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"XQpbKOBCK HALMOHQABHBIV MEAMLIMHCKUA YHUBEDCUTET
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NEPBUYHbIA TEMOG®ATOUUTAPHBIN AUMPOTNMCTUOLUTOS
Y HOBOPOXAEHHOTIO PEBEHKA

Peszrome. B cmamve npedcmaenenvl 0anHvle KAUHUYECK020 HAOAIO0EHUS 2eMODazoyumapHoeo Aumgoeucmuo-
Yumo3a y Ho80POICOEHHO020 PebeHKa, 0CAONCHEHHO20 CHOHMAHHbIM Pa3pbleom cenezeHku. O6cyrcdervl 60nPoCy
duaeHoCmuKuy co2aacho pexkomenoayuam Mexcoynapoonoeo obujecmea no U3yHeHuro 2UCMUoOUUmMapHsix 3a0o01e-

eanuil (Histiocyte Society, 2004).

Karouesnte caosa: demu, eemoghacoyumapHbulii AumMpocucmuoyumos, OuaesHOCMuKa.

IMpmxn3HeHHAs OUaTHOCTHKA TeMO(arolnTapHO-
ro aumoructuouuroda (I'JII) npeacrasasier 0O0Jb-
Iyl0 peaKkocTb. BriepBplie 3TO 3aboJjieBaHUE OTMCAHO
J. Farquhar u A. Chaireaux B 1952 1. y OByX merteit ox-
HOIT ceMBM (MaJbuMKa 1 IEBOYKHN) B Bo3pacTe 9 Hemenb
¢ IIpM3HAKaMM TeIMaTOCTUICHOMEeTaIuN, TaHIIUTOIICHUI
1 TUMOOMTHBIX «pa3Ma3aHHBIX» KJIETOK B mepudepu-
yecKoit KpoBu. B manbHeiileM MosiBUJINCH COOOILIEHUS
McMahon (1963) u Bell (1968), B KOTOpbIX ONUCHIBA-
I0TCS cllydau 3a00JieBaHMS y JeTeit B Bo3pacTe oT 9 He-
neiab 10 10 MecsiieB ¢ BbIpak€HHON aHEMUEH, JIMXOo-
panKou, pe3Ko BBIPAXEHHOUW TrenaToCIIEHOMETraauei
W He3HauMTedbHOU nuMmdaneHonatueit. B nepudepu-
YeCKOU KPOBU 3THX JAETEl HaOII0MaIuch TeMOJIUTHYC-
CKasl aHeMHUSI C TIOJUXpOMAa3Meil, peTUKYJIOLMTO30M,
HOpMoOOJIacTaMu, YMEpPeHHAasi HEUTPOTIEHUSI U TPOMOO-
LUTOIleHUs. B MuemorpaMmMe oTMEUYeHBI 3pUTPOMIHAS
TUTIePIUTA3KSI C YMEHBIIIEHUEM MUCJIOMIHOTO 1 MeTaKa-
PUOLIMTAPHOTO POCTKOB, OOJIbIINE 0a30(MILHBIE DPU-
Tpo(arolUTUPYIOIIMEe TUCTUOLUTHI, IOIJIOIIAOIINE
HOPMOOJIaCThI Ha BCEX CTAAMSIX CO3PEeBaHUs.

CorjlacHO COBpeMEHHOI KilacCU(UKAIIUU TJIaBHbIC
(GOpPMBI IETCKOI0 TMCTUOLIMTO3a CIPYIITMPOBAaHbI B TPU
KJacca:

I xnacc:

— TMCTHOIIMTO3 U3 KJIeTOK JlaHTepraHca;

— IOBeHUJIbHAsI KCAHTOTpaHyJIeMa;

IT xnacc:

— remoarouTapHbIi TUMOOTUCTHOIINTO3;

— CHHYC-TUCTHOIIMTO3 ¢ MAaCCUBHOI IuUMpaneHo-
MaTUueun;

III xnacc:

— 3JI0KaYeCTBEHHBIC OITyXOJIM KPOBETBOPEHMUSI;

— MOHOIIMTAapHAasH JJEHKOTICHUS;

— 3JI0KaY€CTBEHHBIE TUCTUOIIUTO3HI;

— OITyXOJI1, CBSI3aHHBIE C TIATOJIOTHE MaKpodaron
(IMcceMUHUPOBAHHBIE WY JIOKATM3UPOBAHHBIE).

