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KJIMHUYECKHHA CIYUYAR: CHHIPOMA BJIOXA-CYJBIBEPTEPA
(HEJEPKAHUME IIUI'MEHTA) Y HOBOPOXXJIEHHOI'O PEBEHKA

Annoranus. Cuanpom broxa-Cynsribeprepa, Wiy HeiepkaHHe MUTMEHTA — 9TO TeHETHIECKoe 3a00IeBaHMe,
OTHOCSIIIIEECs! K TPYIIe CHCTEMHBIX MeJIaHOOIacTo30B. Berpeuaercst peko, 1o JaHHBIM JIUTePaTypHBIX HCTOUHH-
KOB 9acToTa 3a00yieBaHus | ciaydail Ha 75 TBICSY POXKICHHBIX ETEH.

BriepBrie 3a6oneBanue 6su10 ommcano Garrod n Adamson B 1906 . Bloch (1926) u M. Sulzberger (1928) BbI-
JIeTIHIIN 3TO 3a00JICBaHUE B CAMOCTOSTENbHYIO HO30IoruIo (MenaHoomactos bioxa-Cynsideprepa) [1]. Boneror
MIOYTH UCKIIOUNTENBHO JICBOUKH, TaK KaK Pa3BUTHE MATOJIOTUH CBsI3aHO ¢ X-XxpoMocoMoii. B ocHoBe 6one3nn
nexut mytanust rera NEMO B yuactie Xq28, koTopblii kogupyeT pakrop Tpanckpumnimu NF-k-B. B pe3ynbsrare
MyTanuu 06a3ayibHbIe KISTKU SIHJEPMICa HE CIOCOOHBI YIepKUBATh MUTMEHT METaHHH, KOTOPBIA CKAIUTHBAeTCs
B MenaHo(opax JepMBl H MEXKIETOUHBIX ImpocTpaHcTBax [1, 5]. KinmHudeckn 3T0 mposBIsieTcsl BOCHAICHHEM
U BBICBIIIAHMEM BE3MKYJIE3HBIX 31eMeHTOB. [Ipouecc pa3BuBaercs Npu pOKICHUU WM B IEPBBIC JHU, HEIENIU
XKHU3HU peGeHka. 3a0oeBaHNe IPOTEKaeT B HECKOJIBKO CTaJUi, KOTOPHIE MOCIIEN0BATEIFHO CMEHSIOT JPYT JIPy-
ra. Kpome nopaxeHnst KO>KHBIX TIOKPOBOB y NMAIIMEHTOB C HEJEPKaHUEM ITUTMEHTA BCTPEUAIOTCS] HAPYIICHUS CO
CTOPOHBI HEPBHOM CHCTEMBI (3IMIIETICHs, THApoIedanus, 3a1ep>kka ICHXOPEIEBOTO Pa3BHUTHS, OJIMTO(PPEHUs),
aTpodusl 3pUTEIHHOTO HEpBa (CJIETI0Ta), KOCONIa3He, KePaTUTHI, Pa3IMIHbIe aHOMAIMH KOCTHON CHCTEMBI, JIHC-
Tpodus 3y0oB, Booc, Hortedt [3, 4, 6].

