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POCCWICKW XYPHAN KOXHBbIX 1 BEHEPVYECKX BONE3HEN

Meananooaacro3 biaoxa—Cyabuoeprepa
Bucnobokoe A.B., 3yoyosa T.U., Xmenonuykuu P.A., Yepnurosa T .

Menumuacknit nHCTUTYT @I BOY BI1O OpnoBckumii rocymapcTBeHHBIN yHUBEpCHTeT, 302026,
r. Opemn, Poccus

Menarnobnacmos Bnoxa—Cynvybepeepa (Hedepoicanue nuemenma) npedcmagisem coOoll peoKkuil Heupo-
DKMOOEPMANbHBLIL MYTbIMUCUCEMHBLI CUHOPOM. B cmambe npuseden kiunudeckuil ciyuat 0aHH020 peoko-
20 0epmamosa y pebenka — cCuHopom neoepicanus nuemenma. Onucanvl Xapakmepuvle NPosiIeHus CUHOPO-
ma Bnoxa—Cynvybepeepa. Ilpedcmasnena cmaoutiHoCmsb KOHCHbIX NPOSIGIEHUL 8 OUHAMUKE ON 8e3UK)1e3-
HBIX 00 NUCMEHTNHBIX GblCHINAHUIL
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Bloch—Sulzeberger's melanoblastosis (incontinentia pigmenti) is a rare neuroectodermal multisystems syn-
drome. A clinical case of this rare dermatosis in a child is presented. Characteristic manifestations of the
syndrome are described. Stages of dermal manifestations from vesicular to pigmented efflorescence are
presented.
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HelipokyTanHaple CHHAPOMBI — OOJBIIAs TpyIIna Ha-
CJIEZICTBEHHBIX 3a00JI€BaHNH, MPOTEKAIOIINX C COYETaH-
HBbIM TIOPKEHUEM KOXKU, HEPBHOH CHUCTEMBI U JIPYTUX
OpTaHoB, Cpey KOTOPBIX BBIACISIOT (PaKoMaTO3bl (epey.
phakos — msaTHO), HacuuThiBatomme Oonee 50 (opm.
BonbmmHCTBO MaHHBIX 3a00JIEBaHUN OMKCAHBI €Ile B
koHIle XIX Beka U SABISAIOTCS PEIKO BCTPEUAIOLIMMUCS
Ooye3HsAMH B TIpaKTHUKE JepMmaroiioroB. KoxHble mpo-
SIBIICHUS] HEPEAKO SIBISIOTCS OCHOBHBIMH MapKepaMu
paHHEH MUMarHOCTUKU HEHPOKYTAaHHOIO CUHAPOMA, TAK
KaK UX BBISABISIIOT MPH POXKICHUM WM B PAaHHEM JICT-
CKOM BO3pacTe, a CEMHOTHKA 3a00JIeBaHNI BHYTPEHHHX
OpraHoOB MPOSBISIETCA Y€pe3 HECKOIBKO MECSIEB WU
nert [1].

BompmmHCTBO 3THX OONE3Hel XapakTepHus3yercsl Ba-
pradenTbHON AKCIIPECCUBHOCTHIO KIMHUYECKUX TPOSIB-
JICHUH ¢ HATMIUEM CTEPTHIX (hOpM. ITO MOKET KacaTbCs
BO3pacTa MAlMeHTOB, CTENIEHN BBIPAKEHHOCTH M TIOCIe-
JIOBATEIILHOCTH TIPOSIBIICHUH OTIEILHBIX CUMITTOMOB, TI0-
JUMOp(dH3Ma KOKHBIX ¥ HEBPOJIOTHUYESCKUX IPOSIBIICHHIA.

OnHuM w3 Takux 3a00JICBaHUM SBISICTCS HElEpIKa-
Hue nurmenra (cunopom bnoxa—Cynvybepeepa, mena-
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noonacmos brnoxa—Cynvybepeepa). BriepBeie mporiecc
ormmcan B 1906 1. A. Garrod [2], a B. Bloch (1926) u
M. Sulzberger (1928) [3, 4] BbLIEIHIN €TI0 B CAMOCTOS-
TEJIbHBIA CUHIPOM.

