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PE3IOME

TemodarouurapHbiii mumdoructrountos (V) — 3aboneBatue, B OCHOBE KOTOPOTO JIEXXUT HapyLLEHUe PerysiLuyi MIMMyHHOTO OTBETA BCIET -
CTBME MYTaLMi1 B reHax, KOHTPOJIMPYIOLIMX LIUTOTUTHYECKYIO (YHKLIMIO, YTO MPUBOAMT K aHOMAaJIbHO aKTHUBALMM LIUTOTOKCHYECKUX T-JmM-
¢$oLUMTOB, MOHOLIMTOB/MaKkpodaros 1 pa3BUTHIO CHCTEMHOro BocnanuTenbHoro oreeta. [JII' siBysieTcst KpaiiHe Tskenoit naTonoruei, nporexa-
I01LIef1 C MOpakeHreM MHOTMX OpPraHoB M cucTeM. B psane cnyuaes nauumentam c [JII TpeGyeTcs: HEOT/IOKHASI TOMOLLb B YCTIOBUSIX OTAENEHHS
peaHuMaLMK ¥ MHTEHCHBHOM Tepanuu. B craTbe 006CysKAaoTCst BOMPOCh! 3THONATOreHe3a, KIMHUKY, JUarHocTiky 1 siedenust [J1I Boisieena
cBs13b BTopruHoro [JII" ¢ repriecupycHbivu nHdekumsamu. [JI xapakrepuayercs psiiom HecrennpruecKix MPU3HAKOB, UTO OCIIOKHSIET JUarHo-
CTHKY JAQHHOTO COCTOSIHMSI, OCOOEHHO Ha paHHUX CTa[MsIX, NPUBOJSl K HEOMHO3HAYHOMY NPOrHo3y. [IpesicTaBieHbl COGCTBEHHbIE KITMHUYECKHE
HabmoneHNnst pa3BuUTHst BTopuuHoro [J1I, MHAYLMPOBAHHOTO reprecBUPYCHOM MUKCT-UH(EKLMel y IBYX MalleHTOK JeTCKoro Bo3pacta. [1pu-
BeZleHHble KIIMHUYeCKHe HaOoIeHNs XapaKTepU3yIOTCsl OfHOBPEMEHHO M KaK MPOSIBIIEHNS] OCTPOil MHEKLIMH, BbI3BAHHO BUPYCOM JMLUTE-
Ha — Bapp u uuromeranosupycom, u kak cumnromsl [JII, ynoBneTBopsioLye AMarHOCTUYECKUM KpPUTEPUSIM 3a00J1eBaHMsl, NPELCTaBIeHHbIM
B cTatbe. 11t BbIOOpa afieKBaTHOI Tepanuy HeoGXOAMMO MPOBECTH KaUeCTBEHHYI0 KOMIUIEKCHYIO AMArHOCTHKY C IPUBJIEUEHEM FeMaToJI0roB,
peBMaToJI0r0B, OHKOJIOTOB.

KJTIOYEBBIE CJIOBA: remodarouutapHbiit 1MMGOrncTUOLUTO3, MHPEKLMOHHbIE G0e3HH, reprecBUpyc, BUpyc JmiuTeitHa — Bapp, uutome-
rajoBHUPYC, FeMaToJIOrHsl, MUKCT-UHQEKLHUSI.
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ABSTRACT

Hemophagocytic lymphohistiocytosis (HLH) is a potentially fatal disease affecting multiple organs and systems which is induced by the
dysregulation of the immune response due to mutations in the genes controlling cytolytic function. This leads to the abnormal activation
of cytotoxic T cells, monocytes/macrophages, and the development of a systemic inflammatory response. In some cases, patients with HLH
require emergency therapy in intensive care or resuscitation units. The article highlights the issues of HLH etiopathogenesis, its clinical,
diagnostic and treatment aspects. As association was found between secondary HLH and infections caused by the herpesvirus group. The
diagnosis of this condition is challenging because of its nonspecific symptoms, especially in early stages of the disease, which leads to an
uncertain prognosis. The authors present case reports of two pediatric patients with secondary HLH induced by herpesvirus mixed infection.
The clinical cases were characterized by the manifestations of acute dual infection with Epstein-Barr virus and cytomegalovirus, and HLH
symptoms that were consistent with the diagnostic criteria of the disease described in the article. For selecting an adequate therapy, it is
necessary to conduct high-quality comprehensive diagnostic testing with the involvement of hematologists, rheumatologists. and oncologists.
KEYWORDS: hemophagocytic lymphohistiocytosis, infectious diseases, herpes virus, Epstein-Barr virus, cytomegalovirus, hematology, mixed
infection.
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BBEREHUE

lemodarouurapHbiit numorucruouuros (IJIIN) — sto 3a-
GoneBaHue, 00yCIOBIEHHOE AUCYHKLIMEH IMMYHHON CHCTe-
MBI, COTpPOBOXJAIOLIEeCsi HEKOHTPOJIMPYEeMOii aKTHBaLMei
LMTOTOKCHYECKUX T-1MMQOLUTOB U MaKpodaros, akKyMy-
JisiLven ux B [IOPa>keHHbIX OpraHax 1 pa3BUTHEM CUCTEMHO-
ro BocnanuresnbHoro orsera [1]. [JII' BnepBbie ObiT OmucaH

B 1939 r. Scott u Robb-Smith [2]. Ha npoTskenun npaxtu-
deckn 80 ner naHHOe 3abo0seBaHME CUMTANOCh MCKIIOUM-
TeJIbHO HACJIE[ICTBEHHbIM Y XapaKTePHbIM TOJIbKO IJISI JeTeid.
Ha naHHbIi MOMEHT C yBEpEHHOCTbIO MOXHO YTBEpsK[aTb,
uto ['JII' MokeT pasBUTbCS B 110O0M BO3pacCTe, a peann3aLys
rpoliecca 3aBUCUT KaK OT HaJlW4Msl FeHeTUUeCKUX aHOMAaJIUH,
TaK ¥ OT TPUITEPHbIX PAKTOPOB [3].
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I'JIT': PACIIPOCTPAHEHHOCTb, 3TUOINATOIEHES,
KJIIMHHUKA

Pacnpocrpanennocts I'JII' liMpoko BapbupyeT B 3aBUCH-
MOCTH OT reorpaguueckoro pervosa. [lpu atom, no naHHbIM
nuTepatypbl, B Texace BbisBnsiercs 1 cnyuait Ha 100 000
nereit no 18 ner, B LlBeunn — 1 cayuait Ha 50 000 HoBOpO-
skaeHHbIx [4], B Anonnn — 3,42 na 1 000 000 [5]. B Typuuu
scrpeuaeMocts [T cocrasnger 7,5 Ha 10 000 BBMAY BbICOKOIA
BEPOSITHOCTH GJIM3KOPOZICTBEHHBIX OPAKOB, YTO BEZET K YBEJH-
YEHMIO YaCTOTbl FeHETUYECKMX MOJIOMOK, MPOSIBIISIIOLLIMXCS 1e-
dekToM Gesnka neppopuHa [6]. JaHHbIx 0 3a6oneBaemocty [JII
B Poccuu HepocTaTouHo [1].

OcnosHroit nprunnoit [T sBnsierca nedekT anekBaTHO-
ro KOHTPOJIS BOCHAJIUTENbHbIX CUTHAJIOB, YTO BeZeT K HEKOH-
TPOJIUPYEMOii TMNePLMTOKUHEMUH, KIMHUYECKH MaHUpeCTH-
pylollieii pasBMUTMEM renaruTa, KOarysjaonaThu, LWTOMEHMH,
nopaxxenrem LIHC, nectpykumeit KocTHO# TKaHM, TMM$ONPO-
nudepauueit U IPYyrMMH NPOSIBIEHUSIMU BIJIOTb 40 Pa3BUTHS
CHHZIpOMa MOJIMOPraHHoit HepocTtaTouHocTy. [JII xapakTepu-
3yeTcsl BbICOKOW JIeTa/bHOCTbIO, KOTOpast B OTCYTCTBUE CBOe-
BPEMEHHOrO JieueHus gocturaet 95% [7-8].

TpanyUMOHHO NPUHSITO BbIAENSTb JBe OCHOBHble (op-
mbl [JII': nepBruHyl0, KOTOpPasi UMEEeT MeCTO B pe3yJIbTaTe J10-
KYMEHTaJIbHO YCTaHOBJIEHHOTO IeHeTHYecKoro gedekra Liu-
TOTOKCHYECKOH (YHKUUM T-KJIETOYHOro 3B€Ha NMMYHUTETA;
BTOPUUHYIO, XapaKTePU3YIOLLYIOCSl HapYLIEHUeM peryssLuu
MMMYHHOTO OTBETa BCJIEJICTBME MPUOOPETEHHBbIX JedeKTOoB
WM Ha poHe MH(EKLHMOHHOTO, ayTOMMMYHHOTr0 JIM60 OHKO-
JI0rMYecKoro npouecca 6e3 pacrno3HaBaeMoil reHeTHuecKom
aHoMmanuu [1, 7].

HerocpencrBeHHo K mepBHYHO (POpME OTHOCSITCS: ce-
Meitnbiit TJIT; nurmenTtHble 3aboneBanus, ca3aHdbie ¢ [V
X-cuennenHble nuMdonponrdepaTiBHble CUHAPOMbI (1-ro
¥ 2-TO TUMOB), a TAK)KE IPYIIa NepBUYHbIX UMMYHOAEPULIMTOB
C HaZM4MeM BbICOKO# BOCIPUMMUMBOCTH K TSDKETIOMY T€UEHHIO
uHbeKLMH, Bbl3BaHHOM BUpycoM JmiuteiiHa — bapp (B3b).
B tabnmue 1 npriBeneHsl OCHOBHbIE reHbl, eheKT KOTOPbIX 00-
YCJIOBJIMBAET MOsiBJIeHKe Toi unu uHoit ¢popmet 71T [8].

B cBoro ouepenpb, Kk MpUUMHAM BTOPUYHOI (POPMbI OTHO-
caT: MHpeKLOHHble areHTbl, B uactTHoctu: JIHK-Bupycol (B3b,
uutomeranosupyc (LUMB), aneHoBupyC); BHYTpPHUKJIETOUHbIE
TNaToreHbl (JelIMaHNO3, KielleBble MH(QEKLMH); Ce30HHble
vHbeKUMK (TPUIIT) M COLMANbHO 3HaUMMble 3a00neBaHus (Ty-
Gepkyre3); OHKOJOrM4Yeckue 3a00seBaHusl, CPeAr KOTOPBIX
HanOosblLee 3HaYeHHe UMEIOT reM006I1aCTO3bl; ayTOMMMYHHbIE
TNaTOJIOTMK, HaNpUMep OBEHWIbHbI PeBMATOWIHbINA apTPHUT.
Onnaxo cpean nepeuncnenHbix Tpurrepos 1IN oguum us kimo-
ueBbIX SIBJISIETCS IPyMIa reprneTuyeckux nHgexumii [1-8J.

[epnetnyeckre MHQEKUUM OTHOCSATCS K CaMbIM pacrpo-
CTpaHeHHbIM BUPYCHbIM 3a60s1eBanusM. Tak, o aaHHbIM BO3,
B3b nndunmposano npumepro 55—60% neteit paHHero Bos-
pacra. K nepuony coseplLieHHOJIETHS JaHHbIH NOKasaTesb J10-

cruraet 80—90% [9]. Ecnn roBoputs 0 LIMB-nndekuuy, To no-
KasaTesl1 CepONO3UTUBHOCTH HacesieHMs1 cocTaBmsitoT oT 20%
10 95% B pasHbIX cTpaHax mupa. [Ipy 3TOM BHYTpUYTpPOOHOE
MHQULMPOBAHKeE IJI0[A Y >KEeHILUH ¢ nepBuyHoii LIMB-nndek-
uueii Bo Bpemst 6epemenHocTH focturaet 30—50%, HO TOJIbKO
y 5—18% MHOULUMPOBAHHbIX JeTeil OTMevaeTcsl MaHupecTHas
BpoxzeHHast LIMB-undekuus. Ceposnornueckue mapkepbl
LIMB, nepeHeceHHO# BHYTPUYTPOOHO MM MOCTHATAJIbHO, BbI-
ssnsiiorcst y 40—60% neteit B nepsble 5 siet skusuu [10].

Hanmnune B3b- n UMB-nudekumn, a takke UX couyeTaH-
HO€e TeueHHe MOTYT NPUBOAUTb K CJIOKHBIM MMMYHOJIOTHYe-
CKMM B3aUMOZE/CTBUSIM, B Pe3yJIbTaTe KOTOPbIX BO3MOXKHbI
($OpMHpOBaHME KaK CeNeKTMBHOTO WMMYyHOLepUUNTa, TaK
M TUMepepruveckoil MMMYyHHON peakumu. BIB-undekuus
BbICTYMaeT OJHMM M3 OCHOBHbIX 3TMOJIOTMUECKHX (PaKTO-
poB passutyust Bropuutoro [JII. 1o nanuev E. Ishii et al. [11],
40% Bcex BropuuHblx [JII' otHOCsATCS K B3bB-unnyunposan-
HbIM. B ocnoge ['JII" nexxut cneuuduueckoe cBsispiBanue BIb
c CD21-peuentopom Ha nosepxHocti CD8* T-numdouuTos,
NK-knerok, B pe3ynbTare 4ero BO3MOXXeH HeKOHTPOJIMPYeMblit
BbIOPOC LIMTOKMHOB M, KaK CJe[CTBHe, pa3BUTHE (eHOMeHa
«JUTOKMHOBOTO wWTopMa» [12]. Eille onnH MexaHu3M pasBUTHS
sropuuHoro I'JII' cBsi3an ¢ nedeKToM LUTOTOKCUYECKOH aKTUB-
Hoctu T-num@ounTos 1 NK-KkieTok, yuacTByIOLIMX B HEraTUB-
HOIi peryyisiiui MMMYHHOTO OTBeTa MOCPeNCTBOM 3K30LMTO3a
crnequUUecKUX TpaHys, OCYLIECTBSIOIIMX MHAYKUMIO amno-
nrosa [13]. YkasaHHble MexaHu3Mbl BellyT K reHepanu30BaH-
HOIi aKTMBALUMK MMMYHOKOMIETEHTHBIX KJIeTOK, B 4aCTHOCTH
K aKTMBAaLUMM CHCTEMbl MOHOHYKJIEApOB, UTO BIOCJELCTBUU
NPUBOINUT K MUX AWCCEMUHUMPOBAHHOMY HEKOHTPOJIMPYeMO-
My PacrnpOCTPaHEHHMIO U aKKyMyJSILMKA B OpraHax M TKaHsX
C Ja7IbHeLINM pa3BUTHEM OPraHHOM AMCHYHKLMM.

Ha ¢one BblIenepeuncieHHblX M3MEHEHMI pasBUBa-
eTcsd reMogaroLMTapHbIl CUHAPOM, XapaKTepU3yIoLIMiics
HanMureM nuxopanku, pedpakrepHoii Kk HIBII u antnbak-
TepuanbHoit Tepanuu (ABT), numdonponudepaTuBHoro
CHHIIpOMa, YTHETEeHHs] KaK MMHMMYM JIByX POCTKOB KpOBe-
TBOPEHMSI C BO3MOKHbIM Pa3BUTHEM FeMOPParuueckoro CMH-
Apoma (HapylleH1e COCYAUCTO-TPOMOOLIMTApPHOrO 3BeHa re-
MoOCTa3a), a Takxke Merabonuueckux HapyuweHuit [14, 15].
[pyu 3TOM 10 JaHHBIM GMONCHM KOCTHOTO MO3ra U/WIH JINM-
(daTU4YeCKMX y3JI0B BbISIBIISIETCS INIaBHbI NaTOMOPQOIIOTu-
YecKuil Mpu3HaK 3a0oseBaHNs — reMoaroLnTo3 3pesbix
KJIETOUHBIX 3JIEMEHTOB.

3a6onesanue [JII BCTpEYaEeTCs JOBOJIBHO PELIKO, OTJIMYaeT-
CSl BbIPa’KEHHOM TSKECTbIO Y BbICOKMM yYPOBHEM JIETaJIbHOCTH.
Pa3BuTHe MOLOOHOrO COCTOSIHUS 3a4acTylo TpeOyeT cepbes-
HOTO JIMarHOCTUYECKOro MOMCKa, C NPUMeHeHUeM LIMPOKOro
CreKTpa J1abopaTOPHO-MHCTPYMEHTAJIbHBIX METOLOB 00cIe-
JOBaHM$, a TaKKe MEXKAWCLUITIMHAPHOTO NMOAX0Aa, C MpUBJIe-
YeHHeM CIeLHaIiCToB B 0071acTH reMaTosIOrHH, OHKOJIOTHH,
pesmatronornu. Kpome Toro, 10 HacTosilLiero BpeMeH1 HacTo-

Cemeitnblit TJII / Familial HLH

Primary immunodeficiency with severe EBV susceptibility disorders

Ta6nuua 1. OcHOBHbIE reHbl, AedeKT KOTOpPbIX 06YCNOBAMBAET NOsBIIEHWE pasnuyHbIx dopm M1
Table 1. Abnormal variants in the genes identified as main causes of different HLH forms

®opma NI / HLH form leHbl / Genes

NurmenTHble 3a6onesanus, cea3anubie ¢ I/ Pigmentary disorders associated with HLH
X-cuenneHHble niumonponuthepatusHbie cuHAPOMbI (1-ro u 2-ro TunoB) / X-linked lymphoproliferative diseases (XLP-1 and XLP-2)

epBUYHbIA UMMYHOAEULUT C HANUYMEM BbICOKOW BOCNPUAMHMBOCTH K TXKENOMY TeueHuto BIb-undexkumm

PRF1, UNC13D, STX11, STXBPZ2
RAB27A, LYST, AP3B1
SH2D1A, XIAP, NLRC4, CDC42

MAGT1, ITK, CD27, CD70,
CTPS1, RASGRP1
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POKEHHOCTb Bpaueil MPaKTUYECKOro 34PaBOOXPAHEHHs] OTHO-
CHTEJIbHO BO3MOKHOCTH Pa3BUTUs MHGQEKLMOHHO 0OYCIIOB-
nennoro [JII' ocraeTcsi HEAOCTATOUHO!, YTO YAaCTO TMPUBOIAUT
K MO3[Hel JMarHoCTHKe W HECBOEBPEMEHHOMY Ha3Ha4yeHMIO
aZleKBaTHOM Tepanuu. B cBS3M ¢ 3TMM Mbl IPUBOAMM ONKUCaHKE
IBYyX KIMHMueckux cnydaes passurtus [JII, accoumnpoBanHoro
C reprieTMyecKoii MHQpeKLue, y nerei.

KNMHUYECKUE HABJIIOJEHNS
KNMHWUYECKOE HABMIOAEHKE 1

[Maumentka K., 1 rom. Snudemuonozuyeckuii aHamHes
He OTSITOLLEH.

Anamnes 3abonesanus. 3abonena octpo 02.10.2019,
KOrZa BrepBble MOAHsAch Temmnepatypa no 38,1 °C, mos-
BWICSI CyxOi Kallenb. OCMOTpeHa y4acTKOBbIM MeAMaTpoM,
Ha3HaueHa OpOHXONUTHYECKast Tepanusi. XPOHOJOTHs Ha-
6nropenus: 07.10.2019 orMeuaercs: NosiBNeHNE OTAEISIEMOrO
13 HapyXKHOTO CJIYXOBOTO MPOXOJa, JIMXOpazaKa COXpaHseTcs;
08.10.2019 ocmoTpeHa OTOPHHOJIAPMHIOJIOTOM, Ha3HaueHa
ABT — aMOKCcHLMNINH, @ MECTHO B HAapYXKHbIii CJTyXOBOH Npo-
xoz — uunpodnokcauus; 10.10.2019 nossuncs kuakuit cTyn
1o 15 pas, Temneparypa tena go 39 °C; 13.10.2019 B cBsizu
C HeKyN1pyeMoil JUIUTeNIbHOM JIMXOpPanKOM, a TaKKe OTCYT-
CTBMEM TMOJIOKMTENIbHOI AMHaMuKU Ha ¢one ABT Gpuranoii
CKOPO#1 MEIULIMHCKOI MOMOLLY pe6eHOK OblT rOCIUTAIN3HUPO-

Bad B [BY3 HCO «IKBCMII». B ycnoBusix craumonapa 6bi1o
MPOBEJEHO KJIMHUKO-71a00paTOpHOE HCCIIeIoBaHMUeE, MO pe-
3ynbTaTaM KOTOPOTO BbisiBIEHbl JMMdonposidepaTUBHbIii
CHHZIPOM, [OBbILIEHHbIIt YPOBEHb TPAaHCAMKHA3, BbIpaskeH-
Hast ryMOpaJibHasl akTUBHOCTb. OTMeydasioch MOBbILIEHUE TeM-
neparypbl Tena 10 39,6 °C. Bbina uckioueHa octTpas Xupypru-
ueckasi marosorus. st nanbHefilleil AMarHOCTUKM 1 JIeueHust
17.10.2019 nauunenrka nepeseneHa B 'l6Y3 HCO «II'KB Ne 3».

O6vekmusHo npu nocmynaenuu. Y40 28 B munyty; YCC
128 B munyty; Temneparypa 37,4 °C. CocTosiHMe TsDKesoe.
KoskHblit mokpoB 6nenHoro LBera. B 3eBe — ymepeHHas rume-
pemusi, runepTpodust HeOHbIX MUHIAMNH 2-ii CTeNeHH, rHO-
Hble HajleThl C IBYX CTOPOH, CHUMAIOTCS Jierko. Jlnmgarunye-
CKMe y3JIbl: yBeJMYeHHe MONYEIOCTHBIX, NepeHNX LIefiHbIX
1o 1,0 cM, TyroanacTMuecKkoit KOHCMCTEHLMH, MOIBMXKHOCTDb
coxpaHeHa. AyCKyJIbTaTUBHO B JIETKHUX: [bIXaH/e BE3UKYJISIPHOE,
XpMIbl He BbICTyILMBAOTCS. [1py ayckynbTaLuu cepaua TOHbI
3BYUHble, PUTM NPaBUJIbHbIMN, LIYMbl HE BBICTYIIMBAIOTCS. JKu-
BOT MpM NanbMaluy Msrkuii, 6e36071e3HEHHBbI, NPaBUIIbHOI
dopwmbl. [leyeHp yBenuueHa + 4 cM u3-non kpasi pebepHoi
Iyru, cesle3eHKa yBenuueHa + 4 CM U3-1oj Kpasi peGepHoit
Iyru. [Iu3ypudeckyx siBJIeHUIl He OTMeUaeTcs, AMype3 afieKBa-
TeH. HeBponoruyeckuii cratyc 6e3 ocoGeHHOCTei!.

JlnHamuka s1a6opamoprbix nokasameseli naumeHtkn K.
npencrasieHa B Tabimue 2. C yuyeToM AaHHBIX aHAMHe3a,
00BEKTHBHOrO OCMOTpA, J1ab0PaTOPHBbIX MCCIIENOBaHUii ObL

Ta6nuua 2. JlabopaTtopHble NokasaTenu nauneHTkn K., 1 rog,
Table 2. Laboratory test results of patient K., 1 year old
WccnepoBanue / Test ‘ [lata / Date
KnUKMECKIl aHanu3 KposH 1710 | 2210 | 2840 | 0111 | 1111 2141 29.11 0212 | 0612 | 1212 | 1742 | 1812
Complete blood count
Jputpountsl, 10'2/n / Erythrocytes, 10'%/1 39 41 41 42 47 48 3,6 38 3,7 33 2,7 43
87 runo-
FemornoGuh, r/n / Hemoglobin, g/! 9% | 9 | 98 | 101 110 | 109 x':}“y’;g" I g 89 78 62 104
chromia
Fematokpur, % / Hematocrit, % 27 28 28 30 35 34 25 27 25 21 18 29
TNeitkouutbl, 10°/n / Leucocytes, 1091 16,4 | 10,1 73 6,5 11,6 | 19,6 55 55 7,6 14,2 15,5 25
o . 71 T3H+ | 62 T3H A 69 T3H+ 72 T3H+ 86 T3H+
0 0,
Helitpodmnbl, % / Neutrophiles, % 34 27 13 37 61 65 67 TGN+ | TGN+ TaN+ TGN+ TaN+
Jumchouutbl, % / Lymphocytes, % 43 54 7 50 35 22 14 27 32 27 11 6
Tpom6ouutel, 10°/n / Thrombocytes, 109 197 205 287 302 523 181 283 370 360 527 349 201
€03, mm/4/ ESR, mm/h 15 14 14 12 12 15 23 20 18 24 27 27
ATun_wmble MOHOHYKNeapbl 16 10 8 5 B B B B B B B B
Atypical mononuclear cells
1 Da
Buoxumus kposu / Blood biochemistry
18.10 23.10 05.11 | 11.11 | 18.11 26.11 02.12 10.12 12.12 17.12
ANT, Ep/n/ ALT, U/I 178 109 22 22 12 - 6 6 - 4
ACT, Ep/n/ AST, U/l 188 174 30 16 10 - 18 22 - 12
CPB, mr/n/ CRP, mg/| 12,7 2 12,2 2 - 64,4 17 60 79 125
[TTN, En/n/ GGTP, U/ 216 - - 95 62 - 47 - - -
®ubpunoren, r/n / Fibrinogen, g/l - - - - - 1 - - - -
Mpumeyvanue. 3geck u B Tabn. 2: CO3 — ckopocTs ocenanns aputpountos, AJTT — anaHnHamvHoTpaHcgepasa, ACT — acnaptatammHoTpaHcgepasa, CPb —
C-peakTuBHbIvi 6enok, [T T — ramma-riyTamvntpaHcnentuaasa, T3H — Tokcu4eckasi 36epHUCTOCTb HEATPOGUIIOB.
Note. Here and in table 2: BSR, blood sedimentation rate, ALT, alanine aminotransferase, AST, aspartate aminotransferase, CRP, C-reactive protein, GGTP, gamma
glutamyl transpeptidase; TGN, toxic granulated neutrophils.
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cpOpMynMpPOBaH NpeABapUTeNbHblt AuarHo3: «Mudekun-
OHHbII MOHOHYKJIE03 HEYTOYHEHHbIM TUIMYHBIA TSKEI0N
CTeNeHu TsKeCTU. [IByCTOPOHHMIA THOWHBIA OTUT». