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KAHHWIGCKHEI cAydant cuHApoMa Baoxa — Cyabnoeprepa
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Lenb. Mpencraentb KNMHUYECKNIA cny4dai cuHgpomMa brnoxa — Cynbubeprepa.

Matepuan n metopabl. [Ins oMarHOCTUKM 3a6o51eBaHusa 6b11 NPOBEAEHbI BU3YasibHbIA OCMOTP KOXMU,
LMTONOMMYECKUI aHanNn3 ny3bIpHON XUOKOCTU, OOLLMIA N BUOXUMNYECKUIA aHaNU3bl KPOBU, FEHETUYECKOE
uccnegosaHue.

PesynbtaTbl. [1pn hrsnkansHOM ocMOTpe KOXK 6bi1 NpoBefeH anddepeHumnarnbHbli AMarHo3 ¢ MHQEeK-
LMOHHBbIM, TOKCUKO-annepruieckum gepmMatutamu, 6ynnesHsbiM anugepmMosin3om n nnHeapHsiM IgA-3a-
BUCMMbIM AEPMaTO30M Yy AeTel. Pellaroliee 3Ha4eHMe B NOCTAHOBKE ayarHosa npuHagnexano reHeTu-
4YeCKOMY MCCnefoBaHuto, Nocne NpoBeaeHNs KOTOPOro 6bina BbiBEHa geneumns 3k3oHoB 4—10 reHa
IKBKG, 4T0 nogreepaunno cuHgpom bnoxa — Cynbubeprepa.

3akno4yeHune. HoBOpOXAeHHbIE C BE3NKYO-OYNIE3HbIMW BbICbINaHMUAMK, NOCTyNaLLmne B OTAENEHNE
naTosiorMM HOBOPOXAEHHLIX N HabgaeMble HEOHaToNoraMmu, TPebyroT TWaTeNbHOro 06CnefoBaHns,
06a3aTeNbHON KOHCYNbTauun gepmMaroriora ¢ Lenbto onpeaeneHns ganbHenLWen TakTUKK BegeHns.

KntoyeBble cnoea: cuuppom Bnoxa — Cynbuéeprepa, Be3uKyno-6ynnesHbie, BeppyKO3HbIe BbIChINaHUS.

KOHMNNKT MHTEPECOB: aBTOpbI 3asBNSAOT 06 OTCYTCTBUM NOTEHLMANBHOTO KOHMPNKTa MHTEPECOB, TPeByioLLEero
pacKpbITUsi B A@HHON CTaTbe.

Ina yntupoBaHus: KpacHosa H.B., YepHosa T.A., Anekceesa W.B., Mumanuesa I.I"., CunuubiHa J1.T.,
Mucsakosa T.10. KnuHnyeckuin cnyydan cuHgpoma Bnoxa — Cynbubeprepa. BeCTHUK gepmartonornm u BeHeponoruu.
2020; 96 (3): 00-00. https://doi.org/10.25208/vdv1117
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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.

Keywords: Bloch — Sulzberger syndrome, vesiculo-bullous, verrucous rashes.
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B AkTyanbHocTb. Hepepxanue nurmenTa (HM),
mnn cuHgpom bnoxa — Cynbubeprepa — pegkuin reHo-
gepmarto3s (1:75 000), nopaxaroLmnin KoXy, LieHTpasibHYo
HEPBHYIO CMCTEMY, IMa3a U KOCTHyt cuctemy [1—5]. Xa-
pakTepHo X-CuenneHHoe AOMWHaHTHOe HacnepoBaHue,
B 97% cny4aes 60netoT NpefAcTaBUTENN XEHCKOro nona
[6—8]. Heob6xoamMmo 3HaHMe ero KIMHUYEeCKNX 0COBEHHO-
cTer ana gudpdepeHumansHon AnMarHoCTUKM € Apyrumu
gepmarto3amu [9—11]. MNpmBogNTCA OnNMcaHue KAMHU4e-
ckoro cnyyasi cuHgpoma bnoxa — Cynbubeprepa y pe-
6eHKa B Bo3pacTe 1 mecsiua.

Llenb pa6oTbl — npeAcTaBieHne KIMHNYECKOro Ciy-
Yyas cuHgpoma brnoxa — Cynbubeprepa.

