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BropuuHblii remodarouutapHsiit cuHgpom (BIOC) — peakuus runepsocnaneHus, KOTopas CONPOBOXAAETCA TUXOPALKON,
LMTONEHMe, NONNOPraHHON HeJoCTaTouHOCTbI0. K BO3MOXHbIM npudnHam BIOC oTHoCHTCA neillumaHmnos.
MpeAcTaBNeHO KIMHWUYecKoe HabnogeHue nauueHTku 30 NeT ¢ BUCLEpPanbHbIM NeiilumMaHno3om. Yepes 1,5 mec nocne
BO3BpalleHus 13 MicnaHun y nauMeHTKM NosBUAACh TeKTUYecKas exefHeBHas nuxopaaka ao 40 °C. Mpu obcnepoBaHum
BbIABNIEHbI MAHLMTONEHNSA, LUTONUTUYECKUI CUHAPOM, TUNePdEPPUTUHEMUSA U TUNEPTPUIIMLLEPUAEMUSA, UMMYHOTNOBYNN-
Hbl Knacca G K KancuaHbiM aHTUreHam Bupyca InwteitHa—bapp, yBennyeHne pa3mepos neyeHu u ceneseHku. Ha ocHoBa-
Hun kputepues HLH-2004 u H-Score guartoctuposaH BIOC, npeanonoxuTenbHO acCoLMMPOBAHHbINA C BUPYCOM JnwTeil-
Ha—-bapp. Hayato ummyHocynpeccuBHoe neyeHne feKcameTa3oHOM, LUKNOCMOPUHOM A 1 3TOMO3UAOM Ha OCHOBe
nporpammbl HLH-2004. locTUrHYTbI anupeKkcus, yMeHblueHne CnieHoOMeranuu u paspeleHue uutonusa. Yepes 20 gHe
nocne Hayana XMMUOTepanuu Bo30OHOBMUNACH JIMXOPAZKa U MOBTOPHO OTMEYEHO YBEJMYEHUE CeNe3eHKN. BbinonHeHa
AVArHoCTMYecKas crieHskTomus. Npu moptonornyeckom aHanuse 6uonTara yaaneHHON cene3eHKH BbIsBEHbI NeiMaHNM.
Mocne Tepanuun amcbotepuumHom B HacTynuno BeI3gopoBneHue.

CnoxHocT nabopaTopHOil ANArHOCTUKM, HETUNMUYHBIA BO3PACT GONbHOI CTanM OCHOBHBIMU MPUYUHAMU LAUTENBHOTO
ANArHOCTMYECKOro NOUCKA BUCLLEPaNbHOro NeilluMmaHnosa. Liutoctatuyeckas MMMyHOCYNpeccMBHas Tepanus no3sonuna
BPeMeHHO Kynuposatb nposienexus Broc.
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Secondary hemophagocytic syndrome (sHLH) is a hyperinflammatory reaction which manifests with fever, cytopenia
and organ damage. Possible causes of sHLH include leishmaniasis.

The article describes a clinical case of sHLH in patient with visceral leishmaniasis. A female 30 years old developed
hectic daily fever up to 40 °C, pancytopenia, cytolytic syndrome, hyperferritin- and hypertriglyceridemia, immunoglob-
ulin G to capsid antigens of the Epstein—Barr virus, enlarged liver and spleen a one and a half month after returning
from Spain. Based on the HLH-2004 and H-Score criteria, a sHLH was diagnosed, presumably associated with the Ep-
stein—Barr virus. Immunosuppressive treatment with dexamethasone, cyclosporin-A and etoposide was started under
the HLH-2004 program. Apyrexia, reduction of splenomegaly and resolution of cytolysis were achieved. The fever re-
sumed 20 days after the start of chemotherapy, the spleen enlarged again, and therefore a diagnostic splenectomy was
performed. Morphological analysis of the removed spleen revealed leishmania. After amphotericin-B therapy, the pa-
tient recovered.

Chemotherapy of sHLH led to a temporary improvement for a period sufficient to verify the diagnosis and conducting
of successful treatment.
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BBepeHue

ITemodaronurapusiii cuaapoM (I'PC) — peakius u3-
OBITOYHOTO BOCHAJICHMS, KOTOPAsl COIPOBOXKIACTCS JIM-
XOPAJIKOM, LIUTOIIEHUEH, YBEIMYCHUEM PAa3MEPOB ITEUCHU
U CeJIC3eHKU, TSLKEIbIM TKaHeBBIM IToBpexneHueM. [lep-
BruHbI [DC — reHeTMYECKOE ayTOCOMHO-PELIECCUBHOE
3a0o0JieBaHMe, OOBIYHO MPOSIBIISIONIEECS Y IeTel TepBhIX
siet Xku3Hu [1]. OcHOBHBIE TIpenaparhl Ijis Je4eHUS JeTei
¢ niepBUYHBIM [DC — 3TONO3MA, IMKIOCIIOPUH A U IeK-
cameras3oH. [Ipu nepsuunoMm I'DC, a Takke nMpu pe3uc-
TeHTHOM TedeHun BropudHoro ['®C (BI'PC) mokazaHa
aJUTOTeHHAs TPAHCIUIAHTALIMS TeMOIIO3THYECKHX CTBOJIO-
BBIX KJIETOK. be3 jieueHus 00IbITMHCTBO MAIIMEHTOB M0~
rubaioT OT MOJMOPTaHHOM HeloCcTaToOYHOCTH [1].

Bropuunbiii TOC MoxeT pa3BUTHCS B TI000M BO3pacTe
1 UMETh pa3Hble MpUIMHEL. Hamboiiee yacTeIMU TpUT-
repamu BI'®C GBIBaIOT 3710KaYeCTBEHHBIE OITYXOJIH, PEB-
MaTtudeckue (6ose3np CTuiuia U Ap.), MHPEKIIMOHHBIS
U mapa3uTapHble 3a00JieBaHus (MH(EKILIMS BUPYCOM D1i-
wreitHa—bapp (BOB), neimannos u ap.) [2, 3]. Ipu-
Oonm3utebHO y 20 % GobHbIX TpudrHa BIOC ocraercs
HEBBISICHEHHOI [4].

