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NEPBUYHbIA TEMOG®ATOUUTAPHBIN AUMPOTNMCTUOLUTOS
Y HOBOPOXAEHHOIO PEBEHKA

Pe3ztome. B cmamve npedcmagnenvt danHvle KAUHUYECK020 HAOAI00eHUs 2eMOPa0UUmMapHo20 AUMPOLUCIIUOYU-
mo3a y HOBOPOICOEHHO20 PEOEHKA, OCAOICHEHHO20 CHOHMAHHbIM PA3PbleoM ceaeseniu. O0Cyucoaomest 60npochl
duaznocmuiu co2aacho pexomendayusm Mexcoynapoono2o oowecmea no uyueHuio 2UcmuoUyUmapHsx 3a6o1e-

sanuil (Histocyte Society, 2004).

Karouesvte caosa: demu, eemoghacoyumaprulii Aumpocucmuoyumos, OuaeHOCMuKa.

IIpmxn3HeHHAsS TMarHOCTUKA TeMOodaronuTapHoro
Jumpoructuosa (I'JIT') npencrabisieT OOJbIIYIO pea-
KocTb. BriepBbie 310 3a6osieBaHue onucaHo J. Farquhar
n A. Chaireaux B 1952 1. y AByX meTeil ogHOU CeMbH
(MajpuMKa W IEBOYKM) B Bo3pacTe 9 Hemedb C IIpH-
3HaKaM{ TeNaTOCIICHOMETaJuu, IAaHUIUTOICHUU U
JMMQOUTHBIX «pa3Ma3aHHBIX» KJIETOK B nepudepuye-
CKOIl KpoBHU. B pmanbHeiillieM TMOSIBUIUCH COOOILIEHUS
McMahon (1963) u Bell (1968), B KOTOPbIX OMUCHIBA-
I0TCS cllydau 3a00JieBaHMS y JeTeit B Bo3pacTe oT 9 He-
nenab 1o 10 MecsieB ¢ BbIpaK€HHOW aHEMUEH, JIMXO-
PaaKou, pe3KO BBIPAXXEHHOW TeraToCIJIEHOMErajJuen
¥ He3HauMTeNIbHOI nuMdaneHomnatneit. B mepudepn-
YeCKOM KPOBU 3THUX ACTeil HAOIIOAATNCHh TeMOINTIIC-
CKasl aHeMUSI C TIOJMXPOMAa3Meil, pEeTUKYJIOLMTO30M,
HOpMoOOJIacTaMM, yMepeHHast HEMTPOTIeHUS U TPOMOO-
LHUTOIeHUs. B MuenorpamMmMe oTMedyeHa 3pUTPOMIHAS
TUIIePIUIa3Ks C YMEHbIIEHUEM MUEJIOMIHOIO U MeTraka-
PUOLIMTAPHOIO POCTKOB, 00JbllMe 0a30(UIbHBIE 9PU-
TpoarolUTUPyOUIMe TUCTUOLUTHI, IOIJOLIA0IIe
HOPMOOJIaCTHI Ha BCEX CTAIUSIX CO3PEBAHMSI.

CorracHo COBpeMEHHOM KitlacCuUKAIMN TJIaBHbIE
GOPMEI IETCKOTO TUCTOLIMTO3a CTPYIIIIUPOBAHEI B TPU
KJacca.

I knacc:

— TUCTOLIMTO3 U3 KJIeTOK JlaHTrepraHca;

— IOBEHUJIbHASI KCAaHTOTpaHyJeMa.

II xnacc:

— reMoarouTapHblii TMMGOTUCTOLIUTO3;

— CHMHYC-TUCTHUOIIMTO3 C MAaCCUBHOU JuMdaneHo-
naTuen.

11T xnacc:

— 3JIOKaYeCTBEHHBIC OITYXOJIM KPOBETBOPEHMUSI;

— MOHOUUTAPHAS JIEUKOTNIEHUS

— 3JI0KaYeCTBEHHbBIC TMCTHUOLIUTO3HI;

— OMYXOJU, CBSI3aHHbIE C MATOJIOrMel Makpoharon
(mIucceMUHUPOBAHHbBIC WU JIOKATU3MPOBAHHbIE).