[IpyunHBl BOZHUKHOBEHMSI CHHApPOMA JI0 KOHLA HE
BBISICHEHBI. HacnencTBeHHOE MNPOUCXOXKAECHHE TOJ-
TBEpXKJAeTCs paHHUM HA4daJoM M BO3MOXXHOCTBIO Ce-
MEWHOro Xapakrepa aepMarosa [5]. MyTupoBaHHbIN reH
B 50% cirydaeB HaciemyeTcsi OT MaTepH, CTpaJaromeit
Henlep)kaHueM nurmMenta [6]. MHorma myTamum reHa
BO3HUKAIOT de novo. Pogureny, HecyIye MO3au4HOCTh
reHa, MOTYT UMETb WJIM HE UMETh KITMHUUECKHE MTPOsIBIIe-
Hust 6one3nu [6]. Cran u3BeCTEH XPOMOCOMHBIN Ha0O0p,
KOTOpBIM OTBEYAET 3a HACJIEACTBEHHYIO S3IHJEpMallb-
HYI0 aHOMAJIHIO, CBSI3aHHYIO ¢ X-XPOMOCOMOH B pe3ylib-
tare MyTauuu rena NEMO — MonyasiTopa HyKJI€apHOTro
(hakTopa. MonekyasIpHO-TEHETUIECKOe HCCIEOBaHUE
Ha Hamuue mytanuid B rene IKBKG (wmu NEMO) 1io-
Ka3aJjio, YTO JaHHBIA T'€H KOJUPYET KIIIOUEBYIO peryJs-
TopHYI cyObenuuuiy NEMO WHTUOUTOPHOW KHUHA3BI
IKK2 curHanpHOro ImyTH sIEPHOTO TPAaHCKPHUIIIMOHHO-
ro hakropa NF-kB, KOTOpBIi KOHTPOIHPYET UIMMYHHBIN
OTBET, OTBET Ha CTPECC, BOCHAIHMTEIBHYIO PEaKIHIO,
KIJIETOYHYIO aJre3WI0 M 3aluTy armonTo3a. Hammuue ne-
(hexra B cyosequauiie NEMO TIpUBOIUT K OTCYTCTBUIO
akTuBalyu curHanbHoro mytu NF-kB Ha Bce n3BecTHBIE
CTHMYJIBI, YeM OOBSCHSIETCS IOBPEIKACHUE TKAaHEH, IKC-
npeccupyronmx MyrarcHHbi TeH /[KBKG y OONbHBIX
JIEBOYEK C HeAep)KaHWEM MUTMEHTa, a TaKXKe paHH:IA
CMEpPTh IJI0J]a MYXKCKOro nojia [7]. B ¢Bs3u ¢ aTum ot-
HOIIIEHHE OOJBHBIX MAJIBUYUKOB W JIEBOUEK COCTABISET
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6: 210, gactora 6omne3nu 1: 75 000 [8]. i3BecTHBI Tak-
ke peakne Miarkue myrtauun B rene /KBK G, koTopble HE
MTOJTHOCTHIO MHAKTHBHUPYIOT NF-kB, 4T0 m103BOJISET BBI-
KHUBATh SMOPHOHAM MY’KCKOTO 1os1a. DEHOTUITNYECKU Y
TakuX AeTei HaOmomaeTcst cuaapoM KisitHdenbrepa ¢
nmmyHOnedumTom [9-11].

Anieprudeckoe MpPOUCXOXKACHNE CBS3BIBAIOT C BbI-
SIBICHHEM Y OOJIBHBIX 03MHOQWINH I0J IeHCTBUEM
WI-3, WJI-5 u rpanyaouuT—Makpodar—KoJIOHUECTH-
MYJIHpPYIOIIEro (akropa U UX YCHICHHOW MHUTPaLUHU K
ouary BocrnajeHus B koxe [12]. OTMeueHo Takxe yBe-
JWYCHHUE arpaHyJIOLHUTAPHBIX KJIETOK-MOHOLIUTOB, BbI-
JEJSIOIINX KOJIOHUECTUMY/IMPYIOIKi (pakTop Bocmae-
uus (GM-CSF), npencrasistromuii cOO0H ITUTOKWH, YTO
Croco0CTBYyeT yckopeHHOH auddepeHmupoBke u cospe-
BaHMIO B KOCTHOM MO3Tre 03WHO(HUIIOB C BEICBOOOXK IE-
Huem ®HOaq. B cBoto ouepenb, akTHBHPOBaHHAs KJIETKa
MIOCPENICTBOM KOJIOHHECTHUMYIMPYIOIIETo (haKTopa BiH-
sieT Ha 303UHO(QWINIO B KPOBU Uepe3 SACPHbIN (akTop
Bocrnanienus (NF), 4To mpuBOIUT K XEMOTaKCUCY D03H-
HO(UIIOB B ouarax BOCHAJCHMS, ayTOUMMYHHOH aTake
Ha KJIOHBI KJIETOK 3KTO/IEPMAaIBHOTO MPOUCXOKIeH!S [ 1,
2, 10]. OmHako 3TO HE MOXKET OOBSICHUTH HAJIMYUE HE-
BPOJIOTHYECKUX U IIa3HBIX MPOSIBJICHUH OOJIC3HH.