JIukBupaLus Tpurrepa 00ObIYHO IIPUBOIUT K pa3peliie-
Huto BI'®C. Ecnu ke npuynHa HesIcCHA U TIPOSIBICHUS
CHHIpOMAa YCUJIMBAIOTCS, HEOOXOAMMA IMaTOTeHEeTHIeCKast
tepanusl. JleueHune B3pocabix 60abHBIX ¢ BTDC K HacTo-
SIIIIEMY BpEeMEHU He pa3paboTaHo, TI03TOMY, KaK IIPaBUIIO,
HCIIOIB3YIOT IIPOTOKOJIbI, IPUMEHSIEMbIEC B TIeAMATPUIC-
CKOI MpaKTUKe, yMeHbllIas 103y 3Toro3uaa [5].

Mg puarnoctuku BI®C paHee sKcTparioaupoBain
kpurepun rnporokosa HLH-2004 [6]. IpemioxeHHbII
no3xe nHaekc H-Score 3HaunTe1bHO DyHKIIMOHANIbHEE,
IMOCKOJIBKY OB pa3paboraH crnenuaibHO mist BIOC
U YYUTHIBAET OOJIbllIe MapamMeTpoB [7].

Kpurepun HLH-2004. Kputepusmu nguartosa mep-
BuyHoro I'®C 1o mporokony HLH-2004 saBasroTcst ooHa-
pPyXeHHE MYTallMii TeHOB, acCOUMUPOBaHHBIX ¢ ['OC,
1/ BbIsSIBJIEHUE 5 MpU3HAKOB U3 8 [6]:

1) nuxopanka;

2) CIIeHOMETaIus;

3) OM- WUIM HAHIIUTOIICHUS:

* KoHIueHTparus remomioomHa <90 r/x (<100 r/n

y IeTeil B Bo3pacte <4 Hex),

* KoMuecTBO TpoMbouuToB <100 x 10°/1,

* KOJIMYECTBO HelTpoduios <1 x 10°/1;

4) runepTpurIMLepuaeMusi (3,0 MMOJIb/JT WK >265 Mr/ 1)
u/unu runopudpuHoreHemus (<1,5 r/1);

5) Mopdoorndyeckast KapTuHa reMo¢haromro3a B 6no-
ITaTax KOCTHOTO MO3ra, CeJIe3eHKU YUIM JTUMGATH-
YECKUX y3JI0B, 0¢3 IPU3HAKOB 3JI0KaUYeCTBEHHOI OITy-
XOJIN;

6) HU3Kasl WX OTCYTCTBYIOIASI aKTUBHOCTb HATypallb-
HBIX KUJUICPOB;

7) KoHIIeHTpanusa ¢peppuTUHA CBIBOPOTKH >500 HI/MIT;

8) MOBBIIIEHNE CHIBOPOTOYHOM KOHIICHTPALIMU PAaCTBO-
pumoii mojiekyasl CD25 >2400 Ex/mi.

Kpurepun muarnoza BI'®C H-Score npencTaBieHBI
BTabn. 1[7].
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Tabmua 1. Kpumepuu duazrnosa emopuurozo eemoghazoyumapHoeo
cundpoma (H-Score)

Table 1. Diagnostic criteria for secondary hemophagocytic syndrome (H-Score)

ITapameTp Baxn
M3BecTHass UMMYHOCYTIpECCUsT®:
Known immunosuppression*:
HET 0
no
ECTb 18
yes
Temmneparypa tena, °C:
Body temperature, °C:
<38,4 0
38,4—39.,4 33
>39,4 49
OpraHomeranus:
Organomegaly:
HET 0
no
TEIaTo- WU CIUIECHOMETAIUSA 23
hepato- or splenomegaly
Ternaro- U CIJIECHOMETAIUS 38
hepato- and splenomegaly
KonmaecTBo yrHETEHHBIX POCTKOB KPOBETBOPEHMS**:
Number of suppressed hematopoietic lines**:
1 0
2 24
3 34
KonuenTpamnus pepputHa CBIBOPOTKHU, HT/MJT:
Serum ferritin concentration, ng/mL:
<2000 0
2000—6000 35
>6000 50

JleiimMaH1O3bl — O0JIUTaTHbIE TPAHCMUCCUBHBIE 3a-
0oJeBaHUS TIPEUMYIIECTBEHHO 300HO3HOM IIPHPOIBI,
BO30YyIMTENIN KOTOPBIX — IIpocTeiime poaa Leishmania.
B cTpanax Craporo CseTa CylIecTBYeT 2 TPYIIIIBI JICHIII-
MAaHMO30B: BUCIIEpaJIbHbIC 11 KOXXHBIE. Cpey BUCIIEPaATb-
HBIX BBIICJISTIOT MHIWMCKUIA (Kajla-a3ap) — aHTPOIIOHO3
(Bozoymutens Leishmania donovani), KOTOPBI pacIpo-
crpaneH B Munuu, banrnanem u Hemnane, u cpeauseMHo-
MOPCKO-CpeIHea3uaTCKuid (IeTCKuil) — 300HO3 (BO30Y-
nutenb Leishmania infantum), KOTOPBI pacrpocTpaHeH
Ha oOlIMpHO TeppuTopuu Azuun, AGpuku u EBporibl
(B ToMm uncie B Mcnanun), oT ATJIaHTMYECKOIO OKeaHa
1o ITakucrana n ot KOxnoit EBponbl n Kazaxcrana nqo Ya-
na. Ix nepeHocYMKaMu CITyXaT IBYKPbUIbIE HACEKOMbBIE —
MOCKUTHI poja Phlebotomus. Bce BUIBI TeiiMaHnii MOp-
(GOJTOrNYecKr CXOIHBI.