I'emodarounTapHblii  TUM@POTMCTUOLIMTO3 OTHO-
curcs ko Il kimaccy rMCTHOLMTO30B. DTO ayTOCOMHO-
pelieccuBHOE 3abojieBaHMe. YacToTa BCTpEeYaeMOCTH
(1o 3apy6exHbIM coobieHusiM) coctasiser 1 : 50 000
HOBOpOXAeHHBIX. CumTator, uyto npuuuHoit ['JII' aB-
JISIIOTCSI HApYIICHUS PeTYSIUKA KJISTOUHOTO UMMYHM-
TeTa C HapylIeHUEM IIUTOTOKCUYECKON aKTMBHOCTHU
T-numbouToB U QYHKUMU HATypaJbHBIX KUJJIEPOB
(NK-kneTok).

ITpu I'JIT mporicxomuT nepcrucTUpyroast uU30bITOUHAasT
aKTHBAlLMsI aHTUTEHITPE3CHTUPYIOIINX KIETOK (MaKpo-
daroB) mMTOKMHAMM, KOTOpBIe Tpomyuupytorcss CH8*
T-xneTkamu, r1aBHBIM oopazom IFN-y, IL-2, IL-12.

YcraHoB/IEHO, UTO BaXKHASI POJIb HAPSIMy C OPYTUMU
akTopaMy B PETYJSALIMU LIMTOTOKCUYECKOTO ICHCTBUS
JIMMGOIMTOB MPUHAIEKUT riepdopuHy. SBISSICH OTHUM
13 3(pHEKTOPOB LIMTOTOKCUYHOCTU JIUMGOLIUTOB, repdo-
PUH-0EIOK CITOCOOCTBYET OOpPA30BaHUIO TTIOP B MEMOpaHe
KJIETOK-MMILIEHEN U COBMECTHO C TpaH3uMoM B (cemeii-
CTBO CEPMHOBBIX IMPOTea3) MHAYLIMPYET 3alporpaMMu-
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POBaHHYIO CMepTh KiIeToK (amonTo3). Takum obpasoM,
nepdopuH peanusyeT HUTOTOKCUYECKOe NEHCTBUE JIUM-
(hOLIMTOB MPY BPOXKACHHOM M alaliTUBHOM UMMYHUTETE.

Hedunut nepdoprHa, CBI3aHHBIM ¢ MUCCEHC-MY-
Talueit ero KOAMPYIOIIEro reHa, 00ycIOBIeH BbIpaOOT-
KO HETIOJTHBIX TN00 HE(YHKIITMOHATBHBIX TIOJTATICTITH -
JIOB Ha pUOOCOMaXx.

Ilpn cemeiinom [IJII' HaGmomaroTcs pas3inuyHbIE
BapUaHThl MyTalluM reHa nepgopuHa. MoJeKyIsipHO-
TeHETUYECKMMM MCCJICIOBAaHUSIMU B TTOCJIEAHEe BpeMs
YCTaHOBJIEHA JOKAJIM3alMsl YeThIpeX T€HOB, MyTallUu
kotopbix puBoaaT K I'JIT' (xpomocomer 10, 17, 6, 19).
ITo naHHBIM POCCUICKUX T€HETUKOB, HanboJiee yacTble
MMCCEHC-MYTalluM TeHa nephopruHa YCTAaHOBJICHBI ITPU
CIJIT B 17-i1 XxpoMocoMe.

JInarHoctuka. JlmarHoctuka 3a0ojieBaHUS Mpe-
CTaBJISIeT onpeaesieHHble TpyaHoct. Knunnvecku [JIT
MaHMMECTUPYET YIOPHOM JTMXOPATKOM, CIIJICHOMETa-
JIME, TernaToMerajueil, UHOTJa — KOXHOM ChINbIO,
JKEJTYXOM, OTeKaMu, KPOBOTOUMBOCThIO. B KimHuye-
CKOM aHajiu3e KPOBU: CHUKEHUE KOJUUYECTBA SPUTPO-
LIUTOB, TEMOTJI00MHA, TPOMOOLIMTOB U JICHKOILIMTOB.