I'emodarounTapHbiii  TMM@POTUCTUOLIMTO3 OTHO-
curcs Ko Il xkmaccy rMcTHOLMTO30B. DTO ayTOCOMHO-
pelieccuBHOe 3aboseBaHue. YacTora BCTpeyaeMOCTH
(1o 3apy0exxHBIM coobiieHusiM) coctapisgeT 1 : 50 000
HOBOpOXAeHHbIX. CyuTaioT, yrto npuuuHoit ['JIT gaB-
JIAI0TCS HapyLIEHU PEryJsLUUA KJIETOYHOTO UMMYHM-
TeTa C HapylleHUEM IUTOTOKCUYECKON aKTMBHOCTHU
T-nmumbouToB U GYHKUMU HATypajJbHBIX KUJIJIECPOB
(NK-keTok).

ITpu TJIT' mpoucxomuT mnepcUCTUpYIOIIas U30bI-
TOYHAsI aKTUBAIMSI aHTUTEHIIPE3EHTUPYIOIINX KJIETOK
(MakpodaroB) MUTOKWUHAMU, KOTOPBIE TTPOIYIIUPYIOT-
cs1 CD8+ T-kineTkamu, rmaBHBIM o0pa3om IFN-y, 1L-2,
IL-12.

YcTaHOBIEHO, YTO BaxkHAsl pOJib, HAPSIY C IPYTHU-
MU (haKTOpaMu, B PETYISILUMN IIUTOTOKCUIECKOTO Acii-
CTBUS TUMMPOLIMTOB MPUHAIIEXKUT 0Ky rep@opuHy.
SABassice ooHUM U3 3(G(HEKTOPOB LUTOTOKCUUHOCTU
JUM@OLUTOB, TepPOPUH CMOCOOCTBYET 0OpPa30BaAHUIO
Mop B MeMOpaHe KJIETOK-MUIIEHE W COBMECTHO C
rpaH3uMoM B (ceMeiicTBO CepMHOBBIX MPOTEa3) MHIY-
LMPYeT 3aITpOTPpaMMUPOBAHHYIO CMEPTH KJIETOK (aror-
T03). Takum obpa3om, iepoprH pealTn3yeT HUTOTOK-
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CUYecKoe AeiicTBUE JTUMGOLIMTOB MPY BPOXKIACHHOM U
aJalTUBHOM UMMYHUTETE.

Heduuut nepdoprHa, CBI3aHHBII ¢ MUCCEHC-MY-
TalMei ero KOAMpPYIOIIEero reHa, 00ycIOBIeH BbIpaOboT-
KOI HEITOJTHBIX JITN00 He(hYHKIIMOHATBHBIX ITOJTUTICTITH-
JIOB Ha pubOCcOMax.

ITpu cemeiinom I'JIT HaGoga0TC pa3indHbIe Ba-
PHMaHTBEl MyTallMU TeHa IepdopuHa. B MonekyaspHO-
TEHETUYECKNX MCCACHOBAHUAX IIOCICTHETO BPEeMEHU
YCTaHOBJICHA JIOKAJIM3allvs YeThIpeX T€HOB, MyTalllu
koTopbix npuBoadat K IJII' (xpomocomsr 6, 10, 17, 19).
ITo naHHBIM POCCUNCKUX TEeHETUKOB, HaboJIee YacThie
MUCCEHC-MyTallud TeHa MepdopuHa Mpu CeMEHOM
T'JIT yctaHoBsieHbI B 17-i1 XxpoMocoMme.

AnarHoctuka

JuarHocTuka 3a0o0JieBaHUsI TIPEICTaBIIsIeT OIpe/e-
JieHHble TpyaHocTu. Kimmauuecku I'JIT manudectupyer
YIIOPHOW JIMXOPAAKOM, CIUJIEHOMETaJluel, reraroMera-
JIMEeH, NHOTHA — KOXHOM CBITBIO, XXEATYX0M, OTEKaMHU,
KPOBOTOUYMBOCThIO. B KiIMHMYeCKOM aHaau3e KpPOBW:
CHIDXKEHHUE KOJIMYeCTBA SPUTPOIIMTOB, T'eéMOIJIO0MHA,
TPOMOOLIMTOB U JICHKOLIUTOB.