MuKyOaLMOHHBIM MepUOI JIEHIIIMAHN03a COCTABIISIET
ot 1 mec o roga [8]. B opranu3sme yeaoBeKa JeHIIMaHUT
Pa3sMHOXKAIOTCSI B KJIETKaX CHCTEeMBl MOHOHYKJICAPHBIX
¢aronToB, IIe MPOXCXOISIT MHTHOMPOBaHNUE PEIICTITOPOB
IIPOrpaMMHPYEMOIT KJIETOIHOI rudenu [9], MHIYKIINS aH-
TUAMIONTOTUYECKUX 0eaKOoB [10], TopMOKEeHUE ceKpelnn
MMPOBOCHAIUTEIBHBIX IUTOKUHOB [11, 12], TOpMOXeHMe
¢dopmupoBaHug u co3peBaHus ¢arocom [13], a Takxke

KOHHCHTpaHI/IH TPUTTIMIEPUI0B CbIBOPOTKH, MMOJ'II:/ JI
Serum triglyceride concentration, mmol/L:

<1,5 0
1,5-4,0 44
>4,0 64

KoHiieHnTpaiys ¢prdpruHoreHa miasmsl, r/:
Plasma fibrinogen concentration, g/L:

>2.5 0
<2,5 30
AKTUBHOCTB acriapTaTaMUHOTpaHCchepas3bl ChIBO-
potku, ME/x:
Serum aspartate aminotransferase activity, [U/L:
<30 0
>30 19

reMO(I)aFOHI/ITOG} B acnupare KOCTHOIoO Mogsra:
Hemophagocytosis in bone marrow:

HET
0
no
€CTb
35
yes

*Ungpexyus eupycom ummyHodegpuyuma 4en08exa uau O1umens-
Hasl UMMYHOCYNpeCccusHas mepanusi (1eyenue 2AoKoKopmuKo-
cmepoudamu, YUKA0CnopuHom A, azamuonpurom,).

** Konuenmpauus eemoerobuna <92 e/a u/uiu Koauuecmeo
neiikoyumog <5 x 10°/a u/uau mpomboyumos <110 x 10°/a.
Ilpumenanue. Karvkysamop 041 pacuema eeposmuocmu
B8MOPUYHO20 2eMOPA2oUUMAapHoO20 CUHOpoma docmynen

no ccoliake hitp.//saintantoine.aphp.fr/Score/.

* Human immunodeficiency virus infection or long-term immunosuppres-
sive therapy (treatment with glucocorticosteroids, cyclosporine A, azathioprine).
** Hemoglobin level <92 g/L and/or WBC count <5 x 10°/L and/or
platelet count <110 x 10°/L.

Note. A calculator for probability of secondary hemophagocytic syndrome
is available at http://saintantoine.app.fr/Score/.

OJIOKMpPOBaHME aHTUTCHIIPE3CHTUPYIOIIeH pyHKIM [9,
14, 15]. BT0 NPUBOIUT K pa3MHOXEHUIO ITApPa3UTOB, TIPO-
Jmdepalny KJIETOK CUCTEMBI MOHOHYKJICAPHBIX (haroiu-
TOB, Pa3BUTHIO TUCTPOPUISCKUX U HEKPOTUICCKUX IIPO-
1IECCOB U YBEIMUCHUIO Pa3MEPOB BHYTPEHHUX OPTaHOB [9].
B HauboblIel cTeneHy MopaXkaloTcs IMyJIbla CeJIe3eHKH,
KOCTHBII MO3T U II€YeHb, 13-3a YEeTO ITOAABIISIETCS TeMO-
11033, IIPOTPECCUPYET MAaHIIUTOIICHYSI, CHUKAETCS BhIpa-
00TKa MpOoTPOMOKMHA, pa3BUBAETCSI KPOBOTOUMBOCTD. Bax-
HBII MPU3HAK CPEAU3eMHOMOPCKO-CpPEeIHEea3naTCKOTo
JIEHIIMaHNO3a — BOBJICUCHUE TUMGPATUICCKUX Y3JIO0B,
KOIJ1a BO3HUKAIOT 00JI1 B XXMBOTE U Kalliesib. YacTo ObiBa-
10T BTOpMYHBIC OaKTepraIbHbBIC ITHEBMOHUU. JleiMaH-
03 3HAYUTEJIBHO TSDKeIee IMPOTEeKaeT y JeTeil. Y B3pOCIIbIX
3a00jIeBaHMe, KaK IpaBUIO, UMeeT JOOPOKaYeCTBEHHbIM
xapakrep [8, 16].

JleitiMaH03 TMArHOCTUPYIOT MUKPOCKOITMYECKH,
CEpOJIOTMYECKHU U C TIOMOIIBIO MOJIEKY/ISIPHO-TEHETUUECKUX
MeTOIOB. BBICOKOI CrIelin(MIHOCTHIO U YYBCTBUTEIBHO-
CThIO 00anaoT Metoabl BeisieieHus JIHK, a Takke obHa-
PYKEHUS JICHIIIMAaHWI TP MUKPOCKOIIMY B ITyHKTaTaxX
ceJie3eHKU 1 KocTHoro Moara [17, 18]. Ilpu BucuepaibHOM
JICMIIIMAHNO03€¢ MOXHO BBISIBUTH Iapa3uTOB B Makpodda-
rax Ipyu MUKPOCKOIIMHY Ma3Ka KPOBH, OTHAKO 3TO TpeOyeT
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KBanudukauuy Mopdosora, CrieuruaJIn3upoBaHHOM J1a-
bopaTopuy U MHOTOKPATHBIX 3a00poB KpoBu [19, 20].
YacTtora MOpGhOIOTMIECKOTO BBISIBJICHUS ITapa3uTapHOIO
MMOPaXXEeHMSI KOCTHOTO MO3Ta IIPU CPearu3eMHOMOPCKO-
CpemHea3snaTCKOM BUCIIepAIbHOM JICHIIIMAaHO03€ MEHBIIIE,
yeM npH Kaja-azap [17, 21].