Matepuan v metoabl. Pogutenn 6onbHo M. B BO3-
pacTte 1 mecsua obpatunuck K gepmaronory bBY «PKB[»
C >ano6amuv Ha BbICbINAHUS HA BEPXHUX N HYXKHUX KOHEY-
HOCTSX Y pebeHKa, KOTopble 6ECMOKOAT CO 2-X CYTOK XMU3-
HUW. I3 aHamMHe3a U3BEeCTHO, YTO pPebeHOK OT 2-11 6epeMeH-
HOCTW, 1-7 6epeMeHHOCTb 3aKoH4YMNack pogammn, pebeHoK
>KEHCKOro rnona, co CrioB poguTenem BbiCbinaHus nofo6Ho-
ro xapakrtepa He 6ecnokounu. bepemeHHOCTb npoTekana
6e3 ocobeHHocTen. Poapl CpoyHble, eCTECTBEHHBIM MYTEM.
Macca pe6eHka npu poxgeHun 3254 r, poct — 53 cm,
COCTOSIHME pacUeHVBanocb Kak yOOBMETBOPUTESIbHOE.
Ha 2-e cyTKu XU3HW KOXa npuobdpena apKo-po30BbIn LBET,
Ha BEPXHUX U HMKHUX KOHEYHOCTHAX MOSBWUAUCH Crpynnu-
poBaHHble Be3VKysbl AnameTpoM ot 0,5 o 1 cM ¢ cepos-
HbIM COQEPXMMbIM, PaCMOSIOKEHHbIE MPEUMYLLECTBEHHO
no nuHuam bBnawko (puc. 1). PebeHok nepesepeH B OT-
JeneHve naTonorMm HOBOPOXAEHHbIX C AMAarHo30M: BHY-
TpuyTpobHas HdeKUMs, reHepanm3oBaHHasa opma, rep-
neTnyeckom atuomnoruun. Monydana aHTnbGakTepuanbHble,
NPOTMBOBMPYCHbIE, aHTUrMCTaMUHHbIE Mpenapatbl. Mama
oTMevana OTcyTcTBME 3gpdhekTa NPOBOAMMON Tepanuu.
PebeHok Yyepe3 3 Hefenu 6bin NepesefeH Ha ambynaTop-
HOe feYeHne ¢ NOJO3PEHNEM Ha MepPeHEeCEHHbIN CUHOPOM
Jlanenna. Pogutenu pe6eHka oTkasanucb OT NpoBedeHus
610MCUN KOXM 1 B3ATUS MaTepuana ans Mopdosiormyecko-
ro uccrnepoBaHus.

Puc. 1. MpaBast HKHAS KOHEYHOCTb NaLweHTkn M. ¢ ciuHapomom broxa — CymbL-
beprepa, 0CTPOBOCMANNTENbHAS CTa/NS, BO3PACT 2 AHS. MHOXECTBEHHbIE BE3WKY-
N0-6ynne3Hble BbICbINAHIS Ha APUTEMATO3HOM (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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[Ona anarHocTuku 3a6onesaHus 6binv NPOBEAEHbI: BU-
3yasibHbIi OCMOTP KOXM, LIMTONOMMYECKUM aHanna nysbip-
HOW XWOKOCTU, O6LLMIA N BUOXMMUYECKUIA aHaNU3bl KPOBU,
reHeTn4eckoe nccnenoBaHue.

PesynbTatbl U 06CyXAEHUE

Bu3yanbHbI 0CMOTP KOXMU. [TopaxeHne Koxu nmeet
pacnpocTpaHeHHbIn xapakTep. Ha KoXe HWXHWUX U Bepx-
HUX KOHEYHOCTeN MpenMMyLLeCTBEHHO MO NHuAM Bnalwko
Ha IPKO-3pMTEMATO3HOM (POHE OTMEHATCHA MHOXECTBEH-
Hble JIMHEMHO PacnONOXeHHbIe BEePPYKO3HblE BbIChINaHMA
paamepom oT 0,3 fo 1,5 cM, eAnHNYHbIE BE3UKYIbI pasme-
pom ot 0,3 go 0,5 cM ¢ rmagkon HanpsXXeHHOM NMOKPbILLIKOWN,
C CEepo3HbIM cogepXunmbim (puc. 2). Cumntom H1KonbCcKoro
oTpuuaTtenbHbli. [MpuaaTku Koxu 6e3 aHomanuin. lNauneHT-
ke Oblf MOCTaBfieH NpeaBapuUTesibHbIA OMarHO3: CUHOPOM
Brnoxa — Cynbubeprepa, BeppyKko3Has cTagus.

Mpu nccnegoBaHUm LIMTONOMMYECKOro cocTasa ny3bIp-
HOW XXNOKOCTU KNeTKN TuaHka He 6bInn 06HapyXeHbl, 303u-
Hopunusa 0%. Mpu BUOXMMNYECKOM aHanm3e KpoBu oTMe-
YyeHo nosbiweHne AJIT 98,0 E[l/n (HopmanbHoe 3HadeHve
1,0—35,0), noebiweHme ACT 80,0 EO/n (15,0—60,0), 6u-
nvpy6uH npsimon 3,0 mkmons/n (0,1—5,1), 6unnpy6uH 06-
wwuin 11,0 mkmons/n (1,7—20,5). MNpn npoBeneHun obLiero
aHanusa Kposw: apuTpoumnTbl 4,6*10'2 KNneTok/n, remorno-
6uH 152 r/n, nevkouuntsl 7,8*10%1n, 303nHOGUILI 7%, HER-
Tpodpunbl nanoykoaaepHole 2%, cermeHTosaepHole 54%,
nmmaounTtbl 29%, MOHOUUTLI 3%.

Puc. 2. Mpapast HKHSS KOHEYHOCTb MauweHTki M. ¢ cuHapoMom broxa — Cynbli-
6eprepa, BeppyKo3Has cTaaus, Bo3pacT 1 MecsiLl. BeppyKo3Hble 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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OudcbepeHumanbHbIl  gnarHo3 6bl1  NPOBEAEH
C VHMPEKUNOHHBIM, TOKCUKO-anneprnyeckum gepmartura-
MU, 6yNnesHbIM 3NMAepMONM3oM U NinHeapHeIM IgA-3aBu-
CUMbIM [1epMaTo30M Y feTeN.

MHMEKLUMOHHBIA 1 TOKCUKO-annepruieckni gepmatu-
Tbl 6bISIN NCKINIOYEHBI B CBA3W C OTCYTCTBUEM XapakTepHOM
ONA HUX KIUHUYECKOW KapTUHbI U MONOXUTENbHON AMHa-
MUKM OT fleveHns aHTubakTepuansHbIMU 1 NPOTUBOBUPYC-
HbIMU Npenapatamu. Anga anddepeHumansHoro anarHo3a
c 6ynnesHbIM 3aNnAepMonn3oM 1 nuHeapHsim IgA-3aBucu-
MbIM AepMaTo30M Y fileTel 6b110 NPOBEAEHO reHeTuyeckoe
ncecneposaHve.

Mpw reHeTn4Yeckom uccnepoBaHUM Gbina BbisBEHa
neneums ak3oHoB 4—10 reHa IKBKG, 4to nopgreepauso
cvHgpom brnoxa — Cynbubeprepa.

Pe6eHok nony4an MecTHoe aHTubaKTepuarnsHoe ne-
YeHne C LUenbio NMpoUNakTUKN npucoeamHeHnsa 6akrepu-
anbHOW MHdEKUMK. Takxe 6bIv HasHavYeHbl NPOTUBOBOC-
nanuTesibHble KpeMbl.

lMpn noBTOpHOM OCMOTpe B Bo3pacTte 3 MecsueB
Ha MecTe perpeccupoBaBLUNX BEPPYKO3HbLIX 3N1EMEHTOB
pasBuiack Kopu4HeBas NMrMeHTaumns B Buae rnosocok 1 3a-
BUXPEHWUIA, HANMOMUHAIOLLNX «BpPbI3rK rpsan», YTO COOTBET-
CTBOBAsIo MUrMEHTHOW cTagum cuHgpoma bnoxa — Cynbu-
6eprepa (puc. 3).

Mpn KoHcynbTauum cneumanncTos (Hesposora, od-
Tanbmonora, Kapguonora) COMyTCTBYIOLLEN naTonornu
He BbIABMEHO, YTO ABNSETCA 61aronpuaTHLIM MPOrHO30M
ONA XW3HU U 300poBbsi. B npodpunakTnyeckux Lensx
B cfny4ae MnaHMpoBaHWs nocnepyroLllern 6epeMeHHOCTH
B JaHHON ceMbe HeOO6XOAMMO NpPOBeAeHWEe MeaUKO-reHe-
TUYECKOrO KOHCYNLTUPOBaHWUS AN orpefeneHus cTeneHn
pucka poxaeHus cnegyrowero pebeHka ¢ nofgo6HoM naTo-
norven.

3akntoyeHune. HoBOpOXAEHHbIE C BE3UKYNO-6ynnes-
HbIMU BbICbINAHWAMK, MOCTynawoLwue B OTAENeHWe naTo-
NOrMn HOBOPOXJEHHBLIX N HabnoJaemMble HeoHaTonoramu,
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Puc. 3. paBast HWKHSAS KOHEYHOCTb NauneHTKK M., BO3pacT 3 MecsLia, ¢ CUHAPO-
Mom broxa — CynbLbeprepa, CTaans runepnurMeHTaumi. Ha Mecte perpecci-
POBABLLVX 04ar0B Pa3BACh MUrMEHTALWS KOPUYHEBOTO LiBETA B BUAE NONOCOK
11 3aBIXPEHIAN

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

TPeO6YIOT TWaTenbHOro o6cnefoBaHns, 0683aTenbHON KOH-
cyneTauum gepmMatosiora ¢ Uenbio MNOCTaHOBKM AuarHosa
1 onpegeneHuns fanbHenwen TakTuKn Be4eHNs. .
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