Huarnoctuka I'JIT noykHa 6a3poBaThCs Ha KPUTE-
PUSIX, TPEATOKEHHBIX MEXKAYHAPOIHBIM OOIIIECTBOM IO
M3Y4YeHUMIO TMCTUOLIMTApHbIX 3aboseBaHuit (Histiocyte
Society, 2004):

— nmxopaaka > 38,5 °C > 7 nHeit;

— CIUICHOMETaJivs > 3 CM HIKe Kpasi peOepHOI IyTH;

— IIUTOIICHUS > B 2 TUHUSX;

— remoriobuH < 90 r/m, TpomboruTer < 100 « 107,
HeTpodunasr < 1 « 107

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

— ¢epputuH > 500 MKr/171;

— CD25>2500 En/n;

— cHIXeHue akTuBHOCTU NK-KieTok;

— reMo}aroiuTo3 B KOCTHOM MO3re, TuMboy3iax.

Mg ycranoBneHnus nuardosa IJII' HeoGxoaumo Ha-
J4yre 5 U3 3TUX KpuTepues. JlmarHo3 mepBUYHOTO ce-
MeWHOro (reHeTu4yecKu aeTepMuHupoBaHHoro) [JIT
TpeOyeT MOATBEPKACHUST MOJIEKYJISIPHO-TeHETUIECKUM
aHAJIN30M.

B neyenuu I'JII' ucnosib3dyercsi KOMOMHUPOBAHHAS
MMMYHOCYIIPECCUBHASI XUMHUOTEPANHs ¢ BKIIOYCHUEM
JeKcaMeTa3oHa, 3TOI03Waa, IIUKJIIOoCIopuHa A (TIpo-
tokon JseyeHusa I'JI-2004). Bcem manueHTaM ¢ g0Ka-
3aHHBIM TIEPBUYHBIM TreMO(aroluuTapHbIM JTUMOOT1-
CTUOIIMTO30M ITOKa3aHa aJJIOTeHHasl TpaHCIIaHTalus
CTBOJIOBBIX KJIETOK KPOBH.

ITpuBoauM COOCTBEHHOE KJIMHUYECKOE HaOIroae-
Hue I'JIT cemeiiHOro TUMA y HOBOPOXIEHHOTO pedbeHKa.

Boinucka s uctopum 6oaesHun 19214/680
pebeHkal.

Pe6enok I'., 9 mueit, moctaBnen MCII u3 paiioHa.
XKao6el MaTepu: MOBbBILLIEHUE TemIlepaTyphl 10 39 °C,
BhIpaxkeHHOe OecriokoiicTBo. boneH cyrku. bolna BbI-
3BaHa MallMHa CKOPOii IIOMOILM, U PeOEHOK JOCTaBJIeH
B OJIKDB Ne 1 r. XapbkoBa.

AHQMHE3 XKN3HU

PeGenoxk ponuics ot I 6epeMeHHOCTU, B CPOKE Te-
crauuu 37 Henenb. [TepBast 6epeMeHHOCTb 3aKOHUMIACH
POXIEHWEM JTOHOIIEHHOTO pebeHKa, KOTOPhI yMep B
Bo3pacTe | Mmecsua 8 gHeit. IlaTosoroaHaTOMUYECKUIA
JIMAarHO3: BPOXXAEHHBIN Jieiiko3. JlaHHas 6epeMeHHOCTb
mpoTeKaia Ha (poHe yporeHuTabHOM nHpeKImu (ype-
arrasMo3, TapaHepesuies), IIepUOINIeCKIX repIeTHye-
CKMX BBICBIITAaHMI Ha rybax y Matepu. Poabl camocTo-
ATeJIbHBIE, POAWICS MaJbYMK ¢ Maccoit 2940 r, miuHa
Tesia — 48 cM, OKPY>KHOCTb roI0BbI — 34 ¢M, OlIeHKa 10
mkane Anrap — 8—9 6atoB. [1puioxkeH K rpyau B poi-
3ajie. 3a BpeMsl IpeObIBaHUs B IepUHATaIbHOM IIEHTpE
COCTOSIHME OCTaBajOCh YIOBJIETBOPUTEIbHBIM. bbuin
OTMEUYEHbI SKXMMO3bl Ha KOXE TMPEAIIeYnii, KUCTeH U
CTOTI, BBISIBJICHO YBEJIMUYEHNE pa3MeEPOB ITEYeHU Ha 2 CM
U ceJie3eHKHU Ha | cM.