HuarHoctuka [IJII' moskHa OGasupoBaTbcsl Ha 8
KPUTEPUSIX, TIPEUTOKEHHBIX MeXTyHapOIHbIM OOIIe-
CTBOM TI0 M3YyYEHMIO THCTHOLMUTAPHBIX 3a00JIeBaHUI
(Histiocyte Society, 2004):

— nuxopaznka > 38,5 °C 6onee 7 gHeir;

— CcIuleHoMerajaust > 3 c¢M HUXe Kpasi pebepHOoi
IYTU, IUTOTICHUS > B 2 IMHUSIX;

— remorioouH < 90 r/a, Tpomo6oruThl < 100 x 107,
HetTpodus < 1 x 107

— runeprpuriulepuneMust > 2,0 MMOJIb/J1, TUTIO-
¢udbpuHorenemus < 1,5 1/x;

— ¢epputuH > 500 MKr/1;

— CI25>2,500 En/n;

— CHIDXeHue akTuBHOCTU NK-KieTok;

— reModaroiuTo3 B KOCTHOM MO3re, TuMboy3iax.

Hns ycraHoBieHusi auarHosza I[JITT HeoOGxoaumo
Hajuyue 5 u3 8 KkputepreB. [IuarHo3 MepBUYHOIO Ce-
MEWHOro (TreHeTu4yecKu aeTepMuHupoBaHHoro) [JIT
TpeOyeT MOATBEPKACHUST MOJIEKYJISIPHO-TeHETUIECKUM
aHAJIN30M.

B sneyenuu I'JIT" ucnonw3yercss KOMOMHUPOBAHHAS
MMMYHOCYIIPECCUBHASI XUMHOTEPAIus ¢ BKIOYCHUEM
JleKcaMeTa30Ha, 3TOMOo3ujJa, LUKIocnopuHa A (mpo-
TokoJ eueHust HLH-2004). Bcem naimeHTam ¢ goka-
3aHHBIM TIEPBUYHBIM TeMOGarouuTapHbIM JUMOOTH-
CTHUOLIMTO30M TMOKa3aHa aJUIOreHHasi TpaHCIUIaHTALIMS
CTBOJIOBBIX KJIETOK KPOBH.

[TpuBoaMM COOGCTBEHHOE KJIMHUYECKOE HaOJIone-
Hue I'JIT" cemeiiHOrO TMMA y HOBOPOXIEHHOTO pebeHKa.

Boimucka u3 ucropuu 6os1e3uu 19 214/680 pebenka
I'., 9 nneit

PebGenoxk I'., 9 nHeli, mocTaBlieH MallIMHOW CKOPOU
nomoiu (MCII) u3 paitoHa. 2KanoObl MaTepu: MOBBI-
meHue teMmnepaTypsl 10 39 °C, BbIpaxkeHHOe Oecro-
KoiictBo. boneH cytku. beina BeizBaHa MCII, u pebe-
HoK nocrtasieH B OJJKB Ne 1 r. XappkoBa.

Anammues ucuznu. PedbeHok pomwics oT 11 6epemeH-
HOCTHU, B cpoke recranmuu 37 Hemenb. IlepBast Oepe-

MEHHOCTh 3aKOHYMJIACh POXICHUEM JOHOIIEHHOTO
pebeHKa, KOTOPBIi yMep B Bo3pacTe 1 mecsiia 8 mHeii.
ITaTonoroaHaTOMUYECKUI IMArHO3: BPOXKIAECHHBIM Jieii-
Ko03. JlaHHasg 6epeMeHHOCTb IMpoTeKaja Ha (poHe ypore-
HUTaJIbHOU MHbeKIMK (ypeariazMo3, TapaHepesuies),
MEepUOINYECKUX TeprIeTUYECKUX BBICHIITAaHUI Ha rybax
y Matepu. Poabl caMoCTosITeIbHbIE, POAMICS MaJbuuK
¢ Maccoit 2940 r, qiiuHa Tena — 48 ¢M, OKPY>KHOCTb Io-
JIOBBI — 34 cM, olieHKa 110 1Kaje Anrap — 8—9 6ayos.
[TpunoxeH K rpyau B pozasaje. 3a BpeMsl peObIBaHUS
B MIEpUHATAIIBHOM IIEHTPE COCTOSTHME OCTaBAIOCh YIOB-
JICTBOPUTENIBHBIM. BBITN OTMEUeHBI 3KXMMO3BI Ha KOXE
NpEeaIUIeYnid, KUCTEM U CTOII, BBISIBJIEHO YBEJIMUYCHUE
pa3MepoB TMeueHU Ha 2 CM U ceJIe3eHKU Ha | cM.

