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Lenb. MpencraBntb KNMHUYECKWIA cny4dai cuHgpomMa brnoxa — Cynbubeprepa.

Matepuan n metopabl. [Ins AMarHOCTUKM 3ab6oieBaHns 661N NPOBEAEHBI OCMOTP KOXM, LIMTONOrMYECKNIA
aHanm3 ny3bIPHON XNOKOCTU, OOLLNIA N BUOXMMNYECKUIA aHann3bl KPOBU, FEHETUYECKOE UCCeqoBaHMe.
PesynbTtaThbl. [py ocMOTpe KOXK 6bI1 NpoBefeH anddepeHunanbHbIi AMarHo3 ¢ gepmatutamu, oynnes-
HbIM 3NNMOEPMONM30M U NMHeapHbIM IgA-3aBUCKMMbIM epMaTo30M Yy feTei. PelatoLlee 3HayeHve B Mno-
CTaHOBKe AvarHosa npuHaanexaro reHeTm4eckoMy UccrnefoBaHuio, nocne npoBefeHns KoToporo 6bina
BbIsiBNeHa aeneuust ak3oHoB 4—10 reHa IKBKG, 4to noaresepanno cuHgpom bnoxa — Cynbubeprepa.
3akno4yeHue. HoBOpoXAeHHbIE C BE3UNKYIO-GYNIE3HbIMI BbICbINaHMUAMK, NOCTyNatoLLmMe B OTAENeHe
naTonorMm HoOBOPOXAEHHbIX M HabNogaeMble HeoHaTonoramm, TpebyroT TLaTelbHOro o6cnefoBaHus,
06a3aTeNbHOMN KOHCYNbTauun gepMaroriora ¢ Lenbto onpeaeneHns ganbHenLwen TakTUK1 BegeHns.

KntoyeBble cnoea: cuuppom Bnoxa — CynbuGeprepa, Be3vKyno-6ynnesHbie, BeppyKO3HbIe BbIChINaHMUS.

KOHMNNKT MHTEPECOB: aBTOpbI 3asBNSAOT 06 OTCYTCTBUM NMOTEHLMANBHOTO KOHMPNKTA MHTEPECOB, TPEBYIoLLEro
pacKpbITUsSi B A@HHON CTaTbe.
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Mwucsakosa T.10. KnuHnyeckuin cnyydan cuHgpoma bnoxa — Cynbubeprepa. BeCcTHVUK gepmatonornm u BEHeponornm.
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Clinical case of Bloch — Sulzberger syndrome
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Purpose. To present a clinical case of Bloch — Sulzberger syndrome.

Material and methods. The examinations were performed to diagnose the disease: a visual examination of
the skin, cytological analysis of the gallbladder fluid, general and biochemical blood tests, genetic research.
Results. During a visual examination of the skin, a differential diagnosis was made with infectious
dermatitis, toxic-allergic dermatitis, epidermolysis bullosa and linear IgA-dependent dermatosis in children.
Crucial in the diagnosis belonged to a genetic study, after which a deletion of exons 4—10 of the IKBKG
gene was detected, which confirmed Bloch — Sulzberger syndrome.

Conclusion. Newborns with vesicle-bullous rashes entering the neonatal pathology department and
observed by neonatologists require a thorough examination, a mandatory consultation of a dermatologist

in order to determine further management tactics.
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B AkTyanbHocTb. HepepxaHnue nurmenTa (HM),
mnn cuHgpom bnoxa — Cynbubeprepa — pegkuin reHo-
gepmato3s (1:75 000), nopaxarLmnin KoxXy, LieHTpanbHY
HEPBHYIO CMCTEMY, IMasa U KOCTHyt cuctemy [1—5]. Xa-
pakTepHo X-CLenneHHoe AOMWHAaHTHOe HacnepoBaHue,
B 97% cny4aes 60netoT NpefacTaBUTENN XEHCKOro nona
[6—8]. Heo6xoamMmo 3HaHMe ero KIMHUYECKNX 0COBEHHO-
cTer ana audpdepeHumansHon AMarHoCTUKM ¢ Apyrumu
gepmarto3amu [9—11]. MNpmBogMTCA onNmMcaHue KMHU4e-
ckoro cnyyasi cuHgpoma bnoxa — Cynbubeprepa y pe-
6eHKa B Bo3pacTe 1 mecsua.

Llenb pa6oTbl — npepcTaBneHne KNMHUYECKOro Cry-
Yas cuHgpoma brnoxa — Cynbubeprepa.