I'pynmia kpoBu matepu: O(I) Rh-1ronoxxuTenbHbI.
I'pynma kpoBu peGenka: A(Il) Rh-monoxurtenbHBI.
bunupyoun mymoBuHHOUM KpoBu — 51,8 MKMOJB/II.
[MouacoBoit mpupoct — 7,0 MKMOJb/JI, B HaJdbHEi-
meM 4epes 18 ¥ — 91,2 MKMOJIb/J1, Ha 2-€ CYTKU —
158 Mxmonb/a (Henpsimoii 150 mxmonns/). Ha 4-e cyT-
K1 — 167 MKMOJIB/11, Ha 6-¢ — 135 MKMOJIb/J1. Peakius
Kymb6ca orpunatenbHas. bbeul ycTaHOBI€H OMarHos
I'bH 1o cucreme ABO, xentyuHas popma, cpeaHeTs-
KeJyioe TeueHue. [1poBeneHa potoTepanus.

B ximmHMYecKuX aHaiM3ax KpoBU B 1-e CyTKU: apH-
TpouuThl — 5,4 « 102/1, Hb — 189 /1, Ht — 54 %, TpOM-
o6orutel — 359 <« 10°/m, meiikouuter — 12,5 < 10%/1,
HeuTpoduiasl — 26 %, mumdorutel — 24 %. I'mokosa
kpoBu, CPB, obmmii 6e10K, ypOBeHb aTbOyMMUHA, MO-
YeBOM KMCJIOTBI, XoyiectepuHa, amuiassl, JIAL, LD,
kpeatruHuHa, maraus, Ca, AJIT, ACT B npenenax Bo3-
PacTHOM HOPMBI.

B nuHamuke mpeObIBaHUS B MEepUHATATIBLHOM IIEH-
Tpe XeaTyXa YMEHbIIWIAch, aHaJIu3bl KPOBU OCTaBa-
JIUCh B Mpeaeaax HOPMBI.

YuutbiBasg ceMeiHbI aHaMHe3, Haluyue y pebeHKa
KEJITYXH ¥ TeMOPParmieckKoro CHHIpoMa, IPOBEJN KOH-
CUJIMYM C y4acTHUEM TIeMaToJjiora, HeBpOIlaToJiora W Te-
HETUKA. YOeIUTEeIbHBIX TaHHBIX B TIOJIb3Y BPOXKICHHBIX
3a00JIeBaHNIT KPOBM HE yCTAHOBJIEHO. Bbimucan momoi
Ha 6-¢ CYTKU XKM3HU B YIOBJIETBOPUTEIBHOM COCTOSIHUMU.

[Ipu moctymieHnn B OTACICHUE MHTCHCUBHOM Te-
panmuy M peaHMMAallid HOBOPOXIECHHBIX COCTOSHHUE
pebeHKa paclieHeHO KakK TseKenoe. BeipaxkeHbl mpu3Ha-
ku yrHeteHus LHHC, GiemHOCTh KOXHBIX ITOKPOBOB C
UKTEPUYHBIM OTTEHKOM, MUKPOLUPKYJISITOPHBIE HAPY-
1eHus, Temiieparypa teja 38 °C. MyHKIMg BHELITHETO
JIbIXaHUSI U TeMOJWHAMMKa CTaOWIbHBI. 2KMBOT B3IYT,
OTEUHOCTb TIepeIHel OpIoNTHOM cTeHKH. [laxbnaTopHO
BBISIBJIEHA TeraToCTUIeHOMeTa sl (MeYeHb yBeJndeHa
Ha 3 cM, cejle3eHKa — Ha 6 CM HIUKe Kpast peGepHO
IIyTH), YBeJIMUCHUE IICHHBIX, TIOAMBIIICYHBIX U ITaX0-
BBIX IMM(ATUIECKMX y3710B 10 | cM B muamerpe. B kiu-
HUYECKOM aHaJIn3¢ KPOBU: SpUTPOIUTH — 3,0 « 10'%/7,
Hb — 90 r/n, Ht — 27 %, TpomGoLmThl — 35 * 10°/1,
JIEUKOUUTH — 3,5 « 10°/1, Heittpodunsl — 20 %, 1uM-
(ool — 79 %, moHouutel — 1 %.
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B nuHamuke 3abosieBaHUs ~ Iporpeccuponaja
anemuss (Hb 60—64 r/n), neitkoumutoneHus (2,4—
3,9) * 10°/a, numpornros 82—93 %, TpomboLUTONE-
Hus (23—25) « 10%/m.