7151 TedeHns BUCLIEPaIbHOTO JICHIIIMAaHN03a UCITONb-
3YIOT IIpernapaThl ISITUBAJICHTHOM CYpbMBI M aMmdoTepu-
uuH B. HemoMoraHnue 1 inxopaaka MOTYT COXPaHSITbCS 10
5 mHeit Tmocyie Havaia 3TUOTPOITHOM Tepanuu [22].

Yacrota pa3zsutust BTOC nipu BucnepaabHOM JISHIII -
MaHKO03e MOXeT mocturaThb 27,5 %. DbdekTuBHOE aH-
TUNPOTO30MHOE JIeUCHUE MPUBOIUT K pa3pelIcHUIO
BI'®C [23].

IIpencraBnsem knmHndeckoe HaomoneHne BIOC kak
OCJIOXXHEHMS BUCIIEPATILHOTO JICHIIIMaHIO3a.

KnuHuyeckoe HabnopeHue

Ilayuenmra, 30 1em, obpamunace 3a MeOUUUHCKOU NO-
Moubto 8 Hauane uroas 2014 e., uepes 1,5 mec nocae 8o38pa-
wenus uz Ucnanuu (Aaukarnme). OcHogHoll Jcanoboli 6vina
2ekmuueckas auxopaoka (nosviuieHue memnepamypsl meaa
do 40 °C 2—3 ¢ cymku) ¢ nompe6HOCMbIO 8 elceOHe8HOM
npueme 4caponoHUNCAIOUUX cpedcma.

IIpu o6cnedosanuu 8vis6aeHbl NAHYUMONEHUS, UUMOAU-
muyeckuii CUHOPOM: AKMUBHOCIMU ACNAPMAMAMUHOMPAHC-
depasnl, aranuHaAMUHOMpPaHchepassvi NPeGuIULaNU BEPXHION
epaHuuy Hopmul 8 3 pasa, rakmamoeaudpocerassi — 6 2,5 pa-
3a. Konuenmpayus eemoenobuna 86 /a1, Koruvecmeo aeii-
Koyumos 1,75 moic/mxa, mpomboyumos 94,0 moic/mKa.
B muenoyumoepamme @visicaen naazmoyumos do 22,4 %
C HOpMANbHBIM (heHomunom niazmamuteckux kaemok. llpu
CKPUHUH2e Memooom noaumepasHoll yenHoii peaxyuu (I11[P)
obuapyxcervt yacmu eenoma BIB.

1lo dannbim yabmpa3eyko60e0 uccaedo8anus U KOMNbIO-
mepHoil momoepaguu y nayueHmKU Gbuis8AeHbl 2enamo-
U cnaeHome2anusi, NOpmManvHas eunepmensus. Pasmep cene-
senku 21,0 x 7,6 x 7,9 cm, KOCoil 6epmuKanbhulil pasmep
npaeoii donu neweru 19,4 cm, duamemp 6opomHoii enoi 1,3 cm
u cenezerHouHoll éenvl 1,4 cm.

Yepesz 3 ned nocae obpaujerus ommeueHvl CHOHMAHHOE
YMeHblUleHUe 2nYOUHbl NAHUUMONEHUU, MAJCeCU YUmMOoau3a,
opeaHoMe2anuu U paspeulerue AUXopaoxu.

Yepes 1 mec nocae anupekcuu, 6 KoHye aseycma 2014 e.,
auxopadka 60300Hosuace. JlabopamopHsix MapKepoe cans-
MOHenne3a, uepcunuo3a, gupychuix eenamumos B u C, cu-
Qunuca, masspuu, YUMomMe2ar08UpYCHoU UHpeKyuL, Napeo-
supycnotl ungexyuu B19 u eupyca ummynodedpuyuma
yenoeeka He gvlasaeHo. Bnosew Obiiu 3agukcuposansi yeenu-
YeHue neueHU U cene3eHKu 00 NPEedCHUX pazmepos, pacluiuperue
60pOMHOIL U cenezeHouHoll een. Ilo peayrsmamam no3umpoH-
HO-9MUCCUOHHOLI MOMO2paguu, CO8MeUeHHOI ¢ KOMHbIOMep-
HoOll momoepagbueil, obHapyiceHsl eunepurkcayus paouogap-
Mayesmu4ecKko20 npenapama 6 neueHu (MaKcumanbHblil
cmandapmusuposannblil yposens 3axeama (SUV, ) 4,72)
u cenesenke (SUV 10,43), a makice ymepenroe nogviuier-
HOoe HaKonieHue 6 NO38OHKAX, KOCWMAX masda, 2pyouHe,

pebpax, bedpennbix u naeuesovix kocmsx, aonamkax (SUV,
00 4,8) 6e3 ouaeosbix Aaumu1ecKux u CKAepomu4ecKux usme-
nenuti (SUV, _nyaa kposu 6 aopme 1,54). Ilo pesyremamam
2UCMON02UYECK020 U NOBMOPHO20 YUMOA02UHECK020 AHAAU-
308 KOCIMH020 MO032a BbisIGAEHbl 2UNEPNAA3USL PAHYAOUUMAD-
HO20 pOCmKa, a MakKice eOUHUYHbIE (PacoUUMUPYIoUuUe Kaemku
Kocmuo2o mo3zea — eucmuouumst (0o 0,4 % 6 maske).

IIpu ceponoeuueckom ananruze obHapysceHvl aHmumena
kaacca G K KancuoHbiM aumueeHam ocmpoil u no3oxeil ghazol
ungexyuu BOB (VCAgp 125, VCAp 19, VCAp22), oduako pe-
syabmam noemopHuix [T P-uccaedosanuii Ha 0OHapydceHue
B35 6bi1 ompuyamenvHulil.

