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CHUHAPOM BJIOXA-CYJBIBEPTEPA. Yacmos 1

YO «Beaopycckui zocyoapcmeennviti MEOUYUHCKUU YHUBEPCUMEM >

Juaznocmuxa 3a601e6anull KOKU Y HOBOPOKOECHHHIX HEPEOKO SBASEMCS CLOKHOU MeKOUCYUN-
AUHaApHou npobaemou. B cmamve u3noxenvi ceedeHusi 0 pacnpocmpaneHHoCmu, 2eHemuuecku
acnexkmax u Haubosee MUNUUHBLY KAUHULECKUX nposeienusx cundpoma broxa-Cyrvybepezepa.
3abonesanue obnapyxusaemcs yxe npu poxoenuu pebenxd uiu 6 nepsvie OHU U Hedeal KUIHU.
Aemopamnu onucanvt xapakmepnoie nposeienus cunopoma. Ilodpobuo npedcmasienvt 6ce cmaduu
sabonesanus. Ocobennoe enumanue yoeieno duppepenyuarvnony Ouazno3y 0aHH020 CUHOPOMA
¢ Opyeumu cxodnvimu 3aboresanusmu. Ilozeonsiom npednonoxumy naruvue cunopoma bBioxa-
Cyavubepzepa maxue KAUHUYECKUE NPOSABLCHUSL, KAK KEHCKUU NOJL, JUHEUHOE PACNOLOXKEHUE Cbini,
CMAOUTUHOCTND KOKHOIX NPOABIEHUL, OOWUPHOCTND NOPAKEHUS, CIOUKAS J03UHOPUIUSL, OMCYMCmeaue
appexma om anmubaxmepuarvrot mepanuu. Ob6cyxden npozHo3 u AcheKmvl MeOUKO-2eHeMULECK020
KOHCYJbMUPOBAHUSL CEMbU, 8 KOMOPOU PoXKOeH pebenok ¢ nodoGHbIM 3a601e6AHUECM.

Katoueente caoea: cundpon broxa-Cynvybepzepa, muoxecmeenivie NOpoKu pazsumus, demu,
CUHOPOM HedepKaHus nuzmenmd, HaAciedCmeeHHble 3A001e8ANHUS KOKU.

A. V. Sukalo, L. B. Zhydko, V. S. Zhogalskaya
BLOCH-SULZBERGER SYNDROME. Part I

Resume: diagnosis of skin diseases in infants is often difficult interdisciplinary problem. This article
provides information about the prevalence of genetical aspects and the most common clinical mani-
festations of the syndrome Bloch-Sulzberger. The disease is detected already at the birth of the child
or in the first days and weeks of life. The author describes manifestations characteristics of the Bloch-
Sulzberger syndrome. All stages of the disease are presented in detale. Particular attention is paid
to the differential diagnosis of this syndrome with similar conditions. They suggest the presence
of Bloch-Sulzberger syndrome such clinical manifestations as female sex, linear rash location, the stages
of skin manifestations, the vastness of the lesion, persistent eosinophilia, the absence of the effect
of antibacterial therapy. The prognosis and aspects of medico-genetic counseling of the family
in which a child with a similar disease is born is discussed.

Keywords: syndrome Bloch-Sulzberger, multiple malformations, children, pigment incontinence
syndrome, inherited skin diseases.
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nHapom Bnoxa-Cynbubeprepa aBnsetca peaxko BCTpeva-

IOLMMCS FeHETUYECKUM 3a60/1eBaHNEM U OTHOCUTCS K rpynne
HacneaCTBEHHO 1IeTEPMUHMPOBAHHbIX 60/1Ie3HEN Noa 06LKUM Ha3Ba-
HWeMm «reHoaepmaTo3bl». 118 3TON rpynnbl 601e3HEN NaTOrHOMOHMY-
HbIM NMPU3HAKOM ABNAETCA MOPaXKEHWE KOXMU U €€ MPOU3BOAHbIX:
BOJIOC, HOTTEN, MOTOBbIX U CaNbHbIX Xenes. bonbWHUHCTBO reHoaep-
MaTo30B, B TOM 4yucie u cuHapom bnoxa-Cynbubeprepa, MmaHube-
CTUPYIOT B HEOHaTalbHOM MepUoe C NPU3HAKOB MOPaXKEHUS KOXMH,
4YTO Ha KJMHUYECKOM YPOBHE BbIMSAUT KaK MHPEKLMOHHbLINA Aep-
MaTuT. KoXKHble nposiBneHuns npu cuHapome bnoxa-Cynbubeprepa
Hanbonee CXOXKHM C HeoHaTaNnbHON MHbEKLMEN KOXK. B aToM cBA3KU
BO3HMKaeT Heo6XxoauMOCTb AnddepeHUnpoBaTh HacNeaCTBEHHbIN
cuHapom bnoxa-Cynbubeprepa ¢ MHOEKLMOHHBIM MOPaXKEHNEM KOXKM
HOBOPOXAEHHOIO reHeTUYECKM HEe AETEPMUHUPOBAHHbBIM. ITO NPO-
[MKTOBaHO pa3finyHbIMK MepaMu 1e4ebHOro BO3AENCTBUS, TaKTU-
Kow o6cnefoBaHns, HabnoaeHUs, NPOrHO3MPOBaHUS OTAANEHHbIX
KJIMHUYECKUX NPOABIEHUI U TEHETUYECKUX PUCKOB.

YynTbiBaa peaKyto, HoO MOCTOSHHYIO BCTPEe4YaeMOoCTb CUHAPOMa
Bnoxa-Cynbu6eprepa, ManoyncneHHyo tHGopMaLmio o JaHHOM na-
TONOMMK B AOCTYMHbIX TUTEPATYPHbIX UCTOYHUKAX, B CTaTbe cobpa-
Hbl BeyLiMe KNMHUYECKUE NPOABIEHNS JaHHOW NaTONOMMK C LieNbio
TOro, YTOGbI MPAKTUKYOLLME BPaYM MOTIM KOMMEKCHO OLleHUBaTb
MMeloLLYoCH CUMNTOMaTUKY U CBOEBPEMEHHO AMArHOCTUPOBaTb
[aHHOe 3aboneBaHue.

HepepxaHue NnUrMeHTa — pefkui reHoaepmartos rpynmnbl Ha-
cneacTBeHHbIX gucxpomui. Lisenuapcknn aepmatonor Bruno Bloch
(1926 r.) 1 amepuKaHCcKuit aepmatonor Marion Baldur Sulzberger
(1928 r.) BblAENMNM 3TO 3a60/1IeBaHNe B CaMOCTOSTE/bHYIO HO30-
noruio (MenaHo6nactos bnoxa-Cynbu6eprepa) [20]. B nutepaType
CUHAPOM BCTpeYaeTcs Moj cneaytownMmn Ha3BaHUAMU: HeaepKa-
HWEe NUIrMeHTa, TMHENHbIN MenaHo61acTo3 KOXKU, cMHapoM bnoxa-
Cynbub6eprepa, MMrMeHTHbIn AepmaTos Tun CumeHca-bnoxa [3]. bo-
NetoT 06bI4HO TONBbKO AeBOYKU. OTHOWEHWE GONbHbLIX Manb4UKOB
1 oeBoyeK coctaBnsieT 6:210, yactoTta 60ne3Hu 1:75000. MNMpeano-
naratoT ayTOCOMHO-AOMUHaHTHbIV TUN Nepejayun ¢ maHudecTaumen,
OrpaHUYEHHOM XEHCKMM MOSIOM, U CBA3@HHOW C rEHOM B X-XpOMO-
come. ITOT reH netaneH ANa My>CKux ocoben, 4To obycnosnmBaet
CrNoHTaHHble abopTbl y MaTepen [6, 17, 25]. MmeeTcs npeanono-
EHWE O BIUSITHUU Ha NA0A BUPYCHOWM MHDEKL MK, BHYTPUYTPOBHOM
MHTOKCMKaLMKU M anneprudaumu. Annepruyeckoe npoucxoxaeHme
CBSA3bIBaIOT C BbIIBNEHWEM Y 60JbHBIX 303MHOGUANK NOA AeNCTBUEM
MHTEPNEeNKUHA-3, UHTEPNENKNHA-5 U rpaHynouMT-Makpodar-Kosno-
HUecTUMynupytowero GakTopa, 1 UX yCUNEHHOM MUrpaLnen K oyary
BocnaneHus B Koxe. OTMEYEHO TaKKe yBEMYEHUE arpaHynoum-
TapHbIX KNETOK-MOHOLMTOB, BbIAENSIOWUX KONOHUECTUMYNUPYIOLLUIA
dakTop BocnaneHus (GM-CSF), npeactaBnsiowmMim co60m LUTOKUH,
4TO CNOCOGCTBYET YCKOPEHHON AnddEpPEHLMPOBKE M CO3PEBAHMUIO
B KOCTHOM MO3re 303MHOMUIIOB C BLICBOGOXKAEHNEM haKTOpa HEKPO-
3a onyxonen (PHO-(). B cBolo o4epeab, aKTUBMPOBaAHHas KieTKa
nocpecTBOM KOJIOHUMECTUMYAUpPYLOLLEro daKkTopa BAUSET Ha 303U-
HODUNMIO B KPOBM Yepes aaepHblit dakTop Bocnanenus (NF), 4yto
NPUBOAMNT K XeMOTaKCHUCY 303MHODUNIOB B 04arax BOCnasneHus, ayTo-
MMMYHHOW aTaKe Ha KNOHbl KJIETOK 3KTOAEPManbHOro NMPOUCXOXK-
nennsa[1, 4, 8,11, 21].

B ocHOBe cvHAPOMA NEXWT MyTaLus reHoB, KapTUPOBaHHbIX
Ha X-XpOMOCOMe: B CnopajnyecKkunx cinydasx — nokyc Xp 11.21 [25],
B CEMEMNHbIX — NOKYC X(28; pefKo — TpaHCNoKaLunm Mexay X-xpo-
MOCOMOW ¥ ayTOCOMOW C BOB/IEYEHUEM 3aUHTEPECOBAHHbIX JIOKYCOB
W Jeneunm KopoTKOro nievya X-xpomocombl [17]. Tun HacnefoBaHus —
X-cuenneHHbln JOMUHAHTHBIN, leTanbHbIW ANS UL, MYXCKOr0 nona.
PacnpefeneHue reHoTMNoB PacCyUTbIBAETCS N0 3aKOHaM MeHAeneB-
CKOro HacnefgoBaHust: 25 % — 60MbHbIX YXeHCKOro nona, 25 % — 340po-
BbIX }X€HCKOro nona, 25 % — 340p0BbIX MyXKCKOro nona, 25 % — BHyTpu-
yTpo6Hasa rméenb NA0A0B MYXCKOro nona. Taknm o6pa3oM, 601bHbIMU
POXAAlTCH TONbKO AEBOYKM C BEPOSTHOCTbIO 3a6oneBaHuns 50 %.
Manb4nKu poxaatotcs 340poBbiMu [17, 25]. B antepaTtype onucaHbl
cnyyau cuHapoma bnoxa-Cynbubeprepa y 1L, My»CKOro rnosa ¢ Xpo-
MOCOMHbIM Habopom 47, XXV, Koraa B KapuoTtune npucytcTsoBana
[oMoNHUTENbHAA X-XxpoMocoma, «o6ecnednBatoLLas» }U3Hecnocoo6-
HOCTb MHAMBMAYYMa [17]. Ho cyllecTByeT MHEHME, YTO MpoLiece pas-
BMBaeTcs B pe3ynbrate MyTaummn reHa NEMO — moaynstopa Hykneap-
Horo dakTopa, oKann3oBaHHoOro B X-xpomocome (XQ28) [9, 17, 20].

B noMouip npaktukymoimemy spauyy |l

Hanuuune nonynsumm aeduumtHbix no NEMO KneTok npuBOAMT K anon-
TO3Y, Bbl3biBaeMOMY GaKTOpOM HEKpO3a onyxonen [18, 22].

B Pecny6nunke benapycb BbIIBNE€HO HECKOMbKO C/ly4aeB 3TOM
60ne3Hun. 3aboneBaHne 06HaPYKMBAETCS yXKe MPU POXKAEHUU pe-
6EHKa UK B NepBble AHW U HEAEeNN KU3HU. B MmupoBon nutepatype
onucaHo 6onee 700 cnyyvaes faHHOM naTtonoruu [7, 14, 17].

[ins atoro 3a6oneBaHNUs xapaKTEPHO MOPAKEHUE KOXKM B HEOHa-
TalbHOM nepwuoge. locTeneHHo, N0 Mepe yBenyeHns Bo3pacTta pe-
6EHKA, NPOWCXOANT CMIOHTaHHbIM PErpecc 31eMEeHTOB CbiNu, ay B3poc-
NbIX WL, OCTaTOYHble NPOABNEHUS 6ONE3HN MOTYT UCHE3HYTh.

KnuHuKa xapakTepuayeTcs NECTPON KapTUHOW 3/1IEMEHTOB Chiny,
TaK Kak 3aboneBaHune nocnefoBaTesibHO NPOXoAMUT 4 cTafun pas-
BuUTUA [6, 7, 9, 14, 15, 17, 20].

| cTagmsa — apuTEMaTo3HO-BE3UKYNE3HAs. [ToABNAOTCA NATHA,
BONAbLIPK, BE3UKYIbI, MY3bIPH, NYCTYSbI, pacnonaratLmecs TMHENHO
B BUAe N0ONOC BAOJIb HEPBHbIX CTBOJIOB (M0 MMHUSAM bnaluko). Jlokanu-
3aLus 31EMEHTOB CbiMK, B OCHOBHOM, B 061acTh 60KOBbIX MOBEPX-
HOCTEN TyNI0BULLA, Ha CrbaTtesibHbIX MOBEPXHOCTAX KOHEYHOCTEN.

Il ctagms — runeptpoduyeckasn. Ha MHOUNBLTPUPOBAHHOM OCHO-
BaHUW NOSABAAIOTCA NMXEHOUAHDBIE, IEHTUKYNAPHblE, 6opoaaByaThble,
runepkepaTtoTMyeckue nanynbl U ONALWKW, PaCNONOXEHHbIE KaK
CUMMETPUYHO, IMHENHO, TaK U 6ecnopsaaoyHo [17].

IIl cTagma — NUrmMeHTHasa. XapakTepuayeTca Hann4ymem He Le-
NyWwalnxes naTeH KOPUYHEBATO-KENTOro LBeTa, CpaBHUBAEMbIX
¢ 6pbI3raMu rpasun UK cnefamu otiMea BosH [5, 23] (pMcyHOK 1-3).

IV cTagus xapaktepusyeTcst y4acTKamu AenurMeHTauum u cnabo
BblpaxeHHon aTpodun. CTaguMHOCTb INEMEHTOB CbINKW He Bcerga
coxpaHsieTcs.

MHoraa, BO BTOPOM NOIOBMHE NEPBOro rofja Xu3Hu, Ha GoHe
NosABAAOLWENCS NMUIMEHTALMM BHOBb BO3HUKAIOT BbICbINaHUS, CBON-
cTBeHHble | 1 Il ctaguam. B nepudepuyeckon KpoBu xapakTepHa
303nHOGUANA (40-50 % n 6onee), ocobeHHo And | u Il ctagum 3a-
6oneBaHusa. MoryT nopaxartbCcs NpuaaTKU KOXW B BUAE UCTOHYeE-
HWS, 061aMbIBaHNs BONOC, MOSIBAIEHUS 30H Kyp4aBOCTH, anoneuuu,
pefKUX pecHuLbl U 6pPOBEN, UBMEHEHWUIM HOTTEN, KOTOPbIE CTaHO-
BATCS TYCK/IbIMU, KOPUYHEBATO-BYPOro nnn cepoBaTtoro useTta [25].

Mpwv rMcTonaTonornyecKom UccnefoBaHum B | ctaamun B anvaep-
Muce HabLaeTCs CNOHIMO3, HanyYMe 303MHOPUITbHbIX FPaHYIOoLIM-
TOB; B ilepMe — UHGUNbTPAT C 303MHOGUNaMKU U MOHOHYKIeapamu.
Bo Il cTagnm — akaHTO3, NanuaIoMaTos, rMnepKepaTos, Hasamdne guc-
KepaTUYeCcKUX KNEeTOK; B AepMe — BOCManuTenbHbll HGUABLTPAT,

PucyHok 1. Wenywauwmnecs nar-
Ha KOPUYHEBO-TPA3HOrO LiBeTa
Ha roneHsax

PucyHok 2. MaTHa KopuyHeBO-
rPA3HOro LiBeTa Ha TyN0BULLe
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PucyHok 3. Wenywauunecs naTHa KOPUYHEBO-TPA3HOro LBeTa
Ha Tynosuuie
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coaepxawwun menaHodaru. B Il cTagun — ymeHbleHUE NUTrMeHTa
B K/eTKax 6a3anbHOro €05 annaepmmuca, Kotopble ANCTPOPUYECKH
M3MEHEHbI, BaKyonnM3nMpoBaHsbl; B AepMe, B BEPXHEN eé yacTu, Npo-
MCXOAAT MacCUBHbIE OT/IOKEHUS MenaHuHa B Makpodarax. Mpwu ruc-
TONAaToNOrM4eCcKoM nccnegoBarnm B IV ctagmmn HabnoLatoTes y4acTKu
JIMHENHOM aTpod UK, 04aroBbIn rMNorMapo3s [1, 7, 24].

I n 1l cTagun 3aboneBaHus, UMeIOLWKUE MECTO, KaK nNpasuno,
B nepBble 2—3 Mecsla XU3HW, COOTBETCTBYIOT cuHApomy Ac6o-
XaHCeHa, Tak Ha3blBaeMoOMy «ByNNE3HOMY KepaTOreHHOMY 303U-
HODUNBHOMY AiepMaTUTy EBOYEK?.

Y HEKOTOpbIX AeTeN KIMHUYeCKan KapTuHa 60Me3HU orpaHu-
YMBAETCSH MOPAKEHUEM KOXKM U €€ NMPUAATKOB C NMOCTEMEHHbIM pe-
rpeccom, BMaoTb A0 MCYE3HOBEHUS UX B MEPUOS NOSI0BOro CoO3peBa-
HUS. 3TO COOTBETCTBYET JIEFKOMY TEYEHMIO 3a60/1EBAHUA U He Tpe-
6yeT cneLmanbHOro ieHeHus.

TAENoe TeyeHWe 3aKNyaeTcqd B CUCTEMHOM MOPaXKeHuH,
npexje BCEro, HEPBHOM CUCTEMbI. ITO NPOABAAETCSH CYAOPOXKHbIM
CUHLAPOMOM, CracTMYecKon napannermemn, yMCcTBEHHOM OTCTanocCTbIo,
KoTopas Habnogaetcs B 16 % cnyyaes [13, 19]. OTmeyatoTcs MUK-
pouedanus, ruapouedanns, MEHUHIUT, INUNENCUS, CnacTUYecKne
napanuyu, onurodpexus, 3agepmKa Gran4yeckoro pa3BuUTUs pebeH-
Ka. [MopaxkatoTcs rnasa: yBeuT, KaTapaKkTa, KepaTuT, MUIMEHTHbIN
PETUHUT, HUCTarM, NTo3, CUHUE CKJEePbl, aHU30KOPUSA, CTPabuam,
MUONKS, OTCIONKa CeTYaTKn, HeAopa3BUTUE Ce30NpoayLMpytoLLe-
ro annapara, BocnajleHue 3pUTENbHONO HepBa W ero atpodus,
BMAOTb 4O cnenoTbl. BcTpeyatoTea aedopmMaLimm ywHbIX PaKoBUH.
MMeloTcs nopaxeHus HorTen: AUCTPodUs, OHUXOTPUXO3. BarkHbIM
NPU3HAKOM, NO3BOSIOWMM YCTAaHOBUTb PETPOCNEKTUBHBIV AMarHo3
B CTapleM BO3pacTe Uy B3POC/bIX NOC/E UCHE3HOBEHUSA KOXHbIX
CMMMNTOMOB, IBASIOTCSH aHOMasiMn 3y60B B BUAE U3MEHEHUS LBeTa
3Manu, MUKPOAEHTUM, AuMacTeMbl, OTCYTCTBUA OTAE/bHbIX 3y60B
(pvcyHoOK 4). HabniogaloTcs NatonorMyeckne OTKIOHEHUS CO CTO-
POHbI CKeneTa (WHKe UK HegocTalolWwme NO3BOHKK U pebpa, YKO-
poyeHne KoHeYyHocTewn) [6, 25], BMeHeHUss KocTern Yyepena. MoryTt
0TMeYaTbCsi NOPaXKEHMs BHYTPEHHUX OPraHoB (@HOMasMK MOYeEK,
BPOX/AEHHbIE NOPOKK cepaLa).

OpHOM U3 xapaKTepHbIX 0CO6EHHOCTEN 6ONE3HU Y AeTen rpya-
HOro Bo3pacTa, 0CO6EHHO Y HOBOPOXAEHHbIX U B NepBble MecsLbl
KU3HW, ABNSETCH CHUKEHWE UMMYHUTETA, YTO COMPOBOXAAETCA MHO-
YKECTBEHHbIMU UHDEKLMAMU PECTIMPATOPHbIX, MOYEBbIAENUTENbHbIX,
JIOP-opraHoB, eNyAo4HO-KULWEYHOro TpaKTa, LLleHTPalbHON HEpPB-
HOW cucTeMbl. AT MHOEKLMN HEPEAKO NPUBOAAT K CENCUCY U fne-
TanbHOMY UCXOAY.

OnddepeHumanbHblil anarHos cuHapoma bnoxa-Cynbubeprepa
NPOBOAMTCS C NUOAEPMUEN, BPOXKAEHHBIM BYNNE3HBIM 3NUMAEPMO-
nn3om, 6onesHblo apbe, repnetudopMHbIM AEPMATUTOM, TOKCH-
LepMHUen, KpanuBHULIEN, MACTOLUTO30M, MUIMEHTHBIM U BEPPYKO3-
HbIM HEBYCaMM.

OnddepeHumnanbHaa AMarHOCTUKa 3aBUCUT OT CTaauu 3abone-
BaHus. [pn nepBoW (BoCnanutenbHOM) CTaann NPUXOAUTCS UCKIIO-
YyaTb ByNNé3Hble epMaTo3bl, Takue Kak NpoCcTon Ny3blpbKOBbIV K-
la HOBOPOM/EHHbIX, A1 KOTOPOro xapakTepeH monMmMopduam

PucyHoK 4. AHOManunun 3y60B B BUAE MUKPOAEHTUN, AUACTEMDbI, TPEMbI
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BbICbINaHWI — NATHA, Nanysbl, Ny3blpbKK, KOTOPbLIE NPX 3TOM 3a60-
NneBaHMK pacnonaralTca rpynnamu, 4acto NpoLecc reHepannayet-
csl, COCTOsiIHME pebeHKa Taxénoe. Boigensot Tpu dopmbl 6ynnésa-
HOro AepmaTtosa: C BbIChbINaHUAMU Ha KOXEe U CIU3UCTBIX, NOpaxe-
HUEM rna3 U LeHTpaNbHOW HEPBHOM CUCTEMbI. ATO NOTEHLMANBHO
netanbHoe 3a6oneBaHue. Mon He UMeeT 3HavyeHus [12].

CuHgpom bnoxa-Cynbubeprepa Takke Heobxoanmo andde-
peHUMpOBaTb C NOPaXEHMEM BUPYCOM BETPSHOM ocnbl. BeTpsiHas
ocrna HOBOPOXKAEHHbIX — TsXKenas MHOEKLMS, XapaKTepuaytollascs
MHOXECTBOM MENIKUX NATHUCTbIX, Nanyne3HblX U BE3UKYNE3HbIX ae-
MEHTOB, GbICTPO MOKPbIBAIOLWMUXCSH KOPKAMM.

N3 apyrux MHGEKUMOHHbIX 3a60neBaHnin Yy HOBOPOXAEHHOTO
MOryT 6bITb CTAadUIOKOKKOBAS (annaemMuyeckas) u cudunmtnieckas
nysblpyatka. [pu anuaeM1MyecKon ny3bipyaTke ny3blpy NOSBASIOTCS
Ha hOoHe APKOM Pas3IUToON 3pUTEMBI, BLICTPO BCKPLIBAIOTCH, 3p03MK
cnvBaloTCs, OKanMaeHbl 06pbiBKamMmuK anuaepmuca. CoctosaHue pe-
6eHKa TsKENoe, Tpebylollee peaHMMaLMOHHbIX MeponpuaTuii. bo-
NeloT U AEBOYKU, U Manb4ymKn. Cudunntuyeckas nysbipyaTka, Kak
NnposiBfeHWe paHHero BPOXAEeHHOro cudununca, xapakrepuayercs
obpa3oBaHWeM My3bipeh Ha WHOUILTPUPOBAHHOM OCHOBaHWUMU,
He CNUBAaIOLWKUXCH, NOKaNU3YIOLWMXCH NMPenumMyLecTBEHHO Ha najo-
HSX M nogowBax. CocTosiHWe pebeHKa, TaK XKe Kak U Npu cuHapome
Bnoxa-Cynbubeprepa, BnosHe yaoBnetsoputenbHoe [4].

N3 HenHdEKUMOHHbIX 3ab60NeBaHN 3TOrO Nepuoaa XU3Hu y pe-
6eHKa crnefyeT UCKNYUTL Bynnes3Hbi aNnaepMonn3, a UMEHHO —
TMn Ké6Hepa, JaynunHra-Meapau, npocTon 6ynne3Hblit anuaepmo-
N3 C MblleYyHon auctpoduen. Mpu aTux 3ab6oNeBaHUIX UMeOTCH
06LUMPHbIE 3PO3UM, MOKPbITbIE CMABLWMMUCSA MNOKPbILLKaMK Ny3blpen
B MecTax COMPUKOCHOBEHUA C NesieHKamMu, naMnepcamu, U B Mec-
Tax TpeHus. Mpu HEKOTOPbIX popmax aNMAEpPMOoIn3a UMEKTCS He-
KpoTuyecKue cTpynbl. CBexue BynnesHble a1eMeHTbl yiaeTcs yBu-
neTb peako [4, 16, 26].

BpoxpaeHHaa O6ynnesHas MXTUO3UPOPMHas 3IpUTPOAEPMUS
OTIMYaeTCa NOSIBAEHWEM KPYMHbIX APSGAbIX Ny3blpel ¢ nocneay-
OLWKUM OTCIOEHUEM anujepmuca nu o6pa3oBaHUeM O6LIMPHBIX 3PO-
31N, HAIMYUEM TUMNEPKEPaATO3a U WENYLWEHWS Ha NafoHAX U MNOoAo-
LBax, TAXeblM COCTOAHUEM pebeHKa.

BonbLuyto TpyaHOCTb B AMddepeHLmnanbHON AuarHocTuKe npea-
cTaBnseT cobov UCKNOYEHUe NMHeapHoro IgA-3aBUCMMOro gepma-
TO3a y JeTewn, KIMHUMYeCcKas KapTuHa KOToporo Havbosee cxofHa
C BocnanutenbHoOM ctaguen cuiapoma bnoxa-Cynbubeprepa (ny3bipn
C MIOTHOM NOKPbLIWKOW, TIMHENHO PACMONOXEHHbIE).

lepneTMdopmHbIN aepmaTuT [opuHra, xapakTepusyowmmncs
rpynnamu nonMMopdHbIX BbiCbINaHWi, Cpean KOTOpbIX ecTb Gynnes-
Hble U BE3UKYNE3HbIE 9NEMEHTbI, TaKXKe MOXET B KaKOW-TO CTENeH!
HanomMuHaTtb cuHapoM brnoxa-Cynbubeprepa. MeHee NOXOXW Bbl-
cblinaHua npu 6ynnesHoMm neméurounae, 6ynnesHble BbiCbiNaHUa
npv BPOXAEHHOM KpacHOW BonYaHKe, Gyne3HOM BapuaHTe mac-
TOLMUTO3a, aKaHTONUTUYECKON Ny3bipyaTKe [4, 16].

Mpu NoCTaHOBKe AMAarHo3a y4yuTbliBalOTCA BCe COCTaBnsolmne
KOMMOHEHTbI: aHaMHe3 (HacneACTBEHHOCTb, TeYeHne 6epemMeHHOC-
TH, HaMYMe BbIKUAbILLEN UM MEPTBOPOXKAEHHbIX AETEN Y MaTepPH,
MX NOJ); OOGBbEKTUBHbBIE JaHHble (KNMHUYEeCKas KapTuHa, KpuTepuu
[IMarHOCTUKMK). Npu BEPPYKO3HbIX pa3pacTaHusaXx U runepnmurmeHTa-
uiu cuHapom bnoxa-Cynbubeprepa anddepeHumpyoT ¢ HeBycamu,
nuckepato3oM [apbe, BynbrapHbiMv 60poaaBKamu, pexe — ¢ 106po-
Ka4yeCcTBEeHHOM ny3blpyaTKom Xennu. MporHos npu cuHapome bnoxa-
Cynbu6eprepa 3aBUCUT OT CTEMEHM BOBEYEHHOCTU APYIMX (3KCTpa-
KyTaHHbIX) OPraHoB M CUCTEM, a TaKKe OT CTaauun 3aboneBaHus.

Cneundbryecknx METOAOB Tepanuu JaHHOro 3a60NEBaHNS HET.
B cTagnun BocnanuTenbHbIX IBNEHUI MCNONb3YeTCs CMMNTomMaTuye-
cKas Hapy)XHasi Tepanus (BOAHbIE aHUIMHOBbLIE KpacWUTeNu, aHTUCEN-
TUYECKUE PacTBOPbI U NPUCHINKKM). MNpKu reHepanu3aumm npouecca
BO3MOHO Ha3Ha4yeHWe Ae3UHTOKCHUKALMOHHbLIX CPEeACTB, CUCTEM-
HblX @HTMOMOTUKOB, PEAKO — MMIOKOKOPTUKOCTEPOUAOB. B cTaguu
BEPPYKKO3HbIX pa3pacTaHWil peKOMEeHA0BaHbl KEPATONUTUYECKUE
npenapaTbl, Hapy>Hble, @ MHOrAa U CUCTEMHblE apomaTU4yecKue
peTuHoMabl. [pU HaNM4YMKM NMOAEPMMUU, COMNYTCTBYIOWMNX MHDEKL M
6poHX0SIero4Hon cuctemol, JIOP-opraHoB, Xenyaqo4yHO-KULEeYHoro
TpaKTa 1 ApYrnx opraHoB, NPOBOAST aHTUGAKTEPUASbHYIO TEPANMto
npenapaTamMu LUMPOKOro CNeKTpa AENCTBUSA, NPUMEHSAIOT UHbBEK-
UMW ramma-rno6ynuHa, MHoy3uuM anbbymuHa, nna3mbl, remMoaesa.
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Mpu TAXKENOM TeYEHUU Ha3HaYaloT IIOKOKOPTUKOUIHbIE FOPMOHbI
no 0,5-1,0 Mr/Kr macchl Tena (B pacyeTe Ha NPeaHU30/10H) B Teve-
HWe 2—3 HeAeNb C NocNeayoWUM NOCTENEHHBIM CHUXKEHUEM J03bI
[0 MONHOM OTMeHbl. Llenecoobpa3dHa BUTaMuMHOTEPaNus: BHYTPb
peTuMHoNa auetaT, BUTamuHbl rpynnel B (B1, B2, B5, B6), ackopbu-
HOBas KUCnoTa — Kypcamu B TedeHne 1-1,5 mecsua. Ang npodu-
NaKTUKKU NMUOAEPMUM ITEMEHTHI CbINK CMa3bliBaloT 3—4 pa3a B AeHb
1-2 % BOAHLIMU UMM CMIMPTOBLIMU PACcTBOPAMM aHWIMHOBLIX Kpa-
cutenen (GyKCuH, 6pUNINaHTOBLIN 3eneHbli, METUIEHOBbINA CUHWUIA)
1, B MOCNEAYIOWEM, MIOKOKOPTUKOUAHBIMWU Ma3siMu (TPeAHN30J10H,
TPMaMUMHOMNOH, NOPUHAEH, GyoLMHONOHa aueToHKua) [3].

MporHo3 npu Né€rkmnx dopmax gaHHOro 3aboneBaHus 6naro-
NPUATHBIA, HEPEAKO OTMEeYaeTCcs CNOHTaHHOEe pa3pelleHne BbIChl-
naHumn. MNpu THKENLIX GopmMax NPOrHO3 cepbe3eH, Tak Kak 3abo-
fleBaHWe MOXET NPUBECTU K MHBaNMAM3auMKU C paHHero aetcTea
1 GbICTPOMY NeTanbHOMY ucxody. Mo3Tomy And CBOEBPEMEHHOM
AMarHocTukKM cuHapoma brnoxa-Cynbubeprepa 60/bllioe 3HaYeHne
MMeeT 3HaHWe BpayaMu pasnnyHblX cneumanbHOCTeR, paboTatoLmnx
C 1ETbMU, BCETO CNEKTPA KIMHUYECKUX MPOSBNEHNI 3a60NeBaHUs.
[aHHble aHaMHe3a, NoCTeNneHHoe CTaMMHOEe U3MEHEHUE KWUHU-
4YeCKOM KapTUHbI 3a6oneBaHKsa ¢ BO3PacToM, laGopaTopHble AaH-
Hble MO3BONSAOT NOCTAaBUTb NMPaBUbHbIN AnarHo3. AGGEeKTUBHOCTb
NpPodUNaKTUKK 3a6oNeBaHUs U peabunutalMn naumeHToB C re-
HofepMaTo3amMu 3aBUCUT OT COBMECTHbIX YCUIUI FrEHETUKOB, HEO-
HaToNI0roB, HEBPO/OroB, 0dTaNbMONIOrOB, AEPMATONOroB U ne-
[MaTpoB.
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