OtaenbHble aBTOPHI [2, 13] cuuTaroT, YTO BO3MOXKHO
3apakeHue IUI0Ja BUPYCHON MH(eKIuel (BUpyc Kpac-
HYXH, repreca), a XxapakTepHasi IUTMEHTAIHs SBISICTCS
OCTaTOYHBIM siBIeHHEM. ONuChIBasi KIMHUYECKUH CIy-
qaii y pedenka ¢ CHII, H.C. Pyanesa [2] metomom [1LIP
BoisiBuia JJHK k Tokcomnasme, a B aHaMHe3€ MaTepu —
ypeamiasMo3 ¢ MPOrpecCHpyIOIIell MaTOYHO-IUIALCH-
TapHOW HEIOCTAaTOYHOCTHIO BO Il TpuMecTpe GepeMeH-
HOCTH.

Boimensor 4etelpe CTaguy MOPAKEHUsI KOKU IpU
9TOM 3a00JI€BaHUM, KOTOPBIE IOCIEIOBATEIbHO CMEHSI-
fOT 1pyT npyra [2, 13-16].

I cranmus — BocmanuTensHas (Be3WKyI0-Oyiie3Has),
HauMHAETCS TPU POKIACHUM WM B TIEPBYIO HEIEIIO
xu3HH. Ha spHTeMaTo3HO-0TEUHOM (OHE MOSIBISIOT-
Csl My3BIPH U My3bIpbKU. [1y3bIpHBIEC A7IEMEHTHI UMEIOT
TUTOTHYIO TIOKPBIIIKY U TIPO3PAaYHOE COEPIKUMOe, JTOKa-
JM3YIOTCS JIMHEHHO, MPEUMYIIECTBEHHO Ha Cru0areib-
HOH ITOBEPXHOCTU KOHEYHOCTEH, a TAKKE HA KOXKE IPyAU
u cnivHbl. Ha MecTe BCKPBIBIIUXCS 2JIEMEHTOB (HOpMH-
pYIOTCS 9pO3MH, MOKPBITHIE CEPO3HBIMU KOpKaMu. BrI-
CBIMIAHMS TIPOSIBIISIIOTCS MPUCTYIo0OpasHo [2, 16, 17].

II ctanusa — nanynoseppyko3Has. Ha 6-i1, 8-if Henene
JKU3HU MOSBIIAIOTCS IJIOTHBIE JIEHTUKYIISIPHBIE, IMHEHHO
pacronoKeHHbIE MAIyJIbl ¢ TUIIEPKEPATO30M, JTOKAIN3Y-
IolMecss Ha pa3rudaTeNbHON MOBEPXHOCTH BEPXHUX U
HWOKHUX KOHEYHOCTEH, HAallOMHHAIOT OOpojaByaThIi
HEBYC, 3Ta CTaausl MPOJOKACTCS HECKOIBKO MECSLEB
[2, 16].

III cragust — nUrMeHTHas; B Bo3pacTte 5—6 Mec MosiB-
JSIFOTCSL TUIEPIUTMEHTUPOBAHHBIE TISITHA CEPO-KOPUY-
HEBOT'O L[BETAa CO CBETIBIMH Kpasmu. Ha koHeuHOCTSIX
BBICBHIIIAHUS UMEIOT BUA «OPBI3T I'PSI3U», HA TYJIOBUILE —
B BUJIE «CIIMPAJINY, «KOJIbLIA» MM KMPAMOPHOTO KEKCay,
C PACIIONIOKEHUEM MUTMEHTAlUil MO JWHHAM biamko
[2, 10].