Matepuan n metogbl. Pogutenu 6onbHor M. B BO3-
pacTte 1 mecsua obpatunuck K gepmarosnory bBY «PKB[»
C >kano6amu Ha BbICbINAHUS HA BEPXHUX N HYXKHUX KOHEY-
HOCTSIX Y pebeHKa, KOTopble 6ECMOKOAT CO 2-X CYTOK XMU3-
HW. VI3 aHamMHe3a U3BEeCTHO, 4YTO pPebeHOK OT 2-11 6epemMeH-
HOCTW, 1-A 6epPEeMEeHHOCTb 3aKoH4YMNack pogammn, pebeHok
>KEHCKOro rona, co CrioB poauTenen BbiCbiNaHns noJo6Ho-
ro xapakrtepa He 6ecnokounu. bepemeHHOCTb npoTekana
6e3 ocobeHHocTen. Poapkl CpoYyHble, eCTECTBEHHBIM MyTEM.
Macca peb6eHka npu poxpgeHun 3254 r, poct — 53 cm,
COCTOSiHME pacLeHVMBanocb Kak yOOBMETBOPUTESNIbHOE.
Ha 2-e cyTKu XU3HW KoXa npuobdpena apKo-po30BbIn LBET,
Ha BEPXHUX U HMKHUX KOHEYHOCTAX MOSBWUAUCH Crpynnu-
poBaHHble Be3VKysbl agnameTpoM ot 0,5 o 1 cM ¢ cepos-
HbIM COQEPXMMbIM, PaCMOSIOKEHHbIE MPEUMYLLECTBEHHO
no nuHuam bBnawko (puc. 1). PebeHok nepesefeH B OT-
JeneHve naTonorMm HOBOPOXAEHHbIX C AMArHO30M: BHY-
TpuyTpobHas MHMEKUMS, reHepannu3oBaHHasa dopma, rep-
netnyeckom artmomnoruun. Mony4ana aHTnbGakTepualnbHble,
NPOTMBOBUPYCHbIE, aHTUIMCTaMUHHbIe npenapartbl. Mama
oTMevana OTCyTCcTBME 3pdhekTa NPOBOAMMON Tepanuu.
PebeHok 4yepe3 3 Hepenu 6bin NepesBefeH Ha ambynaTop-
HOe feYeHne ¢ NOJO3PEHNEM Ha MepPEeHECEHHbIN CUHOPOM
Jlanenna. Pogutenu pe6eHka oTkasanucb OT NpoBedeHUs
61OMCUN KOXM 1 B3ATUS MaTepmana ans Mopdosiormyecko-
ro nuccrnepoBaHus.

Puc. 1. MpaBas HKHSS KOHEYHOCTb MaumeHTkin M. ¢ cuHapoMom brnoxa — Cynbli-
beprepa, 0CTPOBOCMANNTENbHAS CTaNS, BO3PACT 2 AHS. MHOXECTBEHHbIE
BE3IKYN0-0yNNe3HbIE BbICbINAHIS Ha 3PUTEMATO3HOM (DOHE

Fig. 1. The right lower limb of patient M. with Bloch — Sulzberger syndrome,
acute inflammatory stage, age 2 days. Multiple vesicular-bullous rashes on an
erythematous background
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[na gnarHocTuku 3a6onesaHus 661 NpoBedeHbI: Oc-
MOTP KOXM, LIUTONIOMMYECKUIN aHanm3 ny3bIpHOM XXNOKOCTH,
06LLMIA N BUOXMMUYECKUI aHanU3bl KPOBU, FEHETUYECKOEe
ncecnegoBaHume.

PesynbTatbl U 06CYXAEHKE

OcMOTp KOXM. [lopaxeHune KOXW WMeeT pacnpo-
CTpaHeHHbIN Xapaktep. Ha KoXe HUXHUX U BEPXHUX KO-
HEYHOCTEN NPeuMyLLLECTBEHHO MO NMHUAM Bnaliko Ha sp-
KO-3pUTEMATO3HOM (POHE OTMEe4atoTCA MHOXECTBEHHbIE
JIMHENHO PacMoNOXeHHble BEPPYKO3HblE BbICbIMAHWA pas-
Mepom ot 0,3 0o 1,5 cM, ednHUNYHbIE BE3VKYIbl pa3mMepom
oT 0,3 go 0,5 cM Cc rnagkon Hanps>KEHHOW MOKPbLILLKOW,
C CEepOo3HbIM cogepXunmbim (puc. 2). Cumntom H1KonbCKoro
oTpuuatenbHbIr. MNpuaaTky Koxu 6e3 aHomanuin. lNaumneHT-
ke Obln MOCTaBfieH NpedBapuUTesNibHbIA AMarHO3: CUHOPOM
Brnoxa — Cynbubeprepa, BeppyKko3Has cTaauns.

Mpun nccnegoBaHnm LIMTONOIMYECKOro cocTasa ny3bip-
HOW XXNOKOCTU KNeTKN TuaHka He 6bInn 06HapyXeHbl, 303u-
Hopunusa 0%. Mpu BUOXMMNYECKOM aHanm3e KpoBu oTMe-
YyeHo nosbiweHne AJTT 98,0 E[l/n (HopmanbHoe 3HadeHve
1,0—35,0), noebiweHve ACT 80,0 EO/n (15,0—60,0), 6u-
nvpy6uH npsmon 3,0 mkmone/n (0,1—5,1), 6unnpy6uH 06-
wwii 11,0 mkmone/n (1,7—20,5). Mpn npoBegeHnn o6LLero
aHanusa Kposw: apuTpoumnTbl 4,6*10'2 KNeTok/n, remormno-
6uH 152 r/n, nenkouuntsl 7,8*10%1n, 303nHOGUILI 7%, HER-
Tpodhunbl nanoykosaepHole 2%, cermeHTosaepHole 54%,
nmmaountbl 29%, MOHOUUTLI 3%.