B nmaHHOI cTaThe M3JNIOXKEH KIMHUYECKHN citydail cuHapoma bioxa-Cymerdoeprepa y HOBOPOXKICHHOU Jie-
BoukH. JlanHOe 3aboneBaHMe OOHAPYKEHO Cpasy IOCIE POXKIACHUS: y IEBOUYKH BU3YaIH3HUPYIOTCS OOpPBIBKH
STUTENHNS, TIOBEPXHOCTHEBIE YP03N, MEJIKHE BE3HKYJbl, PACIOIOKCHHBIE TPYIIIAMH, IUIOTHBIE C JKEITOBATHIM
COZIepKUMBIM. JIaHHBIE JIEMEHTHI pacloNaraluch Ha MpaBoOM IpeIniedse, IpaBoM Oenpe, BOJTOCHCTOH 4acTh
TOJIOBBI B 00JIaCTH 3aThUIKA, O3 BEIpaXKEHHOU runepeMun. B nuHamuke Ha GoHE IPOBOANMOTO JICUSHUS ITy3BIpH
1 BE3UKYJIBI BCKPBIBAJINCE ¢ 00pa30BaHUEM 3po3uil 1 Kopok. [lnarHo3 cungpoma broxa-Cynsndeprepa B JaHHOM
ciTydae OBUI ITOCTaBJICH HAa OCHOBAaHUH JAHHBIX KIMHUYECKOTO HaOMOneH!s, (QYHKINOHAIBHBIX 1 JJAOOPATOPHBIX
HCCIIEN0BaHMH, T.K. HEe OBUIO BO3MOXKHOCTH IPOBEICHHS THCTOJIOTHIECKOTO W MOJEKYISIPHO-TEHETHUECKHUX HC-
cienoBaHuil. Jist TOATBEp)KACHHS MATrHO3a M OMpPEeIeHHs JadbHEeHIIeH TaKTHKHY JICUCHUSI KOHCYIBTHPOBAHBI
¢ ®I'bY HMUII um. Kynakosa.

KonroueBsie ciioBa: HefepkaHHe MUTMeHTa, cHHApoM broxa-Cympudeprepa, HacieCTBEHHOE 3a00IeBaHUe
KOKH, HOBOPOJKICHHBIH, KIMHUYECKUH ClTydaid,

Alekseeva S.N., Egorova V.B., Munkhalova Ya.A., Kuzmina A.T., Bolshedvorskaya E.G.

CLINICAL CASE: BLOCH-SULZBERGER SYNDROME
(PIGMENT INCONTINENCE) IN ANEWBORN CHILD

Abstract. Bloch-Sulzberger syndrome, or pigment incontinence, is a genetic disorder that belongs
to the group of systemic melanoblastoses. According to literary sources, with the incidence of 1 case per 75
thousand children born, it is a rare disease. The process was first described by Garrod and Adamson in 1906
[2]. Bloch (1926) and Sulzberger (1928) identified this disease as an independent nosology (Bloch-Sulzberger
melanoblastosis) [1]. Almost exclusively girls are affected, since the development of the pathology is associated
with the X chromosome. The disease is based on a mutation of the NEMO gene in the Xq28 region, which
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encodes the transcription factor NF-k-B. As a result of the mutation, the basal cells of the epidermis are unable to
retain the melanin pigment, which accumulates in the melanophores of the dermis and intercellular spaces [1, 5].
Clinically, this is manifested by inflammation and rash of vesicular elements. The process develops at birth or in
the first days, weeks of the child’s life. The disease occurs in several stages, which successively replace each other.
In addition to skin lesions, patients with pigment incontinence have disorders of the nervous system (epilepsy,
hydrocephalus, delayed psychomotor development, oligophrenia), optic nerve atrophy (blindness), strabismus,
keratitis, various anomalies of the skeletal system, dystrophy of teeth, hair, nails [3, 4, 6]. This article presents a
clinical case of Bloch-Sulzberger syndrome in a newborn girl. This disease was detected immediately after birth:
the girl has visualized epithelial fragments, superficial erosions, small vesicles located in groups, dense with
yellowish contents. These elements were located on the right forearm, right thigh, scalp in the occipital region,
without pronounced hyperemia. In dynamics, against the background of the treatment, blisters and vesicles opened
with the formation of erosions and crusts. The diagnosis of Bloch-Sulzberger syndrome in this case was made
on the basis of clinical observation data, functional and laboratory studies, since it was not possible to conduct
histological and molecular genetic studies. To confirm the diagnosis and determine further treatment tactics, we
consulted with the Federal State Budgetary Institution N.N. Kulakov National Medical Research Center.
Keywords: pigment incontinence, Bloch-Sulzberger syndrome, hereditary skin disease