Pebenok ob6cnemoBan Ha TORCH-komIuteke, pe-
3y/lIbTaThl MCCJIEOBAHUI OTpULIAaTeIbHbIE. Y MaTepu
B KpoBu oOHapyxeHbl [gG u IgM k xmamuausim, y pe-
O6eHka oOHapyxkeHbl MaTepuHckue IgG K xmamMuansim u
reprecy.

B koarynorpaMmme BBISIBJI€HBI TMITOKOATYJISILINS, Vi-
nuHeHue BCK 1o 9 MuH, cHUXXeHUE TPOTPOMOMHOBO-
ro uHaekca 10 35—40 %, cHuxeHne GUOPUHOTEHA 10
0,80 /71, B CBSI3U C 4eM TpeOOBaIMCh TpaHCDY3UM 3a-
MOPOXXEHHOM TIa3MBbl.

VpoBeHb OuaupyOuMHa MOpyU MOOCTYIJIEHUUM —
186,6 MKMOJB/1  (IPEUMYLIECTBEHHO HEKOHDBIO-
rupoBaHHblif). AJIT — 3,29 mxmonb/n/4d, ACT —
3,43 MKMOJb/J1/4, ypOBeHb caxapa — 5,4 MMOJIb/JI.

ITo mannbiM Y3U, BoIpaxeHa remnaTocruieHOMera-
JIVS, HAJTWIME XKUAKOCTU B OPIOIIHOM MTOJIOCTH, TIePCH-
cTupylolee derabHOE KpoBooOpalieHue ((pyHKIHO-
HUpYIOIIEe OBAIbHOE OTBEPCTUE).

Ha Ro-rpamme opraHos IpyaHOM KJIETKY BbISBIEHA
tumomeranus II ct. B nuHaMuke pasBuiach MOJMCET-
MeHTapHas ITHEBMOHUS.

Ha ocHoBaHuM BhIIIETIEPEUNCIEHHBIX Xalo0, ce-
MEITHOTO aHAMHe3a U TOTIOJIHUTEIbHBIX UCCIIEIOBAHUIA
BBICTABJICH TIPEAITOIOXUTCIBHBINA AUArHO3: BPOXICH-
HBI J1eliko3? BHyTpuyTpoOHas MHMEKIMs. AHeMUs.
Tumomeranus Il cr. I'mnmokcuyeckn-meTadboauyeckast
aHLedanonaTus (CUMHAPOM HapyLIEHUs] MbIIIEUHOTO
TOHYCa, BUCLIEpaJIbHBIX TUCHYHKIIN).

IlpoBegeHa mMyHKIMS KOCTHOro mosra. Mue-
JIoTpaMMa  BBITIOJTHEHA B JIaOOpaTopuu  KJIWHUKU
«OXMATIET>» (r. Kues). B nmpenapare KOCTHOTO MO3-
ra BBISIBJICHBI HEOOJIBIIIOE KOJTUIECTBO KIIETOUHBIX DJIe-
MEHTOB, pa3apakeHNe MUEJIOKAPUOIIUTAPHOTO POCTKA,
CY:KeHHE MUEJIOUIHOIO W SPUTPOIIUTAPHOTO POCTKOB,
yBeJnyeHune 01acTHBIX KieTok 10 10,4 %, enuHuYHbBIE
KJIETKM TUTIA TUCTUOLUTOB (3 %), OTMeualoTcsl yBesu-
YEHHOEe KOJMYECTBO MOHOIIMTOB C BhIpa>KEHHOM I1j1a3-
MaTu3alped W BaKyOJM3WPOBAHHOM IUTOILIA3MOM,
IIMPOKOIUIa3MEHHBIC JIMM(MOLIMTHI ¢ TUIa3MaTU3alen
LIUTOIIa3Mbl. MerakapruouThl — HeOOJIbIIIOE KOJIYe-
CTBO, MHBIE O€3 3PEJTBIX TPOMOOITUTOB.

PexomeHIOBaHO ITPOBOANTEL KOHTPOJIb TEMOTPAMMEI
¥ JICUKOLIMTOTPAMMBI B TMHAMMKE, TTOBTOPHOE MCCIIC-
noBaHue MueaorpaMmel yepe3 10—14 naeii. [IpoBoauTh
nuddepeHIMaIbHYI0 IUATHOCTUKY MEXIY BPOXKICH-
HBIM JICHIKO30M U TePBUYHBIM (CEMEMHBIM) reModaro-
LIUTAPHBIM JTUMGOTUCTUOLIMTO30M.

B cBs31 ¢ 9TUM ObLT CO3BaH KOHCWIMYM C IIPUBJIE-
YyeHMEM CIeLMaIuCTOB: 1aBHoro neauatpa M3 Ykpa-
WHBI, 3aB. TeMaTOJOTHUYECCKUM OTICICHUEM KIIMHUKHU
«OXMATIET>», obnactHoro remarosora (r. XapbKoB),
JIoleHTa Kadeapbl MEIUIIMHCKON TeHETUKN XapbhKOB-
CKOT0 HaIIMOHAJIBHOTO MEIUIIMHCKOTO YHHUBEPCHUTETA,
3aB. Kadeapoil JeTCKOi XUpPYypruu, COTPYAHUKOB ITIe-
IuaTpudeckux Kadeap XapbKOBCKOT0 HAIMOHATLHOTO
MEIMIIMHCKOIO YHHMBEPCUTETA, 3aB. OTAEJECHUEM pea-

HUMAalWW 1 MHTEHCUBHOW TepamuM, Jeyallero Bpayva.
AHanM3 JaHHBIX 00CaeA0BaHUSI O0JBHOIO (CeMEMHbIN
aHaMHe3 aHeMUHM, JICWKOLMTOIICHUN, TPOMOOIIUTO-
IIEHUM), pe3yIbTaTOB MHUEJIOTPAMMBI M MCCIIETOBaHUIA
MEINKO-TeHETUIECKOTO LIeHTpa (TTOBEIIIICHHOE COIep-
KaHWE TPUTJIUICPUIOB, ITOBBIIICHHOE COIEpKaHUE
(bepputuna 6osiee uem B 10 pa3) MO3BOJIUI MOCTABUTH
JIMArHo3 reModarouTapHoro JUM@OruCcTUOLIMTO3a
CEMEMHOTO THUIIA.

B cBs3u ¢ Bepudukalueit auarHosza IpoBeaeHa
KOPPEKIMS Tepanuu ¢ BKIIOUYEHUEM UMMYHO3aMeCTH-
TEJbHOU Tepanuu JeKCaMeTa30HOM C IOCJIEeAYIOIIUM
Mepexo oM JieueHus1 coryiacHo rpotokoiy I'JIT-2004.

3a BpeMsI TIpeOBIBAHUS B CTAIlMOHAPE COCTOSTHUE
pebeHKa mporpeccuBHO yxyaunaaochb. Ha 7-il neHb Ha
(oHe pe3Ko BBIPAKEHHOTO TPOMOOTEMOPPArnIecKoro
CHHApPOMA Pa3BUJICS TEMOpPPArndecKrii IMOK C TIpH-
3HaKaMU BHYTPUOPIOIIHOIO KpoBOTeueHus. JIuarHo-
CTUPOBAH CIIOHTAHHBIN pa3pbIB ceye3eHKu. Cene3eHKa
pasMepom 10 x 6 x 3 cm, Bec 97 r, Karcyna yToJlieHHasl,
cepoBartas ¢ XeJITOBaTbiIM OTTeHKOM. I1o BHyTpeHHeu
TMOBEPXHOCTU CEJIE3EHKU OKOJIO 30HbI BOPOT B Cpel-
Hel 9acTy MMEeeTCs TOTIEPEIHBIN IeIeBUIHBIN pa3phiB
Karncyabl aauHoil 1,5 cMm. TKaHb cele3eHKU MSITKO-
9JIaCTUYHA, HAa pa3pe3e OMHOPOIHAS, TEMHO-KpacHasl.