IV crapusa — arpoduueckasi, pa3BUBaeTCsl HE y BCEX
NaIyeHTOB. B HEKOTOPBIX ciydasx HaOIOmaeTesl yKe B

paHHEM JIETCTBE B BUJE CETMEHTApPHBIX aMHHUOTPOQUi
Ha TYJOBUILE U Oeapax B 30HE OBIBIIMX MOpaykeHUH [2,
10, 14].

VY 65% OonpHBIX UMeIOTCS nedeKThl 3y0oB [13, 16].
YV Kakaoro 6-ro OOIBHOTO OTMEUEHO CHUKEHHUE WHTEI-
nekra [1, 16], y kaxxmoro 3-To — amomnerusi, Kocornasue,
KaTapakTa, IMCEBIOIIMOMA, PEeTpOoJeHTalbHas (QuOpo-
mnasus [1, 17, 18]. Ilopaxkenue ITHC moxker mposiB-
JATHCS CHACTHUECKON mMaparuieruei, cymoporamu [17,
19]. Berpeuarorest oTcTaBaHUE B POCTE, KOCOJAMOCTD,
nedopmarys yeperna, yIIHBIX PaKOBHH, aHOMAIUU 3y-
ooB, remuarpodus [1, 2, 17, 19].

[IpuBoanM KITMHIYECKOE HAOMIOEHNE Cydas ThHa-
MHYECKOTO HAaOIIONeHNs peOeHKa, CTPAIAoIero Kiac-
CHUYECKOH (opMON HeAepKaHUs MUTMEHTA (CHHIPOM
bnoxa—Cynbuoeprepa).

Bonsuas b., pommrace 11.10.2013 ot mepsoii Oepe-
MEHHOCTH. Y Marepu B aHaMHe3e HeopHokparHele OPBU B
I, 1L, IIT rpumectpax 6epemenHocTH. B I TpumecTpe BBIsSBICH
ypearutazMo3, HaOmomamachk yrposa MpephlBaHHS OepeMeH-
HoctHu. Ha 25-i1 Henene — runepruiaszus mianeHTsl, B 111 Tpu-
MeCTpe — XpOHHYECKas MaTOYHO-TIalleHTapHAs HEAO0CTaTOu-
HocTh (XMIIH). Poner cpounsie B 39 Henenb myTeM Kecapepa
cedyeHusi, 0e3BOHBII POMEKYTOK cocTaBmi 10 4, BOjbI — 3e-
neHsle MyTHbIE. [Ipn poxxaeHun cocrosiHre peOeHKa TshKeNoe,
KOXKa SIPKO-PO30Basi, Ha BEPXHUX M HIDKHMX KOHEYHOCTSX
MHOXECTBO CIPYIIUPOBAHHBIX MY3BIPHKOB M My3bIped aua-
meTpoMm oT 0,5 710 2 cM ¢ CepO3HBIM COAEPKUMBIM; Ha MECTE
BCKPBIBILXCS SJIEMEHTOB SIPKO-KPACHBIE 3PO3HHU C 0axpoMOi
SMUACPMHUCA TIO KPASM.

B Bo3pacte tpex mueit (14.10.2013) neBouky mepeBenn B
OTIETICHHUE TTaTOJIOTHH HOBOPOXKACHHBIX JleTckol obmacTHON
KIIMHUYECKOH OOTbHHIIBI.

[Tpu MOCTYMJICHUH COCTOSTHHUE TSDKEJI0e, OTMEYaeTCsl 1o3a
«IATYIMKW» (MIPU3HAK CHIDKCHHMS MBIIIEYHOTO TOHYCa), MpU
KpHKE — TpeMop MOoAOOpOJKa, BEPXHMX M HMKHUX KOHEU-
Hocted. ToHyc MBI MoBbIMIEH. [Ipy ocMOTpe OKYIUCT |
XUpPYpr MaTOJOTWH HE BBISBUIN. B aHamu3e KpoOBH Ha cTe-
PHIBHOCTB BBISIBICHBI Staphylococcus epidermidis, B moceBe
OTHENSAEMOT0 Be3UuKyn — Escherichia coli. B o0mem aHanmze
kposu ot 15.10.13: Hb 220 r/m, 3p. 6,1 - 10'%/m, Tp. 306 -10°/7,
1.27,4+10%n, 5. 46%, COD 0,5 mm/u.