I'pynna kpoBu Matepu O(I) Rh-monoxutenbHbIiA.
I'pynna xpoBu pebdenka A(II) Rh-mosoxuTenbHbIA.
BunupyOouH TymoBUHHOM KpoBU — 51,8 MKMOJIB/II.
[Mouacosoii mpupoct — 7,0 MKMOJIb/JI, B HaJIbHEHIIIEM
yepe3 18 wacoB — 91,2 MKMomb/i1, Ha 2-€ CYyTKU —
158 MxMomnb/a (Henpsimoit — 150 MxMonb/m). Ha 4-e
cytku — 167 mxmosnb/n, Ha VI — 135 mMkmonb/n. Pe-
akuusa Kymb6ca otpunarensHasi. beut yctaHoBIIeH aua-
THO3: TeMOJMTUYEeCKasi 00JIe3Hb HOBOPOXICHHBIX 10
cucteme ABO, xentyirHas opma, cpeaHeTsKeI0e Te-
yeHue. [TpoBeneHa ¢pororepanusi.

B kmMHMYecKMX aHaIM3aX KpoBU B 1-€ CYyTKM: 3pU-
Tpouutsl — 5,4 x 1022/n, Hb — 189 r/n, Ht — 54 %,
TpoMOoLIMTHl — 359 x 10°/71, neiikormTer — 12,5 x 10°/11,
HelTpomiel — 26 %, numbonutel — 24 %. ['moko-
3a KpoBH, C-peakTUBHBIN OCJIOK, OOIINiT OEJIOK, ypo-
BeHb aJbOyMMHA, MOYEBOW KUCJIOTHI, XOJECTepUHA,
aMmIasbl, JIAKTAaTACTUAPOreHAa3bl, MIEeJTOIHOU (docho-
Ta3bl, KpeaTUHUHA, MarHusl, Kajablius, aJaHMHAMUHO-
tpaHcdepassl  (AJIT), acmapratraMuHOTpaHCdepasbl
(ACT) — B nipeaenax BO3pacTHO HOPMBI.

B nuHaMuke npeObIBaHUS B MEpUHATAIBHOM LIEH-
Tpe XeJTyXa YMEHbIIWIACh, aHaJIU3bl KPOBU OCTaBa-
JIMCh B TIPEJIeIaX HOPMBI.

C yueToMm ceMeiiHOTO aHaMHe3a, HaJIn4usl y peOeH-
Ka XeJITYXd ¥ TeMOPParndeckKoro CUHAPOMa MpOBeIeH
KOHCUJIMYM C YY4acTHEM TeMaToJiora, HeBpOMaToJiora 1
TreHeTUKa. YOeaUTeIbHBIX JTaHHBIX B ITOJIb3Y BPOXKICH-
HBIX 3a00JIeBaHUII KPOBM HE YCTaHOBJICHO. BrimucaH
JIOMOI1 Ha 6-€ CYTKU XXM3HU B YIOBJIECTBOPUTEILHOM CO-
CTOSTHUM.

IIpu moctyrmieHuu B OTAEI€HWEe UHTEHCUBHOU Te-
panuy ¥ peaHuMali HOBOPOXIEHHBIX COCTOSIHUE pe-
OeHKa paclieHEeHO Kak Tskesioe. BeipaskeHbl TpU3HAKN
YTHETEeHUST IeHTpasibHOU HepBHOU cucteMbl (LIHC),
0JIETHOCTh KOXXHBIX TIOKPOBOB C MKTEPUIHBIM OTTEH-
KOM, MUKPOLIMPKY/ISITOPHBIC HApYIICHUS, TeMIlepa-
Typa Tena — 38 °C. @yHKUMS BHEIIHETO ABIXaHUS U
reMoIrHaMUKa CTaOMIbHBI. 2KMBOT B3AYyT, OTEUHOCTH
nepeaHeit OprolIHoNi cTeHKU. [TaabmaTopHO BBISIBIEHBI
renatocrjieHomeranus (meyeHb Ha 3 ¢M, ceje3eHKa Ha
6 cM HIKe Kpasi peOepHOM AyTH), YBEIMYCHUE IICHHBIX,
MOAMBILIIEYHBIX M ITaXOBbIX JUMGbATUYECKUX Y3JI0B
1o 1 cM B quaMerpe. B KilMHMYeCKOM aHau3e KPOBM:
sputporutel — 3,0 x 102/, Hb — 90 r/n, Ht — 27 %,
TpoMOoLMThL — 35 x 10°/11, nevikouutsl — 3,5 x 10°/1,
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HeiTpodmnsl — 20 %, mumdorutel — 79 %, MOHOLIM-
ol — 1 %.