B meuenue 4 neo (c 27.08.2014 no 23.09.2014) nayuenm-
Ke Obl1a nposedeHa SMRUPUYeCKds mepanusi uemaszuoumom,
Pamyura08UpoOM, MemMPOHUOA30A0M, IPMANEHeMOM, QAYKO-
HA3040M; 0OHOKPAMHO GHYMPUBEHHO 88e0eH HOPMANbHbLI
yenogeueckuil ummynoerobyaun (0,6 e/ke). Buecme ¢ npo-
MUBOUHDEKYUOHHBIM AeHeHUeM 68 medeHue 3 Hed nayueHmka
noayuana mepanuro dexcamemasorom (12 oneit no 16 me/cym,
danee 9 oneil no 8 me uepe3 dens). Jluxopaoka u yumoneHus
coxpansinuce. Lumoaus u xonyenmpayus C-peakmueHozo
beaka Hapacmanu (maba. 2).

B neiikoyumapnoii gpopmyne ommeuer cogue 0o mueno-
yumog. Konuenmpayus ouaupybuna, akmueHoCmuy amuna3sl
U weao4roil pocgpamaswvi 8 Hopme.

Ha ocnosanuu kpumepuee HLH-2004 (ycmoiiuusas au-
Xxopadka, euneppeppumunemus, 2unoQuopUHoeeHeMuUs, Mop-
gonoeuueckas kapmuna eemoghazoyumo3a 8 KOCMHOM Mo3ee,
yumonenusi, cnaenomeearus) u H-Score (254 uz 337 6annos,
seposmuocms BIOC 99,5 %) ovin duaenocmuposan BIOC,
NPeonoa0NCUMENbHO ACCOUUUPOBaHHbLI ¢ uHgekyueli BOb.

B cnexmp eo3moxncubix npuyur BIDOC bviau éxarouersl
2eHemuyecKue (hakmopsl, napazumossl, a maxice UHpexyus
B3b. Jlns uckarouenus no3oneeo debrioma nepsuunoeo 1'OC
NPOAHANUBUPOBAHBI AKMUBHOCIb HAMYPANbHBIX KUALEPO8
(HOpM@) U MYMAUUOHHBLIL CIAMYC 2eHO8-Pe2yNsimopo8 Y-
momoxcuyeckoil pynxyuu T- u NK-xkaemox (UNCI3D,
STX11, STX11BP, PRFI) — xapakmepHbix NpU3HAKOE He 8bl-
A6AEHO.

C yuemom nedaenezo nocewernus Mcnanuu éepcus aeiiiu -
manuosa kaxk npuqunsl BIOC bvira npuopumemnoii. Ilpu
uccnedo8anu 00H020 MA3Ka KOCMHO20 M032d 8 napa3umo-
A02u4ecKoil 1abopamopuu AeliuManuy He 06HapylceHsl, 00-
HAKO 8 3aKAI0YeHUU CHeyualucm ommemun, 4mo KpaiHe
HU3Koe codepicanue Makpogazos 6 npenapame He N0360s5-
em HOAHOCMbIO UCKAI0YUMb 3a60ae8anue. Jlgoe dpyaux mop-
010206 npU NOGMOPHOM AHAAU3E KOCMHO20 MO32a AelUma-
HUil makace He OOHAPYICUNU.

IIpu eucmonoeuueckom uccaedoganuu buonmama neue-
HU 8bls6AEHbl HecneyuguuecKue UsMeHeHus 6 aude MUHU-
MAAbHO20 Pubpo3a u cKyOHOU AUMPOMAKPODa2arbHOU UH-
gurbmpayuu nopmansHelx mpakmos. Takice 06Hapyicetbl
npoaughepayus knemok Kyngepa, kpyntoie u meakue ouaeu
KAeMOYHOU UHDUALMPAUUU BOKDY2 YACIU UeHMPANbHBIX GEH.
B eucmuoyumax umaiidensr MHO2OHUCAEHHbIE MUKPOOped -
HU3MbL 08aAbHOIU hopmblL pazmepom 1—2 MKM, @ 843U C uem
3anodospena napazumapHas uHgekyus. Ilpu pesusuu
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Tabmmua 2. Pe3yasmamot KAUHUMECK020 U OUOXUMUHECKO2O AHAAU308 KPOBU 6 meyeHue 4 Hed anmubakmepuanbHoll u 20pmoHomepanuu (npusedeHsl

cpedHue 3HaYeHus)

Table 2. Results of the compete blood counts and biochemical analysis during the 4 weeks of antibacterial and hormonal treatment (mean values presented)

IToka3arein Hopma* 1-s1 Henens 4-g Henens
Iemorno6uH, /1
Hemoglobin, g/L 120—140 76 7
TpomMOOLIUTHI, THIC/ MK
Platelets, thousand/uL 180-320 68 67
JIeAKOLUTBI, THIC/MKJI 4.0—9.0 1.6 0.73
Leukocytes, thousand/puL > ? ? ?
Heiitpodusl, ThiC/MKIT
Neutrophils, thousand/uL 1,80-6,30 0,56 0,14
CKOpOCTh OCeTaHUsI SPUTPOLIUTOB, MM /4 2—15 35 2
Erythrocyte sedimentation rate, mm/h
AT, K/ 10-250 211 4280%*
Ferritin, ng/mL
C-peakTUBHBII OEJIOK, MT /]I
C-reactive protein, mg/L 0-5,0 20,6 104,0
AcnapraramuHoTpaHcdepaza, ME /i
Aspartate aminotransferase, [U/L i 56 94
AnannHamMuHOTpaHchepasa, ME/n
Alanine aminotransferase, [U/L 0—41 46 100
Tammarmyrammnirpancnentuaasa, ME/x 5_55 122
Gammaglutamyl transpeptidase, IU/L
JlakratnernaporeHasa, ME /i
Lactate dehydrogenase, IU/L 250368 1393
Tpl/Il“J'II/IHCp Wb, MMOITB/J1 <1,84 He BoImonHsch 2,85
Triglycerides, mmol/L Not done
dubpuHoTeH, T/
Fibrinogen, g/L 2,0-4,0 14
KonueHnTpauust pactBoprumoit CD25-MoieKybl,
HI/MJT 146