Beenenne. Cunnpom brnoxa-Cymernbeprepa (uemepkanne mnurmeHta — HII) — penkwid
X-ClIeTUIeHHBIA IOMUHAHTHBIN T'€HO/IepMaTOo3, KOTOPBIN Yallle MopakaeT JIUIL )KEHCKOTO 110J1a U Mpak-
THUYECKU BCET/a NMPUBOANT K BHYTPUYTPOOHOM I'MOENH TI0/1a MY)KCKOTO ToJia. JIMb eanHuYHbIE CO-
OOIIEHUSI CBUCTENBCTBYIOT O HAUTMUMN KIMHUKO-Ta00PATOPHBIX CUMIITOMOB HEAEPKAHHS TINTMEHTA y
MaJIBIUKOB. YacToTa BCTPEUaeMOCTH ITOTO 3a00JICBaHMS COCTABIISCT 1 Ha 75 ThIC. HOBOPOXKICHHBIX [4].

Jlyist reHoepMaTo30B MATOTHOMOHUYHBIM NMPU3HAKOM SIBIISETCS TOPAKEHHE KOXKH U €€ TTPOU3BO-
JHBIX:. BOJIOC, HOl’Teﬁ, IMOTOBBIX M CaJIbHBIX Keje3. boapmmHCTBO T€HOACPMAaTO30B, B TOM YHCJIC U
cuaapom bioxa-Cynberideprepa, MaHn(ECTUPYIOT B HEOHATAILHOM TIEPHO/IE C TPU3HAKOB MOPAKEHHS
KOXKH, YTO Ha KJIMHUYECKOM YPOBHE BBINISIIUT KaK MH(EKIMOHHBIN aepMaTuT. KoxXHbIE MPOSBIECHUA
npu cunapome bioxa-Cynerdeprepa Hanbosiee CX0XH ¢ HEOHATAIBbHOM MH(peKuneil koxu. B atoit
CBSI3M BO3HUKAET HEOOXOAUMOCTh MU GepeHIIMPOBaTh HACICACTBEHHBIN cuHApoM bioxa-Cymbibep-
repac I/IH(beKI_[I/IOHHI)IM TOPAKECHUEM KOKU HOBOPOXKJICHHOTO TCHECTUYCCKN HE NICTCPMHUHHUPOBAHHBIM.
DTO MPOAMKTOBAHO PA3IMIHBIMU MEPAaMHU JIEIEOHOTO BO3/ICHCTBISI, TAKTUKOM 00cie0BaHus1, HaOIo-
JICHUS1, IPOTHO3UPOBAHMS OTIAIIEHHBIX KIIMHNYECKUX MPOSBICHUN U TEeHETHUECKIX PHCKOB.

Kannuyeckasi kKapTuHa B CBOEM Pa3BHTHH NMPOXOAUT YeThIpe CTAHMU:

I cmaous — (socnarumenvhas unu 6e3uKyn0-0yie3Has) XapaKTePU3yeTCs MOSABICHHEM ITy3bIpb-
KOB, ITy3bIPEH, SpUTEMATO3HbIX YPTHKAPOINOJ00HBIX PACIPOCTPAHEHHBIX BBICHIIAHMN Cpasy Iocie
POXICHUS WM B TIEpBbIE 2 HENIEeNM XU3HU peOeHKa. BhIChImaHus pa3pemarorcsi ¥ OZHOBPEMEHHO
TMIOSIBJISIFOTCSI BHOBB. BhIChINaHus1, MMesl TeHACHIIMIO K TPYNITUPOBKE, GOPMHUPYIOT TMHEHHYIO (HOpMY
Ha KOXK€ KOHEUHOCTEH M IUPKYJIUPYIOIIYIO (KPYrOBYI0) — Ha TyJOBHILE. B OonbIIMHCTBE Ciyuaes
BE3UKYJIaM WM ITyCTYJIaM IIPEALIECTBYET 3PUTEMa, KOTOPas MOKET Pa3BUThCS Ha JTI000H YacTH Tea,
kpome Jinna. V3 maboparopHbIX moka3zaresneil oOpamaer Ha cedsi BHUMaHHE 303MHO(WINS B 001IeM
aHaJM3e KPOBHU H COICPKUMOM My3bIpeit [4, 6].

1l cmaous (6eppykosnas) — pa3BuBaeTcsi 0OBIYHO B Bo3pacTte 2—3 MecsIieB, MHOTIa axe 0e3 rmpe-
IIECTBYIONINX U3MCHEHHH KOXKH, U XapaKTEepU3yeTcs TOSIBICHUEM Y3€JIKOB C TUIIEPKEPATOTHIECKUMHU
BEPPYKO3HBIMHU pazpacTaHusiMu. Ha JajjoHsIX ¥ MOJOIIBaX MOKET OBITh BBIPAKEHHBIN THIIEPKEPATO3.
[IponomKUTENEHOCTE BEPPYKO3HON CTaJUU COCTaBIsSIeT HECKONbKO Henenb. B 80 % cioydaes k 6 me-
CSIIIaM JKU3HH PeOEHKa KOJKHBIE BBICHIIIAHNS PETPECCHPYIOT C MOABIEHUEM JTUCTPOGHH HOTTEH U aHO-
MaJIbHBIM IIPOPE3bIBaHNEM 3y00B [4, 6].

11l cmaous (eunepnuemenmayus) — 0OBIYHO THATHOCTHpPYETCS B 5—6 MmecsmeB. /s Hee xapak-
TEPHO MOABJICHUEC NUTMEHTHBIX IMATCH C CETYATBIM BETBUCTBIM PUCYHKOM KOPUYHEBATO-KEIJITOTO UJIN
CepoBaToro I[BeTa ¢ YETKUMH IPAaHULAMHU, KOTOPbIE OOBIYHO CPABHUBAIOT C «OpBI3raMu Ipsi3u», «3a-
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BUXPECHUSIMIY, «3BE3A4YaThIM y30pom». Kak mpaBuio, nsiTHa TMIIEPIUTMEHTAUH B BHJIE JTMHEHHBIX
W/ THPKYIUPYIOMAX (GOPM pacronararoTcs BIoih JUHUHM biamko. [lpu sToM Hambomee BbIpa-
JKeHHasi KOpUYHEBash OKpacka HaOJro[aeTcst Ha Koxe TyJoBuia. Hepenko HaOmromaeTcs JIOKaabHOE
TIposiBJIeHE OOJIE3HN Ha KOJKE B 00JIACTH STOJMI] M €CTECTBEHHBIX CKJIA/IOK (TIOIMBIIICYHAS 1 [TaX0OBast
obnactn) [4, 6].

1V emaous (cunonuemenmayus u ampogusy) — o4aru THIEPIIUTMEHTAIIMA CMCHSIOTCS O4araMu
THITOTIATMEHTAINH, MHOT/IA C TOBEPXHOCTHOM aTpodreil MpenMyIeCTBEHHO Ha KOYKe KOHEUHOCTEH, ¢
OTCYTCTBHEM Ha 3TUX y4acTKax BoJoc [4].

WHorza, BO BTOPO# IOJIOBHHE TIEPBOTO IO/1a KHU3HHU, HA (POHE MOSBIIIONIECHCS TUTMEHTAI[H BHOBb
BO3HMKAIOT BBICHINIAHUS, cBolicTBeHHbIe [ 1 11 cragusm. B nepudepuyieckoii kpoBu xapakrepHa 303u-
Homims (40-50 % u 6onee), ocodenno aust I n 11 cranmii 3a6oneBanus. MoryT nopaxarbcst IpHuar-
KM KOKH B BHJIE UCTOHUCHISI, 00JaMBIBAHUS BOJIOC, TIOSIBIICHHS 30H KYyPYaBOCTH, aJIOTICIIUH, PEAKIX
pecHUIBI U OpOBEH, NI3MEHEHUH HOTTEH, KOTOPhIE CTAHOBSITCSl TYCKJIBIMHU, KOPUYHEBATO-Oyporo Ui
ceposaroro 1Bera [3].

[ToMuMO MOpa)keHUst KOKU XapakTepHbl U Apyrue nedektsl. MoTyT pa3BUBAThCS TIOPAKEHHUS 3PH-
TEJIFHOTO aHAJM3aTopa — KOCOIIa3ue, HUCTAarM, KepaTuThl, KaTapakTa, OTCIIOWKa CEeTYaTKH, KOTopas
MOYKET BO3HUKHYTH Ha TIEPBOM TOMY KH3HH, aTpodus 3pUTEIHHOTO HepBa. Hapymnenus co cTopoHsI
HEpPBHOM CHCTEMBbI — SIUJIEIICHUS, OJIMTO(PEHUsl, mape3bl, criacTuueckue napainuyu. [lopoku cepaua,
nerogHas runepTeH3ud. JJuctpodus HOTTeH, 3y00B, aCHMMETpHS TPYIHOH KICTKH, J00aBOYHBIH CO-
cok, ayoneryst [1].

OnHOI W3 XapaKTePHBIX 0COOCHHOCTEH OOJIE3HU y JIETeH TPYIHOrO BO3pacTa, 0COOCHHO y HOBO-
POXIIEHHBIX M B MEPBbIC MECSIbI )KU3HHU, SBISACTCA CHIDKEHHE MMMYHHTETA, YTO COMPOBOXKIACTCS
MHO)KECTBEHHBIMU HH(EKIUSIMH PECIINPATOPHBIX, MOUYEBBIICIUTENBHBIX, JIOP-opraHoB, xenynouHo-
KHIIIEYHOTO TPAKTa, IEHTPATbHON HEPBHOM CHCTEMBL. DTH HH(DPEKINN HEPEIKO MPUBOAT K CETICHUCY U
JIeTaabHOMY UcXony [2].

Juddepennmanbaplii auarHos cuaapoma brnoxa-Cymbsudeprepa NMpoBOIUTCS C MHOICPMHUEH,
BPOXKAEHHBIM OYyIIE3HBIM SIHIEPMOIIN30M, OoJie3Hbio Jlapbe, reprneTuOpMHBIM JIEpMAaTHTOM, TOK-
cUJepMUEH, KpalMBHULIEH, MACTOIIUTO30M, IMTMEHTHBIM U BEPPYKO3HBIM HEBycaMu [2].

KJIAHUYECKUW TPUMEP:

HoBopoxxnennast meBouka [. pokaenHas oT 7-if OepeMEHHOCTH, TPOTEKaBIIeH BO BTOPOil ITo-
JIOBUHE C YIrpo30il ImpephIBaHMA, ¢ HapyIIeHHEM MAaTOYHO-IUTALlEHTapHOro KpoBoToka 1B cremenwu,
BHYTpHYTpOOHOH 3ajepkkoi pa3Butust wiona 1 crernenu. [lo Y3U ckpuHUHTaM MOPOKOB PA3BUTHS
oOHapyxeHo He ObwI0. HacnencrBeHHOCTh He omsiroineHa. Pojbl 4-e Ha 37 Henelne, €CTECTBEHHBIE,
B TOJIOBHOM npeuiexxannn. Onenka no mkaie Anrap 8/9 6ayuios. Macca Tena npu poxaenun 2350 T,
uiHa Tena 48 cM.

Bebichinanus Ha Tesie UIMEIOTCSI C POXKJICHUS: B 00JIaCTH BEPXHUX U HIDKHUX KOHeYHOCTeH (Oenpa,
TOJICHH, TIPEIUIeYbsl, BHYTPEHHSI 4acTh IUledya), IPH POXICHUU B BHAE OOPHIBKOB JITUTENHS, TO-
BEPXHOCTHBIE 3PO3UH, MEJIKHE BE3UKYJIbI, CTPYIITUPOBAHHBIE, IUIOTHBIE C JKEJITOBATHIM COJEPKUMbIM
eIIMHWYHBIC Ha TIPAaBOM TPEAIIeUbe, IpaBoM Oeqpe, BOJIOCHCTON JacTH B 00JIACTH 3aThIIKa, O€3 BbI-
pa’KeHHOH TUIepeMuu. BoIChInaHus MOACOXIN B BUJIE TOHKUX CEPO3HO-THOMHBIX KOPOUYEK, MECTAMHU
SIUTENU3UPOBaHbL. JIu1o, 1Ies, J1aJl0H!, TTOJIOIBbI, CIIM3UCTbIE 000JIOUYKH CBOOOIHBI OT BHICHIITAHUM
¢ poxzaeHus. Jlanee Havyany MOSBISATHCS HOBBIEC HJIEMEHTHI B BHJIE 3PUTEMbI Ha TynoBuine. Hosble
SJIEMEHTHI Ha Oeapax U pyKax, NPEeHMYIIECTBEHHO BO BHYTPEHHEH IOBEPXHOCTH B BHJE IPHUTEMBI
1 MEIKUX BE3UKYJ C MPO3PAYHbIM WM XKEITHIM COAEPKMMBIM. B o0mem ananmmse KpoBH OTMeda-
nack s03uHOGMINA 10 13 % ¢ 5 CyTOK >KH3HH, Ha 9 CYTKH >KU3HU MOABEM 303UHO(GMIOB 10 20 %.
B conepxuMoM 1my3bIpeil — 203UHO(UIIBI CIUIONIb, HEUTPODMIBI M JIUMPOLMTHL 3-5 B TI0JIC 3peHUSI.
Mapxkeps! BocIiaJIeHHsI OTpHLaTeNIbHbIe. PEOCHOK ¢ poXkieHns ObUT Ha aHTHOAKTEPHAILHON TepaIuy
Awmmuiuins/Cyneoaktam 75Mr/kr/cyT., Ne 7. KoxkHbie mokpoBbl 00padatsiBaiu pactBopom KMgO4
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5 %, dyxopumrHoM. Ha 8 cyTku ydacTKH BBICHIIIAHHN C TOJIOKHUTEIbHON nuHamukou. [locne orme-
HBI aHTHOAKTEPHUATHHON Tepanuu Ha 9 CYTKH KM3HH KOJHMYECTBO BE3UKYNT HAa BEPXHUX M HIDKHHIX
KOHEYHOCTSIX, BOJIOCHUCTOI YacTH TONOBBI YBEIMYMIOCH, JIEMEHTHI C XKEITHIM COACPKUMBIM PacIo-
nmaraiuchk rpynmaMu. Ha 9 cyTku peGeHOK M3 ICHTpalbHOU pailoHHON OOJMBHHIIEI OBLT TIEPEBEICH B
OTZCTICHHE TTaTOJIOTUH HOBOPOXKJICHHBIX W HeJOHOMEHHBIX feTei Ne 2 [lepunartansHoro nenTpa, [AY
«PB Ne 1-HIIM um. M.E. HuxkonaeBa» ¢ aumarHozom: BHyTpuyTpoOHOE WMH(HUIMPOBAHHE ILIONA.
Bpoxnennstit Besukymnomyctyne3? Mxrno3? Tokcnueckas spurema?

[Ipu noctynnennn macca tena 2270 1, COCTOSIHUE PACIIEHUBACTCS KaK CPEHEH CTENIEHH TAKECTH,
JIBUTATENbHAsl aKTUBHOCTh PEOCHKA CPENHSS, MBIMICUYHBIA TOHYC (PH3HOIIOTHYCCKHN, BPOXKICHHBIC
peduiekcsl BbI3bIBatOTCS. TpeMopa, KIIOHYCOB M CyJopor He Halmonaetcsi. KoxHble MOKPOBBI OJie/THO-
PO30BBIC, HA BHYTPCHHUX MOBEPXHOCTIX BEPXHUX U HIKHHUX KOHEYHOCTEH, OOJIBIIIC CIIPaBa PacIiolio-
JKEeHBl MHOYKECTBEHHBIC TNIOTHBIE TTOIBIKHEIE MOAKOKHBIE 00pazoBanus d 0,2-0,3-0,5 cm, mectamu
CIMHUYHBIC, MECTaMU CIIMBIIUECS, TP HATSHKCHUM KOXKa jKeToBaroro nsera (puc. 1, 2). Ha Bomo-
CHCTOI YacTH TOJIOBBI: HA 3aThUIOYHON, HA TEMEHHOU 00IacTsAX yracaromue 3eMeHTh. CO CTOPOHBI
JIBIXaTeJIbHOM, CEP/IEYHO-COCYAUCTOM, MUILEBAPUTEILHON CUCTEMBI TATOJIOTUU HET.

Puc. 1 Puc. 2

[To anasm3am KpOBHM IIPH MOCTYIICHUH Y peOeHKa BhIABIsICTCS 303uMHO(pmms 10 12 % u coxpa-
HSETCS] B TEUCHUH BCETO IIepHoa HaOMIOAEHHS ¢ OHOKPATHBIM mmogbeMoM 110 40 %. Mapkepsl Boc-
NaJICHNsl OTpuaresbHble. Ma3ok U3 Be3ukynl: HeWTpoduibsl 8-10 B 1/3p (eAMHUYHO), JTUMQOIHUTHI
48 1/3p (0—10), s03uH0DMIE! 15-20 B 11/3p (eaqunnyHO). AHanu3s! Ha DA u [TLP BYU orpunaresns-
Hble. bakTepuonornyecku B IoceBax U3 paHEBOTO OTAENsIeMOro HeT pocTta. MHcTpymenTansHo: HCT,
V3U OBII, Y3U TBC 6e3 maroioruu.

PeGeHoK TPOKOHCYIBTHPOBAH AEPMAaTOBEHEPOIOTOM, TEHETUKOM, O()TaIbMOIOTOM H HEBPOJIOTOM.
Ha ocHoBaHuu %aio0, KIMHUYECKHUX TPOSIBICHUN PeOCHKY ObUT ycTaHoBIeH auaruo3 Q82.3 Henep-
JKaHWMe MUTMEHTa [incontinentiapigmenti]: cuaapom broxa-Cymbeioeprepa 1 cramus.

JleyeHue B OT/I€IEHUH POBOAMIIOCH TI0 PEKOMEH/JALIMSM TJIABHOTO BHEIITATHOTO AEPMaTOBEHEPO-
nora PC (f) Cassunoii H.A. C anturucramunnoi nensto 1o KP «Aronmueckuit gepmarur», 2020,
nasnaueH npenapar OffLabel [{umerunnen (®enucrun) 100 mkr/kr. [locne noBsieHus 303uH0(GU-
s 710 40 % B KpOBU aHTHI'MCTAaMUHHAs TEpaIMs IPOIoJDKeHa npernaparoM XioponupamuH (Cympa-
ctuH) 0,2 MII B/M OTHOKPATHO.
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Puc. 3, 4, 5. lunamuka ceiny Ha (QOHE JIEUCHUS, 15-¢ CyTKH KU3HH

Kpowme toro, o pexomennanusm ®I'BY «HMUL] ATUIT nm. akanemuxa B.1. Kynakosa» Hapyx-
HO OBUIM Ha3HAYEHBI: HA OONACTb MOKHYIIMX BE3WKY]T — MUPAaMHCTHH; Ha OONacTb IUIOTHBIX BE3H-
Kya1 (mpumoukn) — «L{urgom» Gonryiika (rmepes UCroIb30BaHUEM BCTPSIXHYTh), HAHOCHIIN MTaJI0YKOH
3 pa3a B /ieHb; Ha 00JACTh INIOTHBIX MH(DMIBTPHPOBAHHBIX HAIMYJ — «J{eKCTIaHTEHOM» KPeM He peke
3 pa3 B geHb. [Ipu noachIXaHUH 271€MEHTOB IPOBOIMIIN KyTIaHUE C MAaclIoM A1 Kyiia A-dermadx3omMera,
€KEHEBHO.

3a neproJ HaOMIONEHUS B CTAIIMOHApPE KOXKHBIC TIOKPOBBI B IMHAMUKE JIMHEHHAs SPUTEMaTO3HO-
BE3UKYJIC3HasI ChINb MO OOJIBILICH YacTH C MOJOKUTEIEHON AMHAMHUKOM, OCTAIOTCS eIMHUYHBIE HECO-
3pEBIINE 3IEMEHTHI C COACPKUMBIM JKENITOro I(BeTa. Ha MecTe CTapbIX BE3WKYJ OCTAIHCh YIACTKH
TUNEPIUTMEHTAIHH.

Puc. 6,7, 8, 9. CocrosiHne KOXXHBIX TIOKPOBOB Ha (pOHE J€UeHHMs ITepe]] BEITHUCKOI
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PebGenok B Bo3pacTe 23 CyTOK BBIUCAJICS JJOMOU IM0J] aKTUBHOC HAOJIOCHIE YYaCTKOBOTO TCIHU-
aTpa MO MECTY JKHTEIbCTBA. PEKOMEHIOBaHO TPOBEICHNE TEHETHYECKOTO HCCIESIOBAHNS, 2 IMEHHO
MOJICKY/IIPHOH IMarHoCTHKU cunigpoma bioxa-Cynbudeprepa B HEHTPE MOJICKYISPHON TEHETHUKH
(Mocksa) B Busie Torcka yacTelx MyTanuii B rene IKBKG, nabmonenne renetuka, 1epmMarosora, He-
BpoJora, opramsmonora u Habmonenue B otaenenny katamuaesa [THI[ APKbB r. SIkyTcka, yanTeiBas
TSDKECTh OCHOBHOTO 3a00JICBaHUSI M OTCYTCTBHE CIICLIHAIMCTOB 110 MECTY XXHUTEJILCTBA. B oTnenennun
MaMy OOydHIM OCOOCHHOCTSIM yX0/a 3a Koxel peOeHKa.

3akJouenne. J[MarHocTrka HacjIeACTBEHHON MAaTOJIOTUH KOXKH HEPEAKO BBI3bIBAET TPYAHOCTHU B
CBSI3U C PEIKOCTHIO 3a00JICBAHUM, II03TOMY NPHUBEACHHOE KIMHNYECKOE HAOIIOAEHUE MMEET IEIIbI0
MIPUBJICUCHNE BHUMAHHS IIUPOKOTO Kpyra CIEIMAINCTOB, IPEXkKIE BCEr0 HEOHATOJOIOB, JEpMaro-
JIOTOB, HEBPOIIATOJIOTOB K Mpo0JieMe BPOXKIACHHBIX M HACIIEACTBEHHBIX 3a00JICBaHUI, COMPOBOXK/Ia-
IOIINXCS] TIOpA)KEHHEM KOKH. B mpuBeneHHOM HAOMIONEHWH, AK€ OTCYTCTBHE BO3MOXKHOCTH IIPO-
BEJICHHSI MOJICKYJISIPHO-TEHETHUECKUX MCCIIC0BAHUM, aHaIN3 JJAHHBIX KIMHUYECKOTO HaOIo/IeHNS,
(DYHKIIMOHAIBHBIX 1 JJAOOPATOPHBIX MCCIICIOBAHUH TIO3BOIMIN YCTAHOBHUTD Y PeOCHKA KIMHUYECKUH
guarHos: cupom broxa-Cymbsuoeprepa, 1 cranus. Tem He MeHee, MOJIEKY/ISIPHO-TCHETHYECKAsl I1a-
THOCTHKA OYEHb BaXKHA JUUISI ONPE/EIICHUS TPaBUIbHON TaKTUKH BEJCHUS peOCHKA M JalbHEHIIero
MEIMKO-TE€HETHYECKOTO IIPOTHO3a [0 POXKIEHUIO 310POBBIX JETEH B CEMBbE.
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