B nunamuxke 3aboJieBaHMSI MpPOrpeccrupoBaa aHe-
mus (Hb — 60—64 r/n), neiikouutorneHuss — 2,4—
3,9 x 10°/1, mumponmros — 82—93 %, TpomboLIUTONE-
Hus — 23—-25x 10°/11.

Pebdenok obcmenmoBan Ha TORCH-komrmieke, pe-
3yJIbTaThl UCCACIOBAHNI OTpHUIIATeIbHBIC. Y MaTepHu B
KpoBu ooHapykeHbI IgG u IgM K ximamuausM, y peoeH-
Ka — marepuHckue IgG K xlaMUIusIM U Tepriecy.

B KoaryinorpaMme BBISIBICHBI TUIOKOATYJISIIIMS,
YIJIMHEHUE BPEMEHU CBEPTHIBAaHUSI KPOBU A0 9 MUH,
CHUXXEHUE MPOTPOMOMHOBOro MHaekca a0 35—40 %,
cHIxeHre puopuHoreHa 1o 0,80 r/im. B cBs3m ¢ sathM
TpeboBaIUCh TPAaHCHY3UU 3aMOPOXKEHHOM MIa3MBbl.

VpoBeHb OuaupyOMHa MOpyU MOOCTYIJIEHUUM —
186,6 MKMOJIB/1  (IPEUMYLIECTBEHHO HEKOHDBIO-
rupoBaHHubiil), AJIT — 3,29 mxmons/n/u, ACT —
3,43 MKMOJIBb/J1/4, YPOBEHB caxapa — 5,4 MMOJIb/JI.

ITo gaHHBIM yJIBTPAa3BYKOBOTO MCCICIOBAHMUS: BbI-
paxkeHa TIenaTOCIJICHOMETalusl, HaJlUuuMue KUIKOCTHU
B OpIOIIHON MOJIOCTH, TEepCUCTUpYollee (eTaibHOe
KpoBooOpalieHue ((pyHKIIMOHUPYIOIIEe OBaJbHOE OT-
BEpCTUE).

Ha Re-rpammMe opraHos IrpyHOM KJIE€TKU BbISBICHA
tumoMeranus Il cT. B nuHaMuke pa3Buiach Moaucer-
MEHTapHasi THEBMOHMUSI.

Ha ocHoBaHuM BBIIIENIEPEYMCICHHBIX XaJlo0b, ce-
MeIHOTO aHaMHe3a U IOTTOJTHUTEIbHBIX UCCIIEIOBAHUIA
BBICTABJIEH TPEIITONIOXUTEIBHBIN TUAarHO3: BPOXKICH-
HbII Jieliko3? BuyTpuyTpoOHas wHbekuus. AHemus.
Tumomeranus Il cr. 'mnokcuuecku-meradoamyeckas
sHIIedanonaTusa (CUHAPOM HapYLICHUs] MBIIICUHOTO
TOHYCAa, BUCLIEPATbHBIX TUCGHYHKIIMIA).

ITpoBeaeHa myHKIIMSI KOCTHOrO Mo3ra. Muenorpam-
Ma BBIMOJIHEHA B JJabopaTopuu KJIMHUKKU «OxmaTner»
(r. KueB). B npenapaTe KOCTHOTO MO3Ta BBISIBJIEHO He-
0OJIBIIIOE KOJMYECTBO KJIETOUHBIX JIEMEHTOB, pasipa-
JKEHUE MMEJIOKapUOIIMTapHOTO POCTKA, CYXeHUE MU-
€JIOTHOTO Y 3PUTPOIIUTAPHOTO POCTKOB, YBETUUEHUE
GJiacTHBIX KJIeTOK 10 10,4 %, enMHUYHbBIE KJIETKU TUIIA
rUCTUOLUTOB (3 %), OTMeuaeTcsl YBeJIMUEHHOE KOJIU-
YEeCTBO MOHOLIMTOB C BBIPAXXKCHHON ILIa3MaTU3alMei
U BaKyOJM3UPOBAHHOM LIMTOILUIA3MOM, IIMPOKOILIA3-
MEHHBIE TUMGOLUTHI € TIa3MaTU3alMeil [IUTOIIa3Mbl.
MerakaproUThl — HEOOJIBIIIOE KOJUUECTBO, MHbIE Oe3
3peJIbIX TPOMOOILIMTOB.

