOeHKa OTMEYEHO
pacnpocTpaHeHue Mpolecca Mo BCEMY KOXKHOMY TMOKPOBY B BHJIE€ MATEH U MaIlydl,
HAIIOMUHAIOIIUX TOKCUYECKYI0 3putemy. Ha BTOpble CYTKM TMOCJHE POXKICHUS
JIeBOUKa Obla TepeBefeHa B OTHAENCHHWE MATOJIOTMH HOBOPOXKIEHHBIX JI€YeOHOTO
yupexaeHuss ropoaa EkarepunOypra. B TeueHue 1ByX Henenb IMPOBEACHO
cienyronme J1abopatopHble U MHCTPyMEHTaIbHbIE UccienoBanus. OOmmili aHamus
KPOBH: 903HHO(MIBI — 27%, mneiikormtsl — 19,4 x10%1. OGummit aHanu3 Moun 6e3
natosiorndeckux m3menennii. MDA wa IIMB: IgM - otp, 1gG — 1:1600, aBUIHOCTH
76,2%; UDA na BIII™: IgM - otp, 1gG - 1:800, aBugHOCTh — 95,1%); TILIP KpOoBH Ha
BIII' — orpunarensHbiid. Y3W OpromHON MOJOCTH — MATOJOTMYECKUA N3MEHEHHI
BHYTPEHHHMX OPTaHOB HE BBIABIECHO, DOl — BapuaHT Bo3pacTHOW HOpMEI. lIpoBenen
OCMOTp CJICAYIOIIMMHU CIEIHUATUCTAMU: OKYJHUCT - TMAaTOJOTUM HE BBISABICHO;
Heposior - [MMNIIHC runokcu4eckoro rene3a, CpeaHEeN CTENEHU TSIKECTH, PAHHUN
BOCCTAaHOBUTENbHBIN mnepuoa, ncepaokucta B KTB cieBa, cuHApOM Berero-
BucriepanbHot  auchynknuu, HCK B IIOII, cuaapoM  nupamMugHOM
HEJIOCTAaTOYHOCTH; HH(PEKIHOHUCT - TepreTtudopmubiii nepmatut. Haznaueno
nedyeHue: WHQY3MOHHAsT Tepanus (TJII0KO30-COJIEBBIE pacTBOpbl: 25% cynbdata
marnusi, 10% rmokonara xkameiusa, 10% amuHOBeH), UMMyHOTJIOOYynMHH Nel
BHYTPUBEHHO, aMOUIMUIMH No3 BHYTpPUBEHHO, auukiIoBUp No7 BHYTPHBEHHO,
cynpactud Ne5 BHyTpuBeHHO. [IpoBeneHHoe ieueHne — 6e3 3¢ dexra. Brimucana mox
HaOJIO/IeHNEe TeAuaTpa W HEBpoJiora IO MECTy JKHUTENbCTBA. PexoMeHoBaHa
KOHCYJIbTAllUsl  JEPMATOJIOra. B 1 Mecsl]  NAalMeHTKa  OCMOTpEHa
J€pPMaTOBEHEPOJIOTOM.

Ha momeHT ocMmoTpa oOuiee COCTOSHUE YIOBJIETBOPUTEIBHOE, MOJIOKEHUE
aKTHBHOE, co3HaHue sicHoe. Temneparypa tena 36,4 C°.

Status specialis: KOXHBII TIOKPOB MpaMOPHBIH, YMEPEHHOW BIJIAXKHOCTH,
HOPMAaJIbLHON TeMIEpaTyphl, TYprop M 3JaCTUYHOCTH B MIpeesiaX BO3PACTHOU HOPMBI.
Ha koxxe BepXHMX M HWXHUX KOHEYHOCTEH, TyJoBHUIA Ha (OHE HPUTEMBI U
MHQUIBTpAIUM MHOXECTBEHHBIE BE3UKYJbl M MY3bIPHKU C IUIOTHON MOKPBIIIKOMH,
3aM0JIHEHHBIC MPO3PAYHBIM COJIEPKUMBIM, PACIIOIOKEHHBIE COOTBETCTBEHHO JTMHUSAM
bnamko. Dxkckopuanuii HeT.

Huarno3: Cunapom binoxa — Cynbibeprepa, | craaus.

PexkoMeHI0BaHO JieU€HHE: TYIIUPOBAHUE AHWIMHOBBIMU  KPACUTEISIMH,
IIMHKCOJIEP)KAIIMNA TpenapaT B KpemoBoW (opme 2 pa3a B JI€Hb, JUHAMHYECKOE
Ha0II0ICHUE Y J€PMAaTOBEHEPOJIOTA.
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