JlokanbHbI cTaTyc: MPOLECC paCIPOCTPAHEHHBIN Ha KOXKE
KoHeuHOcTeH (puc. 1, a, 6), TynoBHIIA, B TAXOBBIX CKIIAIKAX;
Ha OOJIBIINX ITOJOBBIX I'y0ax ompeneisercs CIMBHAS JTHHEH-
HO TPYIIHPYIOLIAsCS BE3UKYJI0-Oy/lIe3Has! Chllb; YIUIOTHE-
HUSl B OCHOBaHMM ITy3bIp€il HE NaJbNUPYOTCS. EquHUUYHBIE
aHAJIOTUYHBIC JIEMEHTHI Ha KOKE BOJIOCUCTOW YaCTH T'OJIOBBI.
B oGnactu nmpaBoro kosieHHOTO cycTaBa (cM. pHc. 1, @) v JieBoii
BHCOYHO-TEMEHHOW 00JIaCTH 3a)KMBAIOIIUE DPO3UH C YHacTKa-
mu atpodun. B neproa HaOMIOICHNS BBICHITTaHUS MOSIBISINCH
BOITHOOOpa3HO. CBeXHe JJIEMEHTHI CHIMM 4Yepe3 3—5 mHel
OBUIM CKIIOHHBI K PErPeccy, MOCIe Yero HOSBISUTICH BHOBB.

Ha ocHOBaHMY XapaKTepHOU KIMHHYECKOH KapTHHBI OBbLT
YCTaHOBIIEH JAWAarHo3 MmenaHoOmacro3a broxa—Cymbioepre-
pa. Hasnauena tepammsi: 10% pactBop mmokonara Ca, 10%
pacTBOp TITIOKO3BI, pacTBOp Punrepa, nedadon B/B 50 mr/kr
2 pa3a B CyTKH, aMUKaluH B/B 10 MI/kr 2 pa3a B CyTKH, 3CIy-
MU3aH 5 Mi1 2 pasa B CyTKH, (IIyKOHA30JI CYCIICH3MsI 3 MI/KT B
cytku, 20% anp0ynua mo 2 karu B ria3a. HapyxHo: Gpykop-
IIVH, SMYJIBCHS CTPETITOIH/IA.

B Bo3pacte omgHOro Mmecsia OONBHYIO BHOBB ITPOKOH-
CYJIFTHPOBAJI JIEPMATOJIOT ITOCJIE MOBTOPHOTO MOCTYIUICHHS
B OT/ICJICHHE ITaTOJIOTUH HOBOPOXK/ICHHBIX B CBSI3U C yXY[I-
IICHHEM COCTOSHHS B HEBPOJIOTMYECKOM cTaTyce. BplsiB-
JIeHBl TIepUHATajJbHas dSHIedanonaTus ¢ HepBHO-pedeK-
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Puc.1.bonruas b.BBo3pacre Tpex nHEl ¢ quarHo3om: cuuapom bioxa—Cymerideprepa.

a — Ha KOXXe TYJIOBHINA, HIDKHHX KOHEYHOCTEH Ha I'MIIEPeMHPOBAHHOM (DOHE MHOKECTBEHHBIC JINHEHHO PaCIOJIOKEHHBIE BE3HKYNIO-OyJIIC3HbIE BEICHITAHUS
pasmepom ot 0,3 10 2 ¢M ¢ IIaJIKOi HAIPSDKEHHOH MOKPBIIIKON; 6 — Ha CrHOaTeNbHOM MOBEPXHOCTH BEPXHUX KOHEUHOCTEH JIMHEHHO IPYIITHPYIOIIAsCS BE3H-

KyJ€3Hasd ChIlb.

Puc.2.Ta xe 6onbHas BBo3pacte 1 Mec.

a — NanyJIOBEPPYKO3HAs ChIITb Ha HOI[OLHBCHHOﬁ TIOBEPXHOCTHU CTOII U TOJICHAX; 6 — Ha KOXKe BEPXHUX KOHEYHOCTEH TIaITyJIOBEPPYKO3HBIC SJIEMEHTEI C COXpaHe-

HHEeM OyIUIC3HBIX 3(IOPECICHIMIT Ha KUCTSAX.