Soluble CD25 molecule concentration, ng/mL

* Hopmanwvhwie 3nauenus no H.Y. Tuy [24]. **Cruxncerue eauxosuauposannoi gpaxuyuu 0o 12 %. *** Hcnoavszoeana necmanoapmu3zo-

BAHHAS Mecm-cucmema, MeOUaHa KOHYeHmpayuu y 300posvix 00Hopos 4 (4—6,25) ne/ma.
*Normal values according to N.S. Tietz [24]. ** Reduction of glycosylated fraction up to 12 %. ***A non-standardized test system was used; the median

concentration in healthy donors was 4 (4—6.25) ng/mL.

ouonmamos neuenu, 6 mom yucie ¢ 1ab0pamopuu OUaeHo-
CcMuKU YyeHmpa uzy4eHus peokux 3aoonesaruil (Great Ormond
Street Hospital, J/london, Beauxobpumanus), ouaeno3 na-
paszumosa He noomeepicoeH. B pezyssmame napaszumos,
3an0003peHHblil HA OCHOBAHUU MOPPOA02UHECK020 AHANU3A
ouonmama neveru 8 o0Hoil uz rabopamopuit 2. Cankm-Ile-
mepoOypea, Ovia nNOCMAasAeH NOO COMHeHUe, MAaK Kak é 2 dpy-
2ux 1abopamopusx napazumapHbix 00seKmoe He ORUCAHO.
Ha ocnosanuu evisirennvix anmumen paseumue BIDOC 6bin0
pacyeHnero Kak ocaodcrHenue ungexyuu BIP.

Tlayuenmre nposedero aeuerue no npoepamme HILH-2004.
B coomeemcmeuu ¢ npomoxosom 003a dexcamemasona
¢ 24.09.2014 6viaa yseauuwena do 10 me/m? 6 cymku
u c 27.09.2014 6vin 0obasaen yukaocnopun A 5 me/ke/cym

nod kowmpoaem ueneeoii Konuyeumpayuu 200—400 me/a.
B meuenue 4 oneil docmueHym noaoxcumenbHolil pe3yabmam
6 6ude yMeHbUIeHUS 4acmombl (heOPUIbHOL meMnepamypbl
mena do 1 paza 6 cymiu, CHUNCEHUSI KOHYEHMPAYUU Cbl80-
pomouroeo geppumuna (c 5270 0do 2975 ne/mn), ymeHviuenus
pazmepa ceaezenxu (¢ 3408 0o 1680 mm?), Hopmanuzayuu Kow-
YeHmpayuu GUOPUHOLEHA U KOAUYeCmea Helmpoghuios.

Yepes 18 Oneil nocae Hauana neveHus YUKAOCNOPUHOM A
(10.10.2014) mepanus 6bina ycunena smonozudom 150 me/m°.
Tlocae nepsoeo eeedenus ommeuenst paspeuieHue AUXopaoxu,
YAyMULeHUe 00ue20 camo1yecmeus, OanvHeliuee yMeHbuleHue
pasmepa ceneszenku (¢ 1680 do 1129 mm?), yumosumuuecko-
20 cunopoma, cHudcenue KoHyenmpauuu C-peakmuero2o
beaka u gpeppumuna.

OHROTEMATONOIUA 3’2022 tom17
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Ha gone nevenus nossuauce 601U 6 KOAEHHbIX U MA30-
bedpennvix cycmasax. Ilo pezyromamam maeHumuo-pe-
30HAHCHOL MOMOo2paduy 8bls6AeHbl 04azy, MUnU4Hble 05
asackyaspHuix Hekpo308 kocmuol mxanu. C yuemom oau-
meabHOCmu mepanuu dekcamemaszonom (49 oueit), seposm-
Hee @ceeo, nopaiceHue Kocmeil 0bi10 UHOYUUPOBAHO 2AI0KO0-
Kopmukocmepoudom. B meuenue 3 Owneii nocae ommeHrol
dexcamemasona 6016 pa3peuunacs.

Ilocae 5-20 68edenus 3monosuda gonpeku noaoICUmMenb-
Holl 1a60pamopHoil OUHAMUKE AUXOPAOKa 60300HOBUNACH.
B eemocpamme ommeuancs azpaHyroyumos, 6eposimHuo, Gbl-
36aHHbLi Smono3udom. B meuenue 14 oneil (¢ 27.10.2014
no 10.11.2014) nauuenmxe nposoodunacs smnupuieckas me-
panus yegonepazona cyrsb6aKmamom, amuKkayunom, oopu-
NeHeMOM, MUKADYHSUHOM, AUHE30AUIOM, amgomepuyurom B,
Komopulil 6600unu 7 dueii no 50 me. Hecmomps Ha neve-
Hue, AUXopadka coOXpaHsnacs, Kpome moeo, 0bi10 ommeye-
HO 3HauUUMenbHOoe yeeaudeHue pasmepa cenesenku (¢ 1414
00 4213,5 mm?). B cés3u ¢ Heaghghexmuernocmoio anmuurger -
YUOHHOU U UMMYHOCYnpeccueHoil mepanuu uepe3 16 Hed
om Hauaaa 3ab6oaeeéanus (13.11.2014) nayuenmkie bbiaa 6bi-
NOAHEHA CNAeHIKMOMUSL.

11o dannbim yumonoeuueckoeo U 2UCmoN02U4ecK020 aHa-
AU308 2UCMOOUONMAMA CeAe3eHKU BblsBAeHbl MACCUBHbLE
ouaeu IKCMpamedyrIsipHO0 KPOBEeMEOPEHUsl U BbIPAINCEHHbLLL
2emopazoyumos. B mukponpenapamax obnapysiceHvl ama-
cmueomol aetiwimanuil (puc. 1). Ilozxce aeiiumanuos Ovin
noomeepucoer memodom I1L[P. C yuemom anamuesa u Kau-
HU"ecKUux nposeaenuil 3a601e6anUs MOICHO 06110 ¢ 60AbULOL
docmogepHocmbio 3aKAOUUMb, YMO 8030ydumenem Oblau
L. infantum.

[locmonepayuonnsiii nepuod oca0XCHUACS pazeumuem
nneemonuu. Ilocae Hauana mepanuu umunernemom 6viau 00-
CMuUeHymbl CMOUKAs anupexcus U paspeuenue UHpuibmpa-
MUBHBIX U3MEHEHULL 8 N1ecKUX.

Hunamuka usmeneHuil QYHKYUOHANLHBIX NPOO NeyeHu,
KoHyenmpayuu geppumuna, C-peakmugroeo beaxa, emo-
2100UHa, Koauvecmea mpombOuUmMo8 U AeUKOUUmos,

Puc. 1. Mukponpenapam. Cenesenka. Bucuepanvublii reiiumarnuos. Bry-
mpuKaemouHoe pacnonoxcerue Aedumarnuii 8 maxpogaee (< 1000; pomo-
epagus npedocmasaerna npogpeccopom FO.A. Kpueoaranosvim)

Fig. 1. Spleen. Visceral leishmaniasis. Intracellular localization of the lei-
shmania in the macrophage (< 1000; photo from prof. Yu.A. Krivolapov)

pasmepa ceaeseHKu 6 nepuood YUmMocmamu4eckol mepanuu
nokasana Ha puc. 2.

Tlocae cnaenskmomuu u ycmanoeaeHusi OUaeHO3Q GUC-
YepanvbHoeo AeUWManuo3a nayuenmie 0biaa npooosiceHa
mepanus amgpomepuyurom B co cmeroil hopmol Ha AURUOHYIO
do docmudiceruss cymmapuoil 003vt 40 me/xe. Ilo danHbim
NOBMOPHO20 YUIOA0UHECKO20 AHAAU3A KOCMHO020 Mo3ed,
8bINOAHEHHO20 Yepe3 2 Mec nocae cnaeHsKmomuu u 1 mec
nocae OKOHHAHUS KypCa SIMUOMPONHOT Mepanui, AeUuManuil
He 00Hapydcero, eviserero 1,6 % makpogaeos be3 npusraxos
pacoyumosa. Jleuenue 3agepuiero. Ilayuenmia noaHocmvro
6epHYAACH K N0BCeOHesHOU Jcu3HuU. 3a nocaedyowue 8 rem
BI®C u nelimumanuos He peyudusuposani.

06cyxpeHue

CBoeBpeMeHHas TMAarHOCTHKA M IIPOBEICHHE Tepa-
MUY — TJIaBHbIE (haKTOPHI ITPOrHo3a 60JbHBIX ¢ BIOC.

IIpencraBieHHoe HaOIOAEHUE NEMOHCTPUPYET, YTO
LIMTOCTaTHYECKAsl TepaITs ITO3BOJISIET HEHAIOITO CTa01-
JIN3UPOBATh COCTOSIHME OOJIBHOIO B CUTYaIlUsX, KOTIa
Ha IIOMCK TPUTTepa TPEOYyeTCS BpeMs.

BriBoa 0 KiimHMYecKy 3HaYnMoi nHdekin BOB 6bu1
chenaH Ha ocHoBaHUU BbisiBieHHBbIX JIHK Bupyca u anTu-
TeJI OCTPOit (ha3bl K KaricuaHbeIM aHTHTeHaMm (VCAgp125).
VY IepeunciIeHHBIX aHAJIM30B €CTh PsiT HEAOCTATKOB: HU3-
Kasg cneun@UIHOCTh U OTCYTCTBUE CTaHAapTU3aLuu [25,
26]. Tak, S. Karadag Geggel 1 coaBT. IpoBeJi MCCIeI0Ba-
HHUe KpoBY Ha Hanmuue Konuit BOb y 50 3m0poBbIx auil.
ITo pesynsrartam kayectBeHHoro [TL[P-tectay 10 (20 %) ue-
JIOBEK OOHapyKMIM BUpeMuio [26]. PesyabraTaM TecTOB
Ha nHbexunio BOB y nmpencraBiaeHHON MallMEHTKN ObI-
JIO TIPUIIAHO 3aBBIIIICHHOE 3HAYEHHUE, ITOCKOJIBKY IPYTUX
npuanH pa3Butist BIOC cBoeBpeMeHHO BHISIBUTH He ya-
JIOCh.

JnrarsocTrka JeiInmMaHro3a 4acTo 3aTpyIHeHa BCIe-
CTBME HU3KOI HACTOPOKEHHOCTHU Bpadyell 1 0COOEHHOCTE
J1abopaTopHOro orpeneyieHus napasutoB. Kpome artoro,
JICMIIIMAHWO3, BBI3BAHHBIN L. infantum, OTIN4aeTCs OT
L. donovani Hu3KuM comepxaHrueM B KOCTHOM MO3TE Ma-
KpodaroB 1 ¢arouuTUPOBAHHBIX UMM JIeHIIMaHWii [17,
21, 27]. Illo-BuauMomy, B TIpeCTaBIeHHOM HaOIIOOeHUN
3Ta OCOOEHHOCTh M ObLIa TIPUYMHON 3 OTpUIIATEIBLHBIX
PE3YJIBTaTOB aHaM3a KocTHoro moara. Ilo manHeM 1. Cruz
U COABT., ONMCABIINX TPYIITY M3 25 neTeii, 001bHBIX BUCLIE-
PAJIbHOM JIEUIIIMAHMO30M, YACTOTA BISIBIICHUS JICUIIIMAHWIA
B KOCTHOM MO3T€ COCTaBMJIA JUIIb 67 %; 4yBCTBUTEIb-
HOCTb CEPOJIOTMYECKUX TECTOB ObLIa Bhille — a0 96 %,
a [1IP-tecta — mo 100 % [17]. B nepuon auarHocTuye-
CKOro Torcka nmpuanHel pa3putis BI®C y npencrabieH-
HOI1 MAIIMEHTKN CEPOIUATrHOCTUKA U MOJICKY/IIPHO-TeHE -
THYECKUE TECTHI IJId MACHTU(MUKAIINU JIeHIIIMaHN03a
OBLTM HEIOCTYIIHHI.

