ITEAUATPUA ||

DOI: 10.31550/1727-2378-2019-164-9-25-29 [®) BY-NC-ND |

fuctounTo3 13 Knetok JlaHrepraHca —
TPYAHbIA AnarHo3 (KAUHUYECKUMN Ciyyan)

P.M. ®ainsynnuna?, P.P. lacypoea?, 3.A. lanrapeesa?, U.B. Tuxonora?, 10.K. lyHaes?

1 @rb0Y BO «bawxupckuli 2ocyoapcmseHHbili MeduyuHckull yHusepcumemy» MuHucmepcmsa 30pasooxparerus Pocculickol ®edepayuu;
Poccus, 2. Yoa

2 [BY3 Pb «lopodckas demckas kauHudeckas 6oasHuya Ne 17»; Poccus, 2. Yopa

Llenb paboTbi: npencrtaBUTh KNMHUYECKUI ciyyai ructuouutosa u3 knetok Jlanrepratca (TKJ1) y HOBOpOXAeHHOI M onucatb 0COGEHHOCTH
€ro ANarHoCTUKHU.

OcHoBHble nonoxeHus. [peactaBneH knuHudeckuit cnyyait TKJ1 y HoBopoxaeHHOW AeBOYKM. MpU NOCTYNNEHWM HA KOXKe ronoBbl, NULA,
TYNOBUILA, KOHEYHOCTEW, BKNIOYAA CTOMbl, Habnoganach netexuanbHas M MENKONATHUCTAs reMopparuyeckas Cbifb, B LEHTPE HEKOTOPbIX
MENKOMATHUCTBIX IEMEHTOB KOXa OblNa M3MEHEeHa No TUMY BCKPbIBLUKMXCA NycTyn. [lepBoHayYanbHO Gbin NOCTaBAEH AMArHO3 MAMONATUYECKOIA
TpomGoLuTONeHnYecKoi nypnypbl. OAHaKO BBUAY OTCYTCTBUS NONOXUTENLHON AUHAMUKM BbICBINAHMIA HA KOXE Ha OHE NPOBOAMMOTO leYeHUs,
a TaKXKe COMHEHUI B JOCTOBEPHOCTU AMArHo3a MAMONATUYeCKON TPOMOOLMTONEHNYECKOM Mypnypbl MO PELIeHN0 KOHCUAKYMa B COCTaBe fieTc-
KOro XMpypra-oHKo/0ra, reMatoora, MeguiiMHCKoro reHeTuka, AepMarosiora, anneprosiora 6bin1a nposefeHa 6uoncus Koxu. Mo pesynstaram
TMCTONOMNYECKOTO N UMMYHOTUCTOXMMNYECKOTO UccnefoBanuil guardoctuposad TKJ1.

3aknioyenune. KJl — [0BONbHO pefKo BCTpeyaloWascs Natonorus, KAMHWYEcKas KapTWHAa KOTOpoi pa3HooGpasHa M HecrneuubuyHa,
yTo 06YCNOBNUBAET TPYLHOCTU AUATHOCTUKM B NepBbie AHU NpebbiBaHus pebeHKa B cTayuoHape. s NoATBEPKAEHUSA AUarHo3a HeobxoanuMa
6uoncus koxu. AuddepeHumanbHan AMarHocTMKa HanpasieHa Ha UCKIOYeHWe Apyrux 3aboneBaHui, NpoABAAIOWNXCA reMopparnyeckoi
CbINbIO CO CNABO BbIPAXKEHHON AUHAMUKOW.

Knioyesbie cnosa: rucToLmMTo3 U3 KNeTok JlaHrepraHca, reMmopparuyeckas cbinb, 6UONCUS KOXKHN, HOBOPOXKAEHHbIE.

Bknap aBtopos: QaiizynnuHa P.M. — paspa6oTka Au3aiiHa uccnesoBaHns, NpoBEpKa KPUTUYECKUM BAXXKHOTO COAEPIKAHNUS, YTBEPKAEHNE PYKONUCH
ans nybaukauuu, ot6op 1 obcefoBaHMe NALMEHTKY, aHaNU3 U MHTepnpeTauus aaHHelx; facdyposa P.P. — c6op knuHUYecKkoro matepuana, aHanu3s
W MHTEpNpeTaumus AaHHbIX, HanucaHue Tekcta pykonucu; Wanrapeesa 3.A. — 0630p ny6auKaumin No Teme CTatby, CGOp KAMHUYECKOrO MaTepuana,
06paboTKa, aHanu3 1 MHTEprpeTaLus AaHHbIX, HanucaHue TekcTa pykonucu; TuxoHosa U.B. — BbiGOp 1 06CNef0BAHME NAUMEHTKI, AHANU3 U UHTEP-
npetauus faxHeix; yHaes t0.K. — BbiGop 1 o6cnefoBaHme nauMeHTKU, aHann3 u MHTepnpeTaLus AaHHbIX.

KoHhNIMKT MHTepecoB: aBToOpbI 3asBASIOT 06 OTCYTCTBUM BO3MOXKHbIX KOH(DANUKTOB MHTEPECOB.

Ona uutupoBanua: Paiisynnuna P.M., facdyposa P.P., Wanrapeesa 3.A., TuxoHosa W.B., fiyHaes H.K. Tuctnountos u3 knetok JlaHrepraHca —
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Langerhans Cell Histiocytosis: Clinical Case of a Difficult Diagnosis
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Objective of the Paper: To present a clinical case of Langerhans cell histiocytosis (LCH) in a newborn girl and describe specific issues in
diagnosing this condition.

Key Points: This paper describes a clinical case of LCH in a newborn girl. She presented with petechial and small macular hemorrhagic rash on
the skin of the head, face, torso, and extremities, including the feet. The skin in the central portions of some small maculae had the appearance
of ruptured pustules. The initial diagnosis was idiopathic thrombocytopenic purpura. In view, however, of both the failure of the skin lesions
to improve with treatment and the uncertainty of the initial diagnosis of idiopathic thrombocytopenic purpura, a multidisciplinary team,
including a pediatric cancer surgeon, hematologist, medical geneticist, dermatologist, and allergy specialist, decided in favor of performing
a biopsy of the skin. The histology and immunohistochemistry confirmed LCH.

Conclusion: LCH is a rather rare disorder with a wide spectrum of non-specific clinical manifestations, creating difficulties for diagnosis
within the first days of hospitalization. Skin biopsy is required to confirm the diagnosis. Differential diagnosis is needed, to exclude other
disorders manifested by a slowly evolving hemorrhagic rash.
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ucTuoumnTo3 13 knetok Jlanrepradca (MKJ1) — peakoe 3abone-

BaHue, MOP(ONOrMYECcKON OCHOBOW KOTOPOrO ABNAETCA KO-

HanbHas nponudepaLmna NaToNorMyeckmx KneTok JlaHrepraHca.
MoMUMO 3TUX KNETOK, UHUALTPAT B 04arax NOpPaXeHUs COLePUT
NNMPOLUTDI, 303MHOPUbI, MOHOLMUTEI, Makpodaru [1-4]. lnarHo3
FKJ1 o6benuHseT 3aboneBaHus, paHee M3BECTHbIE KaK 303MHO-
tunbHas rpaHynema, cuHgpom XeHpa — Lionnepa — Kpucuena
u 6onesHb Abta — Jlettepepa — Cuee [2, 3]. C 1985 r. ructu-
ouuMTapHble GONE3HU WHTEHCMBHO M3Y4alOTCA M CUCTEMATU3UpY-
loTcsi MexayHapoaHbIM 0BLECTBOM MO MU3Y4YEHUIO TMCTUOLUTO30B
(Histocyte Society). B 1997 r. paHHoe obuiecTBo pa3pabortano
OfiHY U3 NepBbIX KnaccudukaLmuin ructmouyntosos [3].

3abonesaemoctb [KJ1 coctaBnser 3-10 cnayyaes Ha 1 MiH
LeTell B rof, Npuyem ee NUK NPUXO[MTCA Ha BO3PAcCT C POXAe-
HUsA [0 4 neT [2]. Manbunku 6onetoT B 2 pasa vaue [4].

Knunuyeckne npossnenua TKJ1 BapbupyloT OT nokanuso-
BaHHbIX HOPM C LOOPOKAYECTBEHHLIM TEYEHUEM U CMIOHTAHHBIM
BbI3[,OPOBNEHNEM 10 MYNILTUCUCTEMHOTO NOPAXEHUS C TAXKENbIM
TeYeHWeM U1 neTanbHbIM MCxof[oM. B matonormyeckmit npouecc
MOTYT BOBJIEKATbCA NIOOble OpraHbl M CUCTEMbl B Pa3NUYHOM
coyeTaHuUM (MOHO- U MyNLTUCUCTEMHOE mopaxeHue). Kak npa-
BWUJIO, TJIOXO OTBET Ha CTaHAAPTHYI Tepanuio W Hebnaro-
NPUATHBIA NPOTHO3 XapaKTepHbl ANs NaLWEHTOB C MYNbTUCUC-
TemHoi dopmoit TKJ1 u BoBNneYeHnem opraHoB pucka (neyeHu,
ceneseHKM, KOCTHOro mo3ra) [1, 3, 4].

HecmoTps Ha T0 yTo [KJ1 n3ydyaetcs 6onee 100 net, aTono-
rMs U natoreHes 3aboseBaHNUs [O KOHLA HEU3BECTHbI, MO3TOMY
€ro 3TMONOTMYECKOe W MaToreHeTUYecKoe NeyeHne He paspa-
6otaHo. C Hayana 1980-x rr. OblAM NpeANOXeHbl W BHeape-
Hbl B MPAKTUKY Pas3fnMyHble NPOrpamMMbl MOSUXMMUOTEPANUK.
BuHONACTMH 1 NpefHN30710H — 6a30Bble Npenaparbl Ans nede-
Hua TKJ1, KoTopble BXOAAT B MHOTOYMCNeHHble npoTokonbl: DAL-
90, LCH-I, LCH-II, LCH-IIT [3, 5-8].

B cBoem uccneposanum I.I. Cononosa n coasT. ycTaHOBMAY,
YTO Y NALMEHTOB IPYNMbl BbICOKOFO pUCKa (C MyNbTUCUCTEMHbIM
NopaXeHMeM W BOBJIEYEHMEM OPraHOB PUCKA) 06Las BbIXKMUBae-
MOCTb cocTaBaseT nuwb 70%, a 'y 11-17% oTCyTCTBYET paHHUiA
OTBET Ha Tepanuio. ABTOPbI TaKXXe OTMETUJIN BbICOKYI YacTOTy
peunpuBoB 3abonesaHus (0o 58%) y 6OAbHBIX C MynbTUCHC-
TEMHbIM nopaxeHuem 6e3 BoBieYeHUs opraHoB pucka [3].
Pap uccnepgoBateneilt ynoMMHAKT, YTO Ha KAyecTBO KWU3HM
nauueHToB He6GNaronpusATHO BAUSAIOT NEPMaHEHTHble OCNOX-
HeHus TKJ1: HecaxapHblil guabet, 3afepiKa pocTa, OpToneam-
Yeckue HapylleHus, dubpo3/uuppo3 neyeHu, Gubpo3s nerkux.
Bbicka3biBaeTCs npefnonoxeHune, 4To NO3AHee HaYano Tepanum
MOBbIWAET PUCK PA3BUTUA ITUX OCIOXKHEHWI [1, 3, 4].

Llenb aaHHOI paboTbl — NpefCTaBUTh KIMHUYECKUI Cyyait
TKJ1y HOBOPOXAEHHOI M ONMUCaTb 0COOEHHOCTH €ro AMArHOCTUKM.

KNWHNWYECKOE HABJTIOQEHUE
Mop HabniogeHMeM Haxofunach nayueHmka A., poauBLUAACS
oceHblo 2018 r. u rocnMTanu3npoBaHHas B NEpUoj] HOBOPOX-

LEeHHOCTM N0 NOBOJY BPOXAEHHO NHeBMOHMKU. Hamu nposege-
Hbl @aHaNM3 MeAULMHCKON [OKYMEHTALMKU U 0OWeKIMHUYEeCcKoe
obcnefoBaHue, PacCMOTPEHbl Pe3yNbTaThl AOMOJHUTENbHBIX
uccnefoBaHui. Y poauTeneit 4eBOYKM NonyyYeHo 4o6poBosIbHOE
MH(OPMUPOBAHHOE COracue Ha Ny6ANKALUIO AHHBIX.

[IvarHo3 ycTaHaBAMBanW B COOTBETCTBUU C KPUTEPUAMM
MexpayHapogHoro obuwectsa no M3y4YeHUK TFUCTUOLUTO30B
MO HANYMI0 KNMHUYECKUX NPOABNEHMNIA B COYETAHUN CO Creuu-
(hMYeCcKOM TrUCTONOTUYECKOW KApPTUHOM M UMMYHOTMCTOXMMU-
yeckumu npusHakamu B Guontate (3kcnpeccueir CD68, CD13,
$100, naHrepuHa, CD1a, CD163).

MauneHTka A. Haxogunach NoA HabnogeHuem B OTAENEHUM
naronorun HoopoxpaeHHbix N2 2 TBY3 Pb «lopopckas pet-
ckas knuHuyeckas GonbHuua Ne 17» (FBY3 Pb «IKB N2 17»)
(r. Yoba) B TeueHne 21 KOWKO-AHA C HanpaBUTENbHbIM [UarHo-
30M: BpoxOeHHAs NnHeBMOHUS HeymoOYHeHHas, ocmpoe medye-
Hue, cpedHell cmeneHu msx)ecmu, OblXamenbHas Hedocmamoy-
Hocmb ([H) I cmenenu.

OCHOBHOW KOMOMHMPOBAHHbIA KIMHUYECKUA [MATHO3:
1. TKJl. 2. BpoxOdeHHas nHesBMOHUSA HeymOYHEeHHAs, ocmpoe
meyveHue, cpeoHel cmeneHu msaxecmu, [H I cmeneHu.
Conymcmsyrowue 3a6ones8aHus: yepebpansHas uwemus I cme-
nexu, nodocmpslli nepuod, CUHOPOM MOHYCHbIX HapyweHud.
PoHoBaA pemuHonamus U pemuHasbHsle cocyoucmsie u3meHe-
HusA. ®yHKYUOHUpYOWUL omKpsIMbIli apmepuanbHbIli NPOMOK.
Manas aHomanus passumus cepoya — OMKpsIMoe 08aJbHOE
OKHO, DONOJIHUMENIbHASA X0pOa 1eB020 xenydoyka. [eduyumHas
aHemus cpedHeli cmeneHu maxecmu.

AHaMHe3 }KU3HU. PeGeHOK poanncs ot 3-it 6epeMeHHOCTH,
NPOTEKaBILEH Y KEHWMUHbl C OTATOWEHHBIM AKYLWEePCKO-ru-
HEKONOrnyecKUM aHamHe3oM Ha (GoHe fedULUTHON aHemuu,
OPBW, 060CTpeHUs XpPOHWUYECKOTO racTpuTa, paccTpoicTea
BEreTaTUBHOW HEPBHOW CUCTEMbl, NOpa)keHus 6GeapeHHOro
HepBa cnpaBa, (HhM3MONOrMYECKOro CUMHAPOMA runepkoary-
nAuun (HasHayeH Aunupupamon), o60CTPEHUA XPOHUYECKOIA
UHdEKLNM, BbI3BAHHON BUPYCOM repneca 1-ro, 2-ro, 5-ro Tunos
(MHdeKuUs nposBnANach BbICHINAHUAMW Ha rybax; Tepanus
He NMpoBOAMNACH).

Poabl Obinn BTOpbIMUM, Ha cpoke 39-40 Hepenb GepemeH-
HOCTW; pebGeHOK pOAMICS Yepe3 ecTeCTBEHHble POAOBbIE MyTH
npu nepefHemM BUAe 3aTbIOYHOrO NMpeanexaHus. Macca Tena
[0eBOYKM Npu poxaeHun — 3390 1, annHa Tena — 52 cM, OKpyX-
HOCTb ro10Bbl — 33 CM, OKPYXXHOCTb FpyAHOM KneTkn — 33 cm;
OLeHKa coCcTosHMA no Wwkane Anrap — 7/7 6annos. C poxpaeHus
Ha KoXe Bcero Tena pebeHka Habnofanachk Chifnb remopparu-
4ecKoro xapakrepa.

B nepuop HaxoxpeHWs [eBOYKM B POAUILHOM AOME Npo-
BefleHbl peHTreHorpadus OpraHoB rpymHOW KNeTKW, o6wWuii
aHann3 KpoBM, Koarynorpamma, Tpomboanactorpamma, mccre-
LOBaHWE KPOBM HAa CTepUNbHOCTb. Mo pe3ynsTataMm 0630pHOM
peHTreHorpacduu opraHoB rpyaHoi knetku ot 07.09.2018 r.
BbIABJIEHbl MENIKME 0Yaru MHPUALTPALMM B NPUKOPHEBON 30HE

JlyHaes Hpui KoHcmaHmuHoBuY — B8pay-HeoHamosnoz omoeneHus namono2uu HoBopoxoeHHsix No 2 [bY3 Pb «[[]JKb Ne 17». 450065, Poccus,
Pecnybnuka bawkopmocmat, 2. Yga, yn. C80600bl, 0. 29. E-mail: opn2.gdkb17 @yandex.ru

TuxoHosa Viputa BacunsesHa — 3asedytowsas omoesneHuem namosozuu HogopoxdeHHsix Ne 2 [6Y3 Pb «[[JKb Ne 17». 450065, Poccus, Pecny6bauka
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CnpaBa, AMarHocTMpoBaHa NHEBMOHUA, MO NOBOAY KOTOPOi
OCyLiecTBAANACL aHTUOAKTEpUANbHAS, AHTUreMopparuyeckas,
MMMYHO3aMeCcTUTeNbHAsA U MHDY3NOHHAA Tepanus.

Ha 4-e cyTku %u3HU pebeHOK nepeBefeH B OTAENEHWE NaTo-
noruun HosopoxaeHHbix N2 2 TBY3 Pb «IIKB N° 17» gnsa panb-
Heillwero obcnefoBaHUs U NeveHus.

MNepBUYHBIA OCMOTP B OTAENEHUM NATONIOrMN HOBO-
poxpaeHHbix N2 2 TBY3 Pb «IAIKb N2 17». Temnepartypa
Tena — 36,5 °C. O6uee cocTosHMe U CaMOYyBCTBUE pebeHKa
Ha MOMEHT 0CMOTPa — CPefHeil cTeneHu Taxectu. MonoxeHne
akTuBHoe. KpuK rpomkuii. Peakuus Ha OCMOTP COXpaHeHa.
masa oTkpbiBaeT, B30p (hMKCMPYET, KPaTKOBPEMEHHO npocne-
XuBaert 3a npeameToM. PoTopeakuyms xueas, D =S. Macca Tena
npu noctynieHun — 3254 r, onHa Tena — 53 CM, OKpPyX-
HOCTb TPYAHOI KneTkn — 33 cM. TenocnoxeHue npaBuibHoe.
YnoBneTBOpUTENbHOO NUTaHMA. NOAKOXHO-XMPOBOIA CNO pas-
BUT paBHOMEpPHO. Typrop 1 31aCTUYHOCTb TKAHEN COXPaHeHbI.
OtekoB HeT. OKpPYXHOCTb ronoBbl — 34 CM, T0/10Ba OKpYMoii
topmbl, 6oONbWOIN pofHUYOK WMeeT pa3mepbl 2,0 x 2,5 cM,
He HanpsaxeH. YepenHble WBbl COMKHYTbI.

KoXHble MOKPOBbI CYOUKTEPUUHBIE C CEPOBATLIM OTTEHKOM,
YMEpEeHHO BbIPaXX€H MPaMOPHbIA PUCYHOK. Ha Koxe ronosbl,
Anua, TyN0BUILA, KOHEYHOCTEN, BKIOYAsA CTOMbI, neTexuanbHas
1 MENKONATHUCTasA reMopparnyeckas Colfb, B LLeHTPe HEKOTOPbIX
MENKOMATHUCTbIX 3EMEHTOB KOXa M3MeHeHa Mo TUNY BCKPbIB-
wuxcs nyctyn (puc. 1). B 3atbinoyHoit obnactm — remopparu-
yeckas Kopouka auameTpom He Gonee 0,3 cm. KpoBousnusHue
B ckNepbl. Cnn3ucTble 060104KM NONOCTU PTa yUCTbie. Ha BHYT-
peHHell NOBEpXHOCTW 2-i hanaHru 4-ro nanblia NeBoW KUCTH
ny3bipb AMaMeTpoMm He 6osee 0,4 CM C MYTHbIM COMEPKMUMbIM,
KOXa BOKPYr My3blps 6€3 NpU3HAKOB BOCNANEHMS.

Yactota ApbixaTenbHblX ABWMXEHWI — 60 B MUHYTY. [pyaHas
KNneTKa B3AyTa, AblXaHWe OCyLLeCTBNAETCA C y4acTUeM BCroMora-
TeNbHOM MYCKYNaTypbl C BTAXEHWEM YCTYNYMBbIX Y4ACTKOB rpya-
HOI1 KNETKM, MeXpebepHbIX NPoMeXyTKOB. MNepropanbHbiii u guc-
TabHblii LMaHo3. NapaBepTebpanbHoe yKOpoueHue NepKyTopHo-
ro NeroYHoro 3Byka. AyCKyNbTaTUBHO onpegensercs ocnabnexue
AbIXaHWA PaBHOMEPHO MO BCEM JIEFOYHbIM MOAM, XPUMOB HET.

YCC — 150 B MuHyTY. paHuLbl cepaua B npeaenax gpusnono-
TMYECKO HOPMbI, TOHbI CEPALA PUTMUYHbIE, YUCTbIE.

YwnBoT B3gyT, fOCTYNEH mybokoit nansnayuu. Nepucranstuka
KMWeYHWKa BbichylWwmMBaeTcs. MeyeHb BbicTynaeT Ha 1 cm u3-nog

Puc. 1. MuoxecrBeHHas merexuaAbHas

U MEAKOIIATHHCTAA ICM()ppﬁl'li"ICCI\"LUI ChbIIIb

y HOBOPOKAeHHOW. Donzo P.M. Danszyaruroi

Kpas peGepHOil Ayru, MMEET 31aCTUYHYI0 KOHCUCTEHLMIO.
CeneseHka He nanbnupyetcs. CTyn KawuleobpasHbliil, MoYenc-
nyckaHue csobogHoe.

MpepBapuUTeNbHbIA OCHOBHOW KOMOWHUPOBAHHBIA AUATHO3:
1. BpoxOeHHas NHeBMOHUA HeYmMOYHeHHas cpedHell cmeneHu
masxecmu, ocmpoe meyeHue, [JH I cmeneru. 2. Mduonamuyeckas
mpomboyumoneHuyeckas nypnypa. Conymcmayiowue 3a601e8a-
Hus: HeoHamansHas xenmyxa HeymoyHeHHas. HeoHamansHas
UHGeKUUS KOXHbIX NOKPoBo8. LlepebpansHas uwemus II cmene-
HU, CUHOPOM MOHYCHbIX HapyweHul, ocmpslil nepuod.

Bo BBpeMs HaxoxpaeHus pebeHKa B OTAENEHUM MATONOTUM
HoBOpOXAeHHbIX N2 2 TBY3 Pb «[[IKb N2 17» nposeaeHo obcne-
LOBaHue.

B ma6auyax 1, 2 npefcTaBneHsl pesynbrarsl 06wero u 6uoxu-

MUYECKOrO aHaNM30B KPOBM B AUHAMMUKE.
Tabama 1 l
PesyapTater obmiero

AHAAN3Aa KPOBU B AMHAMUKE

MNokasarenu CyTKM OT Ha4yana ne4yeHus
1-e | 3-u | 10-e | 20-e | 30-e
JpuTpouunTsl, 10%2/n 453 | 460 |4,19 [363 |291
[emarokpuT, % 46,6 | 44,7 |436 |374 |269
TemornoGuH, r/n 166 | 166 |143 | 128 |98
JNeitkounTbl, 10°/0 17,6 | 286 |[23,7 |188 |13,6

TpomGouuTbl, 10°/n 282 |383 |[338 |323 |[509
Hentpodunsl, %:

® nanoykoafepHole | 6 11 7 9 7

® cermeHToAAepHble | 57 44 54 45 49
NumdounTel, % 30 32 30 29 28
MoHoumTbl, % 3 8 4 11 10
Jo3nHounbl, % 4 5 5 6 6
CkopocTb ocefaHus 2 4 4 16 20

3pPUTPOLMTOB, MM/ Y

TabAnma 2 l

PesyapTarsl GmOXuMHUECKOrO
aHAAU3a KPOBH B AUHAMHKE

MNokasarenu CyTKM OT Hayana JiedeHus
1-e 3-u

06wwit 6enok r/n 44,6 47,6
AnaHnHamuHoTpaHcdepasa, 11,0 14,1
en/n
AcnaptatamuHoTtpaHcdepasa, | 45,3 26,8
en/n
bunupy6buH obwuit, en/n 150,0 5,5
BunupybuH npamoit, ea/n 4,1 2,5
KpeaTuHuH, MKkMonb/n <180 <180
IMioko3a, MMonb/n 3,92 4,36
MoueBuHa, MMONb/ N 1,31 1,45
Kanuit, mmonb/n 4,32 4,93
Hatpuii, mmonb/n 148,5 139,8
Kanbuuit, Mmonb/n 1,120 1,071
Xnop, MMosib/n 108,6 105,4
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YpoBeHb CPb Ha MOMeHT moctynneHus coctasun 12,0 r/n,
Ha 14-e CyTKM — He BbIIBNIEH.

lMokasatenu Koarynorpammbl: NpoTPOMOMHOBOE BpemMs —
13,4%, npoTpoMOMHOBLIA MHAeKC — 102,7%, TpomGuUHOBOE
BpemMs — 17,6%, pacTBopuMble h1OPUH-MOHOMEPHbIE KOMMNEK-
Cbl OTCYTCTBYIOT, aKTUBMPOBAHHOE MapuuanbHoe TpombGonnac-
Tuyeckoe Bpems — 37,9 ¢, MHO — 1,01, yposeHb thubpuHore-
Ha — 3,5 r/n.

Pesynbtathl 0bwero aHanusa moun (OAM) npu noctynne-
HWU: MOYa CBETNO-XeNnTas, MyTHas, yAenbHbll Bec — 1004,
peakuus HeiTpanbHas, OeNOK OTCYTCTBYET, 3PUTPOLUTEI —
1-0-1 B none 3peHus, 6akTepun — B HeOGONbIIOM KONMYECTBE,
NedKOLNTbI OTCYTCTBYIOT, KNETKM 3NUTENUs — B 6ONbLIOM
Konuyecrse.

Pe3ynbratel OAM Ha MOMEHT NepeBOAa: MOYa CBETIO-XKeNTas,
npo3payHas, yaenbHbll Bec — 1010, peakuua HemTpanbHas,
6enoK OTCYTCTBYeT, 3puUTpouuTel —2-1-2 B Moje 3peHus,
GaKTepuUM OTCYTCTBYIOT, NeikouuTel — 2—1-3 B noje 3peHus,
KNEeTKN 3NUTeNna — eAnHNYHbIe B NOJe 3peHus.

Mo paHHbLIM GaKTEpUONOrMyeckoro mnoceea M3 rnas,
Hoca oOHapyxeH Staphylococcus haemolyticus, He o6GHapy-
EH pe3UCTeHTHbIN K MeTuumnnuHy Staphylococcus aureus.
Mpu 6GaKTepuonorMyeckoM MOCEBE U3 MYyMNOYHOW paHKK
MWKPOOpraHu3Mbl He HaiifeHbl. CornacHo pesynbTatam Gak-
TEPMONOrNYECKOro NMOCEBA W3 3NEMEHTOB HA KOXe BblfBEHbI
Staphylococcus epidermidis, pe3uCTEHTHbIA K MeTULUANUHY
S.aureus. TNpu aHanu3e Kana ycnoBHO-NaToreHHasa MUKpodo-
pa He 06HapyxeHa.

Mpwn peHTreHorpadumn rpynHoit KNeTKW B NPAMON NpOeKLUK
(Ha 14-e CYyTKM C MOMEHTA NOCTYMIEHUS) B BEPTUKANIbHOM NMOJI0-
JKEHWM 3aperucTpupoBaHa MONOXKWUTENbHAA JMHAMMKA: 04aro-
BbIX TEHEN HET, NPO3pPayHOCTb JIErOYHbIX NONeld paBHOMepHas,
HabntofaeTcs oboraweHne U CryleHue NeroYHoro pUCYHKa
B MeAWaNbHbIX 30HaxX NeroyHblx nonei. CuHycbl nnespsbl npocne-
XWUBAIOTCA, CBOOOAHbI.

Mpu KT opraHoB rpyaHOW NOMOCTU BbISBAEHbI MPU3HAKM
ABYCTOPOHHUX [UCCEMUHNPOBAHHBIX CETYATO-Y3ENKOBbIX U Mef-
KOKMCTO3HbIX U3MEHEHWI B NErKux.

Mpwn KT ronoBHOro mMo3ra oyaru Natonornyeckn N3MeHeHHo
TKaHW He HalgeHbl. CpeAnHHbIE CTPYKTYpbl MO3ra He CMelle-
Hbl. CybapaxHoupanbHble NPOCTPAHCTBA YMEPEHHO PacLUMPeHbl.
KocTHas LenocTHOCTb He HapyweHa. MHeBMaTu3aums nupamug
BUCOYHbIX KOCTEN M COCLLEBUIHBIX OTPOCTKOB He CHUXKeHa.

Mpu Y3 opraHoB 6pioWwHON MONOCTU M 3a6PIOWKUHHOTO
MPOCTPAHCTBA BbIABNEHbI NPU3HAKN LUPPY3HbIX W3MEHEHMI
napeHxuMbl MoYeK, Npu HeilpocoHorpathum — npusHaku Lepeb-
panbHoOil UWeMUK, NEPUBEHTPUKYNAPHASA NleilkoManaLua B 106-
HO-BMCOYHbIX 00/M1acTAX, ABYXKaMepHas KWUCTa COCYAMCTOrO
CneTeHunsa cnesa.

DaHuble 3KI: cuHycosbit putm, YCC — 120 B MuUHyTy.
JneKkTpuyeckaa ocCb CepAlua pacnojoXeHa BepTUKanbHO.
Henonvas 610kaga npaBoit HOXKM nyyka [Mca. HapyweHus
MeTabonMyecKnx NpoLEeccoB B MUOKapse.

JaHHbie 3xoKl: oTKpeIToe o0BanbHOE OKHO pa3MepomM
0,37 cm. OTKpbITbI apTepuanbHbId NpoTok pa3mepom 0,1 cMm.
[lononHutenbHas xopAa NeBoro Xenyfaouka.

3a BpeMms HaxOXAeHW: B OTAENEHNMU NAaTONOTUN HOBOPOXKAEH-
Hbix N2 2 TBY3 Pb «I[IKB N2 17» pe6eHoK Gbl1 NPOKOHCYNLTUPO-
BaH JEeTCKUM XUPYProM-OHKOJI0TOM, FeMaToNoroM, MeANLMHCKUM
reHeTMKoM, MHMEKLUOHUCTOM, Oo(hTanbMONOrOM, HEBPOJIOTOM,
[EepMaTooroM, anieprosorom.

Mopxon Kk puddepeHuynansHomy pauardosy [KJT onpepe-
nAeTca NoKanusauueit NopaxKeHus W pacnpoCTPaHEHHOCTbio

npouecca. B xope anddepeHumanbHoit AMArHOCTUKK fepma-
TONIOT, ANNEprosior, remarofNor MCKAKYUAN Taxensle (QopMbl
aToNMYecKoro fiepMatuTa, reHepann3oBaHHble nepuHaTanbHble
MHPEKLUMN CO CXOXKMMMU KOXHBIMW CUMNTOMamu. VM3meHeHus
CO CTOPOHbI OMOPHO-ABUTATENbHOrO annapara B BUAe 0CTeO0Nu-
TUYECKMX 04YAroB, KOTOPbIE MO GbiTb BbI3BAHbI OMYyXO/EBOI
uHbunbTpaumeit (nMmcbomoit), KocTHbIM TybepKyne3om, ocTeo-
MWUENUTOM, TUM(AHTMOMATO30M BObl UCKMIOYEHBI B XOfE KOH-
CynbTaLMmu AeTCKOro XMpypra-oHKoaora u remarosiora.

XapakTep BbiCbINaHWI Ha Koxe 6e3 MoNoXUTENbHON AWHa-
MUKW Ha (OHe neyeHusn, BoiasneHHble npu KT opraHoB rpya-
HOW NONOCTU NMPU3HAKM [BYCTOPOHHUX AUCCEMUHUPOBAHHbIX
CeTyaTo-y3eNKOBbIX U MENKOKUCTO3HbIX U3MEHEHWUN B Nerkux
no3BonuaAn npepnonoxute Hanuune KJT ¢ MynbTUCMCTEMHBIM
nopaxeHueM, 4To noTpe6oBano NpOBEAEHWUS OGUONCUM KOXU
C FUCTONOTUYECKUM UcCNefoBaHneM. be3 pesynstatoB Guoncuu
amardo3 TKJT He MoxeT 6biTb BepuduunMpoBaH W Tepanus
He MOXeT ObiTb Ha3HayeHa. Kpome Toro, ToyHas BepuduKaLus
AnarHo3a 6bina HeobxoaMMa o1 UCKTIYEHUA CUCTEMHBIX NPO-
ABNEHUI remodaroynMTapHoro nMmMporncTuounTo3a, 0CTporo
neko3sa, cuHapoma Buckotrra — Ongpuva.

Ha 25-e cyTku BBMAY OTCYTCTBUA MONOXUTENbHOW SUHAMU-
KM KOXHbIX BbICBINAHUA HAa OHe NevyeHns, a TakKe COMHEHUN
B [0CTOBEPHOCTM [AMarHo3a MAWONaTUYecKoi TpomboLuTO-
NeHUYeCcKoi nypnypbl MO pelWeHW0 KOHCMAMYMa B COCTa-
Be [JETCKOro XWpypra-oHKO/iOra, remaronora, MeauLMHCKO-
ro reHeTuka, fepmarosnora, aanepronora 6bina BbINOJAHEHA
Guoncus Koxu.

C Haubonee BeposTHbIM auarHosom [KJ1 ¢ nopaxeHuem
KOXM (M, BO3MOXHO, C CUCTEMHBIMW MOPaXKeHusmu) Guon-
TaTbl OTNpaBUAM Ha uccnefnoBaHne B OTBY «HauuoHanbHbIN
MeOULUUHCKUNA WCCNefoBaTeNbCKUN LEHTP [eTCKOW remaro-
NOTUKU, OHKONOTUW U UMMyHOnOrMM uM. [imutpua Porayesa»
MwuH3ppasa Poccuu (r. Mocksa).

Pe3ynbTaThl rMCTONOrMYECKOro WCCiefoBaHUA 6MONTATOB
(Menknx GparMeHTOB KOXW): B [epMe C pacnpocTpaHeHu-
eM B 3MUEPMUC BbIABAEHO CKOMNEHWE KPYMHbIX KAETOK C
06MNbHON 303MHOMUABHOM LMUTONNA3MOMN, KPYMHBIM SAPOM;
B HEKOTOPbIX K/JeTKax OTMe4yaloTCs MpOfOJbHble BbIPe3KU.
Mpn MMMYHOTMCTOXMMUYECKOM MCCAE[OBAaHUN YCTaHOBAe-
HO, 4TO KneTku 3kcnpeccupyoTr CD68, CD13, S100, naHre-
puH, CD1a, CD163. Habntogaetcs peakTuBHas MHGUAbTPaLMUs
gepmbl n anupepmuca CD3-nonoxutenbHeiMuM numbouuTamu.
3aknioyenue: TKJ1 HnE:3; THC: CD13, CD163, CD1a, CD3, CD6S,
Langerin, S100.

PelweHnem KoHcMAMyMa MO COMNACOBAHMIO C 3aBEAYOLUMY
reMaToNlorMyeckUM U OHKONOTUYECKUM OTAENEHUAMU pebeHoK
6bin nepeseneH B bY3 Pb «PecnybnukaHckas getckas KnuHu-
yeckas OonbHuua» (r. Yoa) ans pansHeiwero obcnefoBaHus
1 neyeHus.

Ha momeHT nepeBofga oblee cocTosHue pebeHka — cpep-
Hell TAXecTW. BckapmauBaHue wuckyccTBeHHoe (MOOYHAs
cmecb Hav OnTunpo 120 mn 7 pa3 B cyTku). KoxHble NOKPOBbI
6nepHo-po3oBoro useta. C MomeHTa npebbiBaHWA B CTauuo-
Hape 4acTb 371eMeHTOB pa3pelwwnnacb. CoxpaHanucb auccemu-
HWUPOBaHHbIE BbICbINAHWSA HA KOXe TYIOBULLA, KOHEYHOCTel,
BOJIOCUCTON 4acCTK TONOBbI B BUWAE pa3pellatowwenca NATHU-
CTO-Nanyne3Ho CbiNW CUHIOWHO-PO30BON M TMNEPNUrMEHTU-
POBAHHOI OKpacku C lWenylweHneMm. Ha oTpenbHbIX 3feMeH-
Tax MMEeNUCb CEpO3HO-reMopparMyeckne KOPOYKM pasmMepomM
1-8 MM. Ha napoHsax v nogowsax Ha oHe yBAAawLWel cbinu
HabNAannCh CBEXUe reMopparuyeckue BbIChINAHWUA pa3me-
pom 1-2 mm (puc. 2).
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Puc. 2. MuoO)ecTBeHHAA TEMOPPAIITIECKAS CHIITb
ma koske crorr (A), aapouu (B). Qonzo P.M. Daiisysauroi

3AKJIIOYEHUE

HecmoTps Ha 3h(heKTUBHOCTb COBPEMEHHBIX NPOTOKOOB Neye-
HUA ructuounToza u3 knetok JlaHrepranca ([KJ), ocraer-
CA aKTyanbHOIi mpobnemMa ero CBOEBPEMEHHOW AWArHOCTUKM.
Kl — poBonbHO pepko BCTpeyawlwWwasca Natonorus, KAuHW-
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