PexoMeHIOBaHO TIPOBOIUTH KOHTPOJIb TeMOTpam-
MBI W JICHKOLIMTOrPaMMBI B IWHAMHUKE, ITOBTOPHOE
ucciieioBaHe MuejgorpaMmbl — 4depe3 10—14 mHeit.
ITpoBomuTh T GepeHIINATBHYIO TNATHOCTUKY MEXKIY
BPOXICHHBIM JIEHKO30M M TIEPBUYHBIM (CEMEHHBIM)
reMoarouTapHbIM JUMOOTUCTUOIIUTO30M.

B cBs131 ¢ 3TUM ObLT CO3BaH KOHCUJIMYM C IIPUBJIE-
YyeHMEM CHELMaTNCTOB: INIaBHBINA nenuatp M3 Ykpa-
WHBI, 3aB. TeMaTOJOTMYECKUM OTAEICHUEM KIMHUKU
«OxmaTtnet», o0JacTHOU remaToJior (T. XapbKoB), 10-
HeHT Kadeapbl MEIWIMHCKOW TEHETUKU XapbKOB-
CKOT0O HAIlMOHAJIBLHOTO MEIUIIMHCKOTO YHUBEPCUTETA,
3aB. Kadeapoil MeTCKOM XUPYPIUU, COTPYIHUKH TICIM-

aTpryecknx Kadermp XapbKOBCKOTO HAIMOHAJIBHOTO
MEIUIIMHCKOTO YHUBEPCUTETA, 3aB. OTIACICHHEM pe-
AHUMALIMM YU UHTEHCUBHOWM TEparivu, JeYyaluid Bpay.
AHanu3 JaHHBIX 00CaeA0BaHUSI 00JBHOIO (CeMEMHBIN
aHaMHe3 — aHeMUsl, JCHKOLMTONEeHUsI, TPOMOOIIUTO-
MEeHUST), PE3YJIbTaTOB MUEJIOTPaMMbl U MCCIEIOBAHUMN
MEIUKO-TeHETUIECKOTO IIeHTpa (ITOBBIIIEHHOE CO-
Jiep>KaHue TPUTIULEPUIOB, (peppuTrHa Oojice YeM B
10 pa3) TO3BOJIMIT TTIOCTABUTD TMArHO3 TeModaronurap-
HOTO JINM(MOTUCTUOIIMTO3a CEMEITHOTO TUTIA.

B cBsa3u ¢ Bepubwmkaumeit nmarHosa IIpoBeIeHa
KOPPEKIIMs ITPOBOIUMOI Teparuy ¢ BKIIOYCHUEM M-
MYHO3aMEeCTUTEJIbHOI Tepanuu 1eKcaMeTa30HOM C I10-
CJIEAYIOLIMM TePeX0J0M K JICUCHUIO COTJIaCHO MpPOTO-
xosy HLH-2004.

3a BpeMmsl TIpeObIBAHMSI B CTallMOHApe COCTOSTHUE
pebeHKa mporpeccuBHO yxyawajioch. Ha 7-ii neHb Ha
(boHe pe3Ko BBIPAKEHHOTO TPOMOOTEMOPPArnyecKoro
CUHIIPOMa Pa3BUJICSI TEMOPPATUIECKUIA IIOK C TTPU3HA-
KaMM BHYTPUOPIOIITHOTO KPOBOTeUeHMS. [{marHocTupo-
BaH CIIOHTaHHBIN pa3pbiB cene3eHKU. Cele3eHKa pas-
Mepom 10 x 6 x 3 cM, Bec — 97 1, KaricyJia yToJIieHHasl,
cepoBaTasl C XKeJTOBaTbiM OTTeHKOM. Ilo BHyTpeHHei
TMOBEPXHOCTH CEJIE36HKU OKOJIO 30HbI BOPOT B CpeaHE
YaCTH UMEETCS ITOIEPEUHBIN IIeTeBUIHBIN pa3phIB Kall-
cyJibl JutnHOM 1,5 cM. TKaHb cene3eHKU MITKO-3J1aCcTUY-
Hasl, Ha pa3pe3e OHOPOIHAsI, TeMHO-KpacHas. [Tynbria
ceJie3eHKU 00pa3yeT yMEPEHHbI IyCTOM KPOBSIHOM CO-
ck00. [TpoBenena crutenakromus (puc. 1, 2).