B neuenuu BI®C, kpome accolMmpoBaHHOTO C KOJIIa-
TeHO30M, TIPUMEHEHNE TITIOKOKOPTUKOCTEPOUIOB OOBIYHO
Manoa¢deKTuBHO. B mpencTaBieHHOM HAOIIOIEHUM 1UC-
MOJIb30BaHNUE IeKCaMeTa30Ha TAKKe He IPUBEJIO K YIyd-
MICHUIO, a JIeUeHUE LMUKIOCIIOPUHOM A Hajo JIUIIb
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Puc. 2. Junamura usmenenuli YyHKUUOHANbHBIX NPOO neveHU, pasmepa cese3eHkU, KoHyenmpayuu geppumuna, CPB, eemoerobuna, Koruuecmea mpomoo-
Yyumoe u aelikoyumos 6 nepuod yumocmamuueckoit mepanuu. CPBE — C-peakmuenbiii 6enok; AJIT — aranunamunompancgepasa; ACT — acnapmamamu-

HompaHcgepasa

Fig. 2. Changes of the liver function tests, spleen sizes, concentrations of ferritin, CRP, hemoglobin, amounts of the platelets and white blood cells during the
chemotherapy. CRP — C-reactive protein; ALT — alanine aminotransferase; AST — aspartate aminotransferase

YaCTUYHBIN pe3ynbrat. KpatkoBpeMeHHbBIN 3(deKT ObLT
JMIOCTUTHYT TOJIBKO IIOCJIe Hadalsla Tepaliy 3TOIO3UIOM,
KOTOPBIi, O JaHHBIM MHOTMX MCCJIEIOBAaHUIA, Haubosiee
nmeiictBeHeH B Jeyennu BI'DC [3, 28, 29]. Tak, B uccie-
nmoBaHUM M. Arca 1 COaBT. IPOaHAIM3UPOBAHBI PE3YIIBTAThI
sneyenns 162 naunenTos ¢ BI®OC. OrcyreTBre 3TOMo3uaa
B Tepalry 0Ka3aJIoCh OMHUM U3 (PAaKTOPOB OTpUIIATE/Ib-
HOTO IIporHo3a [29]. DTomo3ua B KauecTBE OCHOBHOTO
Mperapara B Tepanuu accounrpoBaHHoro ¢ BOb BIOC,
a TakXe Kak IIperapar 2-il ouepean B JeYCHUN ayTOMM-
MyHHOTO 1 JieKapcTBeHHOro BI'®C (mmocne oucnenudu-
YECKUX aHTUTEJI, ”HTUOMTOPOB KOHTPOJIBHBIX TOUEK U 1Ip.)
yKa3aH B peKOMeHAausIx MexXnyHapoIHOTO T'MCTHUOLIM -
TapHOro obiiectsa [5]. B ToM ke pyKOBOACTBE OTMEUYEHO,
YTO OCHOBHOI mpermapat B 1edyeHnu BIDC, accouunpo-
BaHHOTO C JICHIIIMAaHMO30M, — JIMTTMAHAs ¢hopMa aMdpoTe-
puuiHa B [5].

Ilocne Havana Tepanuu 3TONO3UAOM HabJIOAaTACh
BpeMEHHasI CTabWIM3alus COCTOSTHUS 00JibHOM. B0306-
HOBJICHUE JIMXOPAIKH, BO3MOXHO, OBUIO BEI3BAHO OTCYT-
CTBUEM aJeKBaTHOU aHTUIIPOTO30MHOM Teparuu. YBelu-
YyeHHEe KOHICHTpaluu (peppuTHHA, BEepOsITHEE BCETO,
CBUIIETEIBCTBOBANIO U 00 akTuBM3anuu BI'OC, pesuc-

TEHTHOTO K utocTatndeckoii reparuu. [Tpu BI®C cruten-
SKTOMUSI MOXET MCIIOJIb30BaThCsS B KAUeCTBE Teparuu
pesepsa. Tak, o nanHbeM W. Jing-Shi 1 coasr., n3 19 60i1b-
HBIX C PE3UCTEHTHBIM K 3Tono3uny BI®C vy 11 (61,1 %)
JIOCTUTHYT JOJITOCPOYHBIN oTBeT [30].

JmuTenpHass IMMYHOCYIIPECCUBHAS TepaItus, II0-BHU-
JTUMOMY, CO31aIa OJIATOIIPUSTHBIC YCIIOBUS TSI OBICTPOTO
Pa3sMHOXKEHMS JIEHILIMaHWI U TIpUBeJia K CHUKEHUIO (-
¢ekra amporepunivHa B. Ynanenue cene3eHKM yMEHbIIN-
JIO KOJIMYECTBO ITapa3nuTOB, YTO B COUETAHUU C aHTUIIPO-
TO30MHOM Tepamnueil MpuBeNo K yiydmeHuio. OnmucaHbl
eIMHUYHBIC KIIMHUYECKNE HAOTIOACHNS TeHCTBEHHOCTHU
CILUICHAKTOMUM KaK MEpPBI OTYASHUS IIPU PE3UCTEHTHOM
TeUYEHUU BUCLIepAIbHOTO JiemManno3a [31—34].

3aknioueHue

CJIOXXHOCTH JTa00PaTOPHOM AUATHOCTUKM, HETUTINY -
HBI BO3pacT OOJIbHOM CTajlM OCHOBHBIMU IPUYMHAMU
JUTATEJIbHOTO AMAarHOCTUYECKOIO ITOMCKA BUCLIEPAJIBHOTO
neiimManno3a. CIiJIeH3KTOMUSI U aHTUIIPOTO30MHAs Te-
panus NpYBeau K BbI3AOpOoBIeHUIO. [luTocTarnueckas
WMMYHOCYMNPECCUBHAsI Teparus MO3BOJnJIa BPpEMEHHO
KynupoBaTh IposiBiieHust BTOC.

OHROTEMATONOIUA 3’2022 tom17
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