PucyHok 1. Cene3eHka (Makponpenapar), pa3pbiB
ceJsie3eHKHU (BbiaeJs1IeHo)

aputpogaroymntosa, b — numg¢orncrnounTos
c remogaroynTo30M KJ1€TOK
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ITynbma cene3eHKH 00pa3yeT YMEpEeHHBIN I'yCTO Kpo-
BsIHOI cocKo0. [IpoBeneHa CrIeHIKTOMUS.

MuKpoCKONMUYECKr OMpeAessieTcsl TycTasi MH(PUIb-
Tpaius TKaHW CeJIe3eHKM aKTMBHPOBAHHBIMU MaKpoO-
¢daramu ¢ prU3HaAKaMu aKTUBHOTO 3pUTpodaromnunrosa,
MPEUMYIIIECTBEHHO B 30HE CMHYCOB. B MeXCHHYCOBOM
TKaHU TIpU3HAKU JUMGOIUTO3a C TeMOo(aroinuTo30M
KJIETOK. XapakTep MOPMOIOTHICCKIX M3MEHEHMI COOT-
BETCTBYeT reMoaroiurapHoMy JIMM(MOTUCTUOIIATO3Y.

B mocicomnepalilnoHHOM TIEPUOAE COCTOSIHUE pe-
OeHKa ocTaBaJIOCh KpaiiHe TskelbIM, pa3Buiack OITH
(YpoBeHb MOYEBUHBI — 16,7 MMOJIb/J1, KpeaTUHUHA —
0,200 mMob/11, TIepudepruecKrue OTeKH, MPOTEHHY-
pusl, OIUTYpUSI).

Ilpy HapacTaHUM TOJMOPraHHOW HEJOCTAaTOY-
HOCTM W HEKYIMPYeMOTO TPOMOOreMOpparuaeckKoro
CUHApPOMA HACTyMNMJIa OCTaHOBKA 3(P(OEKTUBHOTO KPO-
BOOOpAIlleHUs, MPOBOAMMBIC pEaHUMAIIMOHHBIE Me-
poripusitus ObT HeddbdekTuBHB. KoHcTatnpoBaHa
cMepTh pebeHKa.

SAKNKOYNTEABHBIV AMQTHO3

OcHOBHOI1: reModarouTapHbIil TUM@POrUCTUOLIM -
TO3 ceMeliHoro Tumna, C96.7.

OCJIOXXHEHUSI: CIIOHTaHHBI pa3pbIB CEIE3eHKU.
CocrogHue mnocie omnepauuu cruieH3Kromuu. CuH-
JIPOM TTOJIMOPTaHHOU HENOCTaTOYHOCTU (HEIOCTaTOY-
HOCTB ITeUeHOYHAsT, TTOUeTHast, KapauopecpaTopHasi,
reMopparndeckuii CMHIpoM). [ MImoKkcuuecKn-mMeTado-
nyeckoe ropaxenue LITHC (cuHapom yrHeTeHUsT Mbl-
IIEYHOTO TOHYCA, BUCIIEPATbHBIX TUCHYHKIININ).

ConyTCTBYIOIINIA AUATrHO3; IBYCTOPOHHSIS TTOJICET-
MeHTapHas THeBMOHUS. [lepcuctupoBanme deraabHO-
ro kpoBoobOpaieHus (P00). BropuuHast Kapauomuorna-
tusa. Tumomeranus 11 cr. Bogsinka mpaBoro sinuka.

3QKAOYEHME MATOAOrOQHATOMMYECKOrO BCKObITHST
pebeHkal., 1mec.

Ilamonoeoanamomuueckuii ouazno3

OcHOBHOI: reModarouTapHblii JUM@POTUCTUOLIM -
103 — C96.7. [IprynHA CMEPTU: MOJMOPTraHHAas HEm0-
CTaTOYHOCTb.

MuKpOCKOTMYECKNA:  TeMogarouTapHO-IUMMO-
TUCTUOLMTApHAS WHOWIBTPAIINS CeJIe3¢HKH, TICUCHH,

Koxxem’sika A.L", Knumeriko B.A.", KaHam6a B.1.7,
MioHTkoBChbKa O.B.2, XaatypiHa T.0.2, [ocTHikos O.B.2,
MepxyH M.1.2, 3ops1 O.O.?

"XQpPKIBCbKA HALIOHQABHUV MEANHH YHIBEPCUTET
2KYO3 «OAKA N2 1», m. XapkiB

NEPBUHHUI TEMO®ATOLUTAPHUIN AIMOOTICTIOLUTO3
Y HOBOHAPOAXEHOT AUTUHA

Pe3iome. Y crarTi HaBeeHO JaHi KJIIHIYHOTO CIIOCTEPEXKEH -
Hs1 reMoGarolMTapHOro JiM@oricTiolMTo3y B HOBOHAPOIXKE-
HOI IUTUHU, YCKJIAJJTHEHOTO CIIOHTAHHUM PO3PUBOM CeJIe3iH-
ku. OOroBOpeHi MUTaHHS JiarHOCTUKY 3TiTHO 3 peKOMEH Ia1li-
sIMU MiXKHapOAHOrO TOBApUCTBA 3 BUBUEHHSI TiCTIOLUTAPHUX
3axBopioBaHb (Histiocyte Society, 2004).

KirouoBi cioBa: n1itu, remodarouuTapHuil JiMdorictionu-
TO3, iaTHOCTHKA.

HaIMOYEYHUKOB, CTEHKM XKeaynka, rmodyek. OuaroBast
JuM@orucTuouuTapHas UHGUWIbTPALUs MITKOU MO3-
roBOi1 000JIOUKM, YacTu JUM@Ooy3JoB. Muenoaucnia-
CTUYECKOE COCTOSTHME KJIETOYHOTO KOCTHOTO MO3ra.
IenaTocrieHoMeranus (Bec meuyeHu — 260 T, cesie3eH-
Kk — 97 1).

OcnoXHEeHUs: CTIOHTAHHBIN pa3pbIB CEJEe3eHKU C
BHYTPUOPIOIIHEIM KpoBoTeueHHeM. COCTOSTHIE TTOCTIe
BEPXHECPEAMHHOM JTIaITapOTOMUM, CIZIEHIKTOMUM.

I'eMopparnyeckuii CHHIPOM: MAaCCUBHBIC BHYTPHUJIC-
TOYHbBIC KPOBOM3IUSHUS, OOIIMPHBIC KPOBOUIIUSHUS B
CJIM3UCTOM 000JI0UKe KeTyaKa; IEPUCUHYCOBBIC TISITHHU -
CTbIe KPOBOM3JIUSIHUS B TBEPIOI MO3rOBOI 000JI0UKE.

JBYCTOpPOHHSISI o4yaroBasi HEKpoTUyecKasi THeBMO-
Hus. OTek-HaOyxaHUe roJ0BHOTro Mo3ara. JIBycTOpOH-
HUlt TuaApoTOopakc, acuut. ['unorpodus.

[IpencraBieHHOe KIMHUYECKOE HAOIIONEHNE I10-
MOXeT MPAaKTUKYIOLIMM BpayaM 0oJjiee TIIyOOKO 03HaKO-
MUTBCA C JAHHOU IMaTOJIOTUEN y IETE paHHETO BO3pacTa.
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PRIMARY HEMOPHAGOCYTIC LYMPHOHISTIOCYTOSIS
IN A NEWBORN CHILD

Summary. The article presents the data of clinical observation
of hemophagocytic lymphohistiocytosis in newborn child, com-
plicated with spontaneous splenic rupture. Issues of diagnosis
according to the recommendations of the International society
for the study of histiocytic diseases (Histiocyte Society, 2004).

Key words: children, hemophagocytic lymphohistiocytosis,
diagnosis.
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