MWUKpPOCKOTTMYECKHU OTIPEEIISIETCS TyCcTast UH(OWIb-
Tpauusl TKaH! CeJIe3eHKU aKTMBUPOBAHHBIMU MaKpO-
¢aramm ¢ Ipu3HAKaM1 aKTUBHOTO 3pUTPOGaronTosa,
MIPEUMYIIECTBEHHO B 30HE CUHYCOB. B MexXXCHMHYCOBOI1
TKaHU TIPU3HAKKU JUMQPOLUTO3a C TeMo(arouTo30oM
KJIETOK. XapakTep MOP(OIOrndecKUX U3MEeHEHUN Co-
OTBETCTBYET TemModaroiurapHoMy JUM@OTIUCTHUOLIN-
TO3Y.

B mocneonepallmuoHHOM TIEPUONE COCTOSTHUE pe-
OeHKa OCTaBaJIOCh KpaliHe TSKEJIbIM, pa3BUIIach OCTpast
MovyeyHasi HeIOCTaTOYHOCTh (YPOBEHb MOUYEBUHBI —
16,7 mmonb/n, kpeatuHuHa — 0,200 MMOJTb/JI, TIepU-
(bepuueckue otekn, IPOTEUHYPUSI, OJTUTYPUSI).

PucyHok 1. Cene3eHka (Makponpenapar), pa3pbiB
ceJsie3eHKuU (BbiaeJsiIeHo)
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Bunaaok i3 npaktmuku / Case Report

aKTuBHoOro aputpogarountosa; b — numeporncTmno-
LMUTO3 C reMmogaroLTo30M KJ1€TOK

[Tpy HapacTaHWM TIOJMOPTaHHOW HEIOCTaTOYHOCTH
¥ HEKYTMPYEMOTO TPOMOOTEMappOTMUeCKOT0 CHHAPOMA
HacTymnuia ocTaHoBKa 3¢(h(HeKTUBHOTO KPOBOOOPAIIIEHNS,
MPOBOJMMBIEC peaHUMAIIMOHHbBIC MEPOTIPUSATHUS ObUTN He-
a¢pdexkTuBHbI. KOHCTaTHpOBaHa cMepTh peOeHKa.

3AKAIOYUTEABHbIN AUATHO3

OcHOBHOI1: reMoarouTapHblii TUM@POTrUCTUOLIM -
103 ceMeitHoro tuma — C 96.7.

OCJIOXKHEHUS: CIIOHTAaHHBIA pa3pbIB  CENE3EHKMU.
CocTosTHME TIOCNIe OIlepaluy CIuieHSKToMuu. CHH-
JIPOM TIOJTMOPTaHHOM HEZOCTaTOYHOCTH (HEIOCTATOU-
HOCTb ITEYCHOYHAsI, TTOYCTHAsI, KapANOpeCIIMpaTopHasi,
reMopparndeckuii CMHaIpoM). [ mmokcuueckm-meTadbo-
ymaeckoe nopaxeHue LIHC (cuHapoMm yrHeTeHUS MbI-
ILIEYHOTO TOHYCAa, BUCIIEPATbHBIX TUCHYHKIINIT).

CoInyTCTBYIOIIUI AUATrHO3: IBYCTOPOHHSISI TTOJIMCET-
MeHTapHasi nHeBMoHusl. [lepcuctupoBaHue heTaabHO-
ro kpooobpamenus (P00). BropnuHass KapamoMuo-
natus. Tumomeranus Il ct. BoasgHka mpaBoro simyka.