Puc. 2. MpaBast HIKHSS KOHEYHOCTb MauwmeHTki M. ¢ cuHapoMom broxa — Cynbli-
6eprepa, BeppyKo3Has cTaaus, Bo3pacT 1 MecsiLl. BeppykoaHble BbIChINaHWs Ha
3PUTEMATO3HOM (DOHE, EAVHINYHbIE BE3IKYMbI

Fig. 2. The right lower limb of patient M. with Bloch — Sulzberger syndrome,
acute verrucous stage, age 1 month. Verrucous eruptions on an erythematous
background, single vesicles
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OudbchepeHumanbHbIi  guarHo3 Obll NpoBefeH
C VHMEKLMOHHBIM, TOKCUKO-anneprnyeckum gepmartura-
MU, 6YyNNe3HbIM 3NUAEepPMONIN3OoM U NinHeapHbIM IgA-3aBu-
CUMbIM [1epMaTo30M Y fieTeNn.

HepmaTtuTbl 6bIM UCKIIOYEHbI B CBA3U C OTCYTCTBU-
€M XapakTepHOW A1 HUX KIMHUYECKOW KapTUHbLI U NOmo-
XUTENBHOW ANHAMUKU OT feveHns aHTubakTepuasnbHbIMU
1 NPOTUBOBUPYCHLIMU npenapaTtamu. Onsa auddepeHum-
anbHOro AmarHosa c 6ynnesHbIM 3NMAepMOnn3oM U NnHe-
apHbIM IgA-3aBMCHMMbIM JepMaTo30M Yy fieTen 6b110 npose-
[EHO reHeTn4yecKoe nccnegosaHve.

Mpw reHeTU4Yeckom uccnepoBaHUM Obina BbisBIEHa
neneums ak3oHoB 4—10 reHa IKBKG, 4to nopgreepauso
cvHgpom brnoxa — Cynbubeprepa.

Pe6eHok nony4an MecTHoe aHTubaKTepuarnbHoe ne-
YeHne C Uenbio NMpounakTuKn npucoeamHeHnsa 6akrepu-
anbHOW MHdEKUMK. Takxe 6biv HasHa4YeHbl NPOTUBOBOC-
nanutesnbHble KpeMbl.

lMpn noBTOpHOM OCMOTpe B Bo3pacTte 3 MecsueB
Ha MecTe perpeccupoBaBLUMX BEPPYKO3HbLIX 3N1EMEHTOB
pasBuniack Kopu4HeBas NMrMeHTaumns B Buae rnosiocok 1 3a-
BUXPEHWNIA, HANMOMUHAIOLLMX «BPbI3rK rpsan», YTO COOTBET-
CTBOBAsI0 MMIMEHTHOW cTagmn cuHgpoma bnoxa — Cynbu-
6eprepa (puc. 3).

lMpwv KOHCYNbTaLMKM cneumancToB (Hesponora, odTanb-
Mosiora, Kapamonora) ConyTCTBYHOLLIEN NaTONOrMN He BbIB-
NeHO, HTO ABNAETCA 6naronpuUATHLIM NMPOrHO30M AJ191 XKU3HU
1 300poBbs. B npodhunaktnieckux Lensax B criydae ninaHu-
poBaHus nocnefyoLlet 6epeMeHHOCT B [JaHHOW cemMbe
Heo6Xo0AMMO NPOBEAEHNE MeOUKO-TEHETUHECKOTO KOHCYb-
TUPOBaHUS [Ns OnpefeneHns CTerneHu pucka poxpaeHus
cnepgyouero pebeHka ¢ nogo6HoOM NaTonornen.

3aknioyeHune. HoBOpOXAEHHbIE C BE3UKYNO-6ynnes-
HbIMU BbICbINAHUAMK, MOCTynawLwmne B OTAENeHWe naTo-
NOrMM HOBOPOXEHHBLIX N HabnoJaemMble HeoHaTonoramu,
TPeOBYIOT TWaTenbHOro o6cnefoBaHns, 06a3aTesibHON KOH-
cynsTaumMm gepmarornora C Lefibio NMocTaHOBKM AuarHosa
1 onpepeneHua aansHenwein Taktuku segerns. i
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Puc. 3. paBast HWKHSAS KOHEYHOCTb NaLneHTKM M., BO3pacT 3 MecsLa, ¢ CUHAPO-
mom broxa — Cynbubeprepa, CTafus runepnurmenTaumin. Ha mecte perpeccu-
POBABLUIX 04Ar0B Pas3BUIIACh MUTMEHTALNS KOPUYHEBOIO LIBETA B BUAE MOMOCOK
11 3aBVXPEHNIA

Fig. 3. Patient M. — right lower limb, age 3 month, Bloch — Sulzberger

syndrome, stage of hyperpigmentation. In place of the regressed lesions, brown
pigmentation in the form of stripes and swirls has developed
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