TOPHOH BO30YIMMOCTBIO; CHMIITOM MBILICYHON JUCTOHUH;
CynopoxHbIi cuaapoM; OD-peTnHONaTHs, KPOBOU3IHIHUSL.
B obmiem amammse kposu: Hb 149 t/m, sp. 4,35 + 102/, Tp.
370 - 10°%/m, n. 2,76 - 10°/n 3. 40%, IIIT 0,9. OGLEKTUBHO:
[poIlece JOKAIN30BaH Ha KOXE TYJIOBHINA M KOHEYHOCTEH
(puc. 2, a, 6), npencrasicH MOIUMOpPGHON KapTHHOM, mpe-
HMYIIECTBEHHO  MAMyJIOBEPPYKO3HBIMH  BBICHITAHUSMH
C COXpaHEHHEeM OyJIe3HBIX J(IIOPECICHINI Ha KHUCTAX.
Ha xoxe TynoBHUIIa TMHEHHO PACIOI0KEHHbIE MIeTyIIaline-
¢ manylibl pazMepoM oT 1 10 3 MMm.

B Bozpacte 6 mec (mapt 2014 1) G0JIBHYIO TPOKOHCYIIBTH-
poBasin B Poccuiickoii 1eTckol KIMHNYECKOH OOJNbHHIE, T7Ie
OBLT TIOATBEPXKICH AUarHo3: cuHapom broxa—Cymprdeprepa,

MITaJIeHYeCcKasl SIMUISITHYeCKas: SHIe(DaIONnaTusi — CHHAPOM
Mapkanga—brrome—Oraxapa.

B oxTs16pe 2014 r. B Bo3pacTe 1 roma mpu ocMoTpe niep-
MaroJIOrOM OTMEUYEHBI Ha KOXKE TYJIOBHIIA B 00JIACTH KHBOTA,
MaxOBbIX CKJIAJ0K JIMHEHHBIE OYaru CEpO-KOPUUYHEBOU TI'M-
MEepIUTrMEHTAIluN B BUJIE «Kekca» (puc. 3, a). B neBoii ma-
XOBO#l CKJIajiKe Ha OOJIBIIUX ITOJIOBBIX I'y0ax MUTMEHTaLus
B BHJIE I0JIOC U PACCESIHHBIX ISITEH IO TUIY «OPBI3T TPSI3H»
(cm. pue. 3, 6). B obmem anammze xposu: Hb 131 1/m;,
9p. 4,3 - 10'%/1, 1. 9,4 - 10%/m1, 3. 13%, LII1 0,9; COD 12 mm/u.

Takum o0Opa3oM, TpencTaBI€HHAs IWHAMHKA KOXK-
HBIX MPOSIBIEHUN PENKOr0o HEHPOKYTAaHHOTO CUHApPOMA

Puc.3. Ta xxe GonbHas BBo3pacte | roza.

a — Ha KOX€ TYJIOBUIIA B obnactu JKUBOTA, MaXOBbIX CKIAI0K JIMHEHHBIC O4aru TUNCPIUTMEHTALUUA CEPO-KOPUIHEBOTO LIBETA B BUJIC KKEKCA»; 6 — B JIEBOH Maxo-
BOM CKJIaJIKe, Ha OOJIBIIHX TTOJOBBIX ry6ax TUNCPIATMEHTAUA CEPO-KOPUIHECBOI'O IIBETA B BU/IC MOJIOC U PACCEAHHBIX MATCH «6pBI3I‘I/I TpA3N».
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BbIpakaeTcs Ooliee paHHUM HavyajioM IammyJ0BeppyKO3-
HBIX TposiBIeHUH. JIaHHBIM KIMHUYECKUH MpUMeEp ele
pa3 MOXET I10Ka3aTh, YTO ypeariazmo3 y OepeMeHHBIX
C YIpo30i IpepbIBaHusl OEPEMEHHOCTH MOXKET SIBUTHCS
IIyCKOBBIM MOMEHTOM B Pa3BUTHM JAHHOH IATOJIOTUH Y
HOBOPOX/ICHHBIX.
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