3AaKAOYEeHUe NATOAOroaHOTOMUYECKOro
BCKpPbITUS pebeHka l., 1 mecaua
[1aToAOroaHATOMUYECKUN AUQrHO3

OCHOBHOI1: TeModaronTapHbIii TUMQPOTUCTUOII -
103 — C 96.7. [IpnunHa cMepTH: NOJIMOPraHHAas HElI0-
CTAaTOYHOCTG.

MuKkpocKonuyecku: TreMogarouTapHO-1uMQOru-
CTUOLMTapHast MH(MUIbTPALIMS CEeJIe3€HKU, TIEYeHU, Hall-
TMOYEYHUKOB, CTEHKM XKEeJIyJaKa, MoYeK; oyaroBasi JIMM-
dorucTronuTapHas MHOUILTPALIMS MITKONH MO3TOBOIt
000J104KH, YacTu JIUMGbOY3JIOB; MUEIIOIUCITIIACTUIECKOE
COCTOSTHME KJIETOYHOTO KOCTHOTO Mo3ra. ['enmarocruieHo-
Meranus (Bec rmeyeHn — 260 r, cesie3eHKu — 97 1).

OcnoxXHeHUsI: CIIOHTaHHBINA pa3pblB CEJIE3eHKU C
BHYTPUOPIOIIHBIM KpoBoTeyeHueM. CocTossHue Mocie
BEPXHECPEAMHHOM JTariapoTOMUU, CILIEHIKTOMUM.

I'eMopparvyeckuii CHHAPOM: MAaCCHUBHbIC BHYTpUIIE-
TOYHbIE KPOBOMU3TUSIHUS, OOIIMPHBIE KPOBOUIIUSHUS B
CIM3UCTOI 00O0JIOUKE KeJTyIKa; TePUCUHYCOBBIE ITSITHU -
CTbIe KPOBOM3JTUSTHUS B TBEPJON MO3rOBOI 000JIOUKE.

JIBYCTOPOHHSISI 04aroBasi HEKpOTHYeCcKasl ITHEBMO-
Hus. OTek-HaOyxaHKWe TOJOBHOTO Mo3ra. JIBycTOpoH-
HUI TUAPOTOpaKC, acluT. [ urmorpodus.

IIpencraBieHHOe KIMHUYECKOE HAOMIONEHNE TI0-
MOXKET MPAaKTUKYIOLIUM BpayaM Oosiee TIyOOKO 03HAKO-
MMTbCSI C TaHHOM MaTOJIOTMe y IeTeil paHHEero Bo3pacra.
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"XQPKIBCbKA HALIOHQABHWV MEAMYH YHIBEPCUTET
2K3083 «OAKA N2 1», M. XapkiB

MEPBUHHWUIN FTEMO®ATOLMTAPHUN AIMOOTICTIOLUTO3
Y HOBOHAPOAXEHOT AUTUHM

Pesome. Y craTTi HaBeneHO AaHi KIiHIYHOTO CITOCTEpe-
JKEeHHST reModaroluTapHoro JiM¢oricTionuTo3dy B HOBOHa-
POIKEHOI TUTWHU, YCKJIATHEHOTO CIIOHTAHHUM DPO3PUBOM
cenes3iHku. OOroBOPIOIOTHCA TMUTAHHS MiaTHOCTMKM 3TiITHO
3 peKoMeHAalisIMu MiXXKHapOIHOrO TOBAPUCTBA 3 BUBUEHHS
ricrioumTapHux 3axBoproBaHb (Histiocyte Society, 2004).

KurouoBi cioBa: nitu, remodarouutapHuil JiMdorictionu-
TO3, IiaTHOCTHKA.

Kozhemiaka A.l.", Klymenko V.A.", Kandyba V.P.",
Piontkovska O.V.2, Khalturyna T.A.2, Postnikov A.V.2,
Perkhun M.1.2, Zorya O.A.?

'Kharkiv National Medical University

2MHCI «RSKH N2 1», Kharkiv, Ukraine

PRIMARY HEMOPHAGOCYTIC LYMPHOHISTIOCYTOSIS
IN AN INFANT

Summary. The paper considers the results of a clinical obser-
vation of an infant with hemophagocytic lymphohistiocytosis
complicated with spontaneous splenic rupture. There were dis-
cussed the questions on diagnosis according to Histocyte Soci-
ety, 2004.

Key words: children, hemophagocytic lymphohistiocytosis,
diagnosis.
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