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AHHOTaHI/Iﬂ. B cratbe IMPUBOAUTCA OITMCAHUC KIIMHUYCCKOIO ClIydas CHHApOMaA
HenepxkaHus nurMenta (cuaiapom broxa-Cynbiidoeprepa) — peIKororeHoAepMaTosa,
XapaKTEepU3YIOUIErocsl CBOCOOPa3HBIMU CTAAUNHBIMU HM3MEHEHUSIMU KOXHU U €€
MIPUIATKOB B COYETAHUHU C IMATOJIOTUEN HEPBHOM, ONMOPHO-IABUTATENBHON CUCTEMBI U
oprana 3peHus. [IpoBe1eHOKIIMHNYECKOEHA0II0AeHIE3aIallMEHTKOWUBBO3PACTE O JIET.

Annotation. The article describes the clinical case of Bloch-Sulzberger
syndrome, a rare genodermatosis, characterized by specific phasic changes in the skin
and appendages of skin in conjunction with pathologies of nervous, locomotor and
visual systems. We report our clinical observation of 5-years-old female patient.

KuaroueBsbie cioBa: cunapom bioxa-Cynbideprepa, Hefep:KaHUe MUTMEHTA,
rcHOACPMATO3, HAPYIICHUSA ITMTMCHTALIUN KOKU.

Key  words:  Bloch-Sulzberger ~ syndrome,  incontinentiapigmenti,
genodermatosis, skin pigmentation disorders.
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Henepxxanne nurmenta (cunapom brnoxa—Cyneubeprepa) — CHUCTEMHBIN
MenaHo0JIacTO3, XapaKTepU3YIOIUNC crieln(PUIecKUMU CTaAUMHBIMU U3MEHEHUSIMU
KOXH B COYETAHUU C MOPAKEHUEM LIEHTPAIbHOW HEPBHOM CUCTEMBI, BOJIOC, HOTTEH,
ria3, 3yOOB, KOCTHO-MBIIIEYHOI'O arapara, BCTpewaromuiics ¢ yactorod 1:91
000[1—3]. [TamueHT ¢ JaHHOM MMAaTOJOTHEl BIIEpBbIe ObLT IIPOAeMOHCTpUPOBaH B 1906
r. A. Garrod. ITo3xe B. Bloch (1925) u ero yuenuk M. Sulzberger (1928), onucas
KIIMHUYECKHUE TPOSBICHUS, Al Ha3BaHUE OOJIE3HUM — HENepKaHUE MUTMEHTAa, B
MOCJICACTBIEC MMCHAMH YYCHBIX ObUT Ha3BaH JaHHbIM cuHIpoM [2, 3]. [To MHEHHIO
ucclieIoBaresieid, BO3MOXKHBIMU MTPUYMHAMH CUHAPOMA HEJACP>KaHUSI TUTMEHTA MOTYT
OBITh: TpaBMBI, BHUpPYCHbIE WH(MEKIIMM MaTepd BO BpeMs OEpPEeMEHHOCTH,
HECTAOWJIBHOCTh ~ XpPOMOCOM, AayTOMMMYHHBIC HApyILIEHHUs, MPUBOJAIINE K
MOBPEKICHUIO KJIETOK SKTOJIEPMAIBHOTO MPOUCXOKACHUS, UMEIOIIUX aHOMAaJIbHBIC
MMOBEPXHOCTHBIE aHTUTEHBI [ 1, 2, 4]. Okomo 85,0% nmaiueHToB UMEIOT MYTAIUIO B T€HE
NEMO, koTopasi HCKJIFOYAEeT €ro akTUBHOCTh. B HOpMe akTuBHpOBaHHBIM reH NEMO
3aIUIIACT KJIETKH OT IPEKIEBPEMEHHOM ru0eu myTeM anonTo3a, BeizBanHoro ®HO-
o.HacnenoBanue nepmaro3a JOMHUHAHTHOE, X-CICIUICHHOE C BHYTPUYTPOOHOM
ru0eIbl0 TJI0JI0B MY>KCKOTO T0JIa, TT0O9TOMY OOJICIOT MPAKTUYECKH HCKIIOYUTEIHHO
neBoukd [1, 5]. BpIsiBlIeHHE MATOJIOTUM y MaJbYUMKOB PACIIEHUBAIOT KaK pPa3BUTHE
CIIOHTAaHHOM MyTaIuu [6]

Knuaudeckasi KapTuHa B CBOEM Pa3BUTUU MTPOXOJIUT YETHIPE CTAIUM.

I cramus — (BocmanmuTeNbHAs WM BE3UKYJI0-OyJUie3Has)) XapaKTEepU3yeTCs
MOSIBJICHUEM y3bIPHKOB, y3bIpeH, APUTEMATOZHBIXYPTHUKAPOTIOT00HBIX
pacrpoCTpaHEHHBIX BBICHINIAHUNA Cpa3y MOCTe POXKACHUS WIM B TNEpPBble 2 HENeIu
KU3HU peOeHKa. BrIChimaHus pa3peiiaroTcs U OJJHOBPEMEHHO MOSIBISIOTCS BHOBL. 13
a00paTOPHBIX TMOKa3aTesie oOpairaeT Ha ceOsi BHUMaHUE 303MHOGUIIUS B 00IIEM
aHaJM3€ KPOBH U COJEPKUMOM Ty3bipeil [1]. JlnarHocTrka cuHIpOMa HEEepKaHUS
IMUTMEHTA B TAHHOM CTaJ U1 MTOPOM ObIBAET IOCTATOYHO CIIOXKHOM [6, 7].

IT cragus (Beppyko3Has) — pa3BUBaeTCs OOBIYHO B BO3pacTe 2—3 Mec, MHOTIa
nake 0€3 MPEAIIeCTBYIONIUX W3MEHEHHH KOXKH, M XapaKTepU3yeTcs IMOSBICHUEM
Y3€JIKOB C THMIEPKEPAaTOTUYECKUMU BEPPYKO3HBIMU pa3pacTaHusMu. Ha nmamoHsx u
MOJ/IONIBAX MOKET OBITh BRIpAXKEHHBIN TUNepKepatos [1].

III cranus (runepnurMeHTanus) — 0ObIYHO AUMArHOCTHpYeTCs B 5— 6 mec. s
HEE XapaKTEPHO MOSIBJICHUE MUTMEHTHBIX MSITEH C CETYAThIM BETBUCTHIM PUCYHKOM
KOPHUYHEBATO-)KEJITOr0 WJIA CEpOBATOr0 I[BETa C YETKUMHM TpPaHUIAMU, KOTOPHIC
0OBIYHO CPABHUBAIOT C «OpPBI3TaMU TPSI3N», «3aBUXPEHUSIMUY, «3BE3IUATHIM Y30POMY
[1, 2].

IV cragus (runonurMeHtanuss ¥ arpodus) — oOyard TUIEPIUTMEHTAIUU
CMEHSIIOTCSI OYaraMy TUIOMUIMEHTAIIMU, MHOT/Ia ¢ TIOBEPXHOCTHOM aTpoduei.

Kiaunnuveckoe Ha0/101eHHE

[Tox nammM HaAOMIONEHMEM HAXOJWIACh JEBOYKA, S5 JIET, MaTh MAIlMEHTKU
oOpaTtwiach Ha TIpUEM K  Bpady-JAEpPMaTOBEHEPOJIOTY  KOHCYJIHTAaTHBHO-
nuarHoctrudeckor nmonukimHUKH OJIKB Nel ¢ sxanoO0aMu Ha BBICHIITAHHS Ha KOXKE
TYJOBUIIA, BEPXHUX, HIDKHUX KOHEYHOCTEH.
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Anamnesisvitae: neBouka ot | 6epemMeHHOCTH, poTekaiiei Ha porne OPBU u
yrpo3bl npepbiBanusi O0epemeHHoctd B | Tpumectpe. Poawl cpounsie B 39 Henensb,
caMocCTosTeNbHble, Macca npu poxaeHun 3250 r., poct 52 cm. BckapmnuBanue
IpyAHOE.

HacneactBeHHocTh. Y  MaTepu MalMEeHTKA HAOMIOAAIUCh  CHUMIITOMBI
HapyIIEeHUs] MUTMEHTAIlMK B paHHEM JIETCKOM BO3pacTe M OuYard JEMUTMEHTAIluu U
aTpodum Ha KOXKE TOJICHEW B HacTosmee Bpems, auarao3 «Cuuapom Cynbiidoeprepa-
bnoxay» marepu ObLT BepUPHUIIMPOBAH BO B3POCIOM MEPUOJIE.

Anamnesismorbi:Koxxubsie mposiBieHuss cuuapoma bioxa-Cymbioeprepa ¢
POXKICHHS B BUJE Iy3bIPbKOB, 3pO3UM HA KOXE, TYyJOBHUILA, KOHEYHOCTEN. Bpaun-
HEOHATOJIOTH PACLEHWIH KOXHbIIM mnponecc | cramum penkoro nepmaro3a Kak
TepIeTHYECKYI0 HMH(EKINI0, JeBOYKAa TOJydaja JICYeHHWE MPOTUBOBHPYCHBIMH
npenaparamu  6e3 addekra. B 2014 romy BpaduoM-aepMaTOBEHEPOIOrOM
KOHCYJIbTATUBHO-ANarHoctuueckor nonukinanku OJKB Nel 3anomo3pen cuHapom
Cynsioeprepa-bnoxa (Il cranus), neBouka Obliia HampaBjieHa Ha KOHCYJIbTAIIUIO K
Bpady-reHeTUKY. B KIIMHUKO-TMarHocTuueckoM 1eHTpe «OxpaHa 310pOBbsi MaTEPH U
pebenkay r. Ekarepubypra noarsepsxeH nuarno3 « Cunapom Cynberoeprepa-bioxay.
C 2014 roma HaxoguTcs Ha JUCIAHCEPHOM YYE€Te y Bpada-AepMaTOBEHEpOJIOra
KOHCYJIbTaTUBHO-AUAarHoCcTHYECKON nonukinHuKn OJIKB Nel. 3a mpowmenmmii rox
KOYKHBIN Mpo1ecc cTaOUIIbHbIN, 0€3 TMHAMUKHU.

Statusspecialis: KoxHplii mporiecc pacnpocTpaHEHHBINH, acCHMMETpUYIHbIA. Ha
KOk€ OOKOBOI MOBEPXHOCTH TYJIOBHILA CIIPaBa, 3aIHEW MOBEPXHOCTHU MPABOro Oeapa
BJIOJIb HEPBHBIX CTBOJIOB — OYarv MUTMEHTAIIUU C CETYATHIM BETBUCTHIM PUCYHKOM
KEJITO-KOPUYHEBOTO I[BETa C YETKUMHU IpaHUlaMH (110 TUIY «OpwI3ru rpszu»). Ha
KOXX€ TBUIbHOM TIOBEPXHOCTH JIEBOM CTOIBI — TUIEPKEPATOTUUYECKHUE TaIyJIbl
nuHenHoN (opmbel po3oBoro 1BeTta. Cou3HCThIE OOOJIOYKH, BOJIOCHI, HOTTH HE
W3MEHEHbI, AHOMAJIMWA CKeJeTa HE BBISBICHBI, OTCTaBaHUS B IICUXOMOTOPHOM
pazBuTuu He HaOmomaercs. B 2018 romy mamumenTka Obljla MPOKOHCYJIBTUPOBAHA
HEBPOJIOTOM M O(TaIBMOJIOTOM, MTATOJIOTHH CO CTOPOHBI HEPBHOW CUCTEMBI U OpTaHa
3pEHUS BBISBIICHO HE OBLIO.

Knunuuecxuti ouaenoz: Q82.3 Cunnmpom broxa-Cynbudeprepa (cuHapom
Henepkanust nurMenta), 111 ctaaust (murmMeHTHas)

[TaniueHTKE pPEKOMEHIOBAHO MOBTOpPHAs KOHCYJbTallMsd U OOCIIEOBAaHUE Y
HEBpOJIOTra U 0PTaIbMOJIOTA JIJISl UCKIIFOUEHHSI TATOJIOTUH CO CTOPOHBI APYTHX OPraHOB
AKTOACPMAIILHOTO TMPOUCXOXKJEHUA. B KauecTBe Hapy>KHOIO JICUEHUS HA Oyaru ¢
TUIEPKEPATO30M Ha3HAUYEH SMOJIMEHT B BUJE KpeMa C 2% MOYEeBUHOI, MPUMEHEHHE B
TeyeHue 1 Mecsana. PekoMeHIOBaHO nanpHEWIIee NHUCIAHCEPHOE HAOIIOJIEHUE Y
Bpaya-/IepMaTOBEHEPOJIOTA.
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Puc 1. Cunapom brnoxa-Cynbudeprepa.

/TIurmeHTHAS CTAIUA.

Puc 2. Cunapom brnoxa-Cynbibdeprepa.
[TurmenTHas cTaaus.

Puc 3. Cunapom brioxa-Cyneiioeprepa.
Beppko3nas cragus.
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I/IHTepec AaHHOI'O KIIMHUYCCKOI'o Cliy4dasd O6yCJIOBJ'IeH YCTKHM Pa3BUTHEM
3a00/1€BaHUsI B CEMBE TOJIHKO Y ACBOYCK, HAIUYHUCM VY pe6eHKa BCPPYKO3HBIX
BBICBITIAHUH HapAay ¢ UMCIOIMUMHUCA OYaraMi r'uIICpIuIrMCHTAllnN, YTO ITIOATBCPIKAACT
HJaHHBIC HCKOTOPBIX ABTOPOB O BO3MOXHOM COYCTAHHH IIPU3HAKOB PA3ZHBIX CTaI[I/Iﬁ
CHUHIpOMaA bnoxa — CynLu6eprepa, d TaKKEC HAJIIUIINEC TOJBKO KOXHBIX HpOSIBHGHHﬁ,
oe3 MMOopaXXCHUA APYIrux OpraHoB MU CHUCTCM OSKTOACPMAJIBHOI'O IIPOUCXOKIACHUA].
KpI/ITepI/IHMI/I AWArHoCTUKM CHHIAPOMaA HCEACPKAHUA IMMIMCHTA B JaHHOM CJIydac
ABJIAJIINCH: AHAMHCECTHUYCCKHUEC JaHHBIC (HaJ'II/I‘—II/Ie AruarHo3a ((CI/IHI[pOM bnoxa-
Cynbioeprepa» y maTepu JEBOUYKH), MOSBIICHHE BHAYale BE3WKYJIE3HBIX, a 3aTEM
THIICPKEPATOTHICCKUX BBICBIIAHUN Ha KOXEC, O4aroB IurCcprimrMCHTAIMU, a TAKIKC
MCANKO-TCHCTUYCCKOC IOATBCPKACHUC IUAarHo3a.

BriBoabI

OnucaHHbIi HAMU KIIMHAUYECKHUM CiTydail, 0€3yCclIOBHO, MPECTABISET OOJIBIION
MHTEPEC [UIA IPAKTUKYIOIIMX Bpadyel pas3JIMYHBbIX CIELUAJIbHOCTEN: Bpayeu-
HEOHATOJIOTOB, Bpauei-uH(EKIIMOHUCTOB, Bpauei-1epMaToOBEHEPOIIOToB. /{7151 Bpayeid,
OCYHICCTBIIAIOIIUX ,Z[H(b(bepGHHI/IaJILHO-I[I/IaFHOCTI/I‘IGCKI/Iﬁ IIOUCK IIpHU HepBH‘{HOﬁ
AUArHOCTHUKC JaHHOI'O PCAKOI'0 ACPpMATO3a CJICAYCT PYKOBOJACTBOBATHCS CIICAYIOITHNMU
KPUTCPpUAMU: OTCYTCTBHUC 3yJd U PACIPOCTPAHCHUA IIPOHCCCA IO KOXKC HCKIIHOYACT
BETPSAHYIO OCIlYy, OTCYTCTBHE€ YHHJIATCPAJIBHOCTH B XapaKTepe CBHINU HCKIHYacT
BO3MOKHOCTDB OITOACBIBAIOIICTO I'€PIICCa, OTCYTCTBUC 3y/Jid U PACIIOIIOKCHUC BC3UKYJI
[0 JMHUSAM brialiko MCKIIoYaeT NETCKUIl aKpoIycTyJjie3, Bpems ae0rora 00Ne3HU U
XapakTep  MOPQOJIOTMM  3JEMEHTOB  MCKJIIOYAET  TOKCHUYECKYI0  APUTEMY
HOBOPOKACHHBIX. Crout OTMCTUTD, YTO CUCTCMHBIC ITPOSBJIICHUA CHHIAPOMA broxa—
Cynbubeprepa oOHapyXUBaIOTCA 4Yalle, YeM UX OTCYTCTBUE, OJHAKO Yy
MpEeICTABICHHOW NMAIMEHTKN OHU BBISBJICHBI HE ObLIH. BpauaMm-nepmaToBeHepoioram,
BaXHO IIOHHMMATb, YTO (I)aKT HaJIM4dusd WIN OTCYTCTBHUA CHCTCMHBIX HpOHBJ’IeHHI\/JI
3a001€BaHis HE SBJISETCS HU AUArHOCTUYCCKHUM IIPU3HAKOM, HH KPHUTCPHUCM
HCKIIIOYCHUA JaHHOI'O pSAKOI'0 IreHOACpMAaTO3a.
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AnHoramus. [Tatomumun - rpynmna ayToAeCTPYKTUBHBIX 3a00JIEBAHHUI KOXKHU
OTHOCUTCSI K TICUXWYECKHM PacCTPOWCTBAM C MPOEKLUHUEN CUMIITOMOB Ha KOXY, U
Cpcan BCCTO CIICKTpPa HCI/IXO,Z[epMaTOJ'IOFI/I‘-IeCKOI?'I IMIaTOJIOTHUH U3Yy4YCHA B HanMEHbIIIEN
CTCIICHU. I/I3yquI/Ie JaHHOT'O 3216OJ'IGBaHI/IH ABJIACTCA HCO6XOI[I/IMLIM U aKTyaJIbHBIM,
OCOOEHHO JUIsi TaKOW COBPEMEHHOM, HaxONsIIeWcs Ha CThIKE JEPMAaTOJIOTHH U
KJIIMHAYECKOW MICUXUATPUU, 00JIACTU KaK MCUXOAEPMATOJIOTHUSI.

Annotation. Pathomimia - a group of auto-destructive skin diseases refers to
mental disorders with the projection of symptoms on the skin, and among the entire
spectrum of psychodermatological pathology is studied to the least extent. The study
of this disease is necessary and relevant, especially for such a modern, located at the
junction of dermatology and clinical psychiatry, an area such as psychodermatology.

KaroueBble cjioBa: MaToOMHUMMA, AYyTOACCTPYKIMA, ICUXOT'CHHBIC SKCKOpHUAlNH,
apTUQUITUATBHBINA JEPMATHT.

Key words:pathomimia, autodestruction, psychogenic excoriation, artifact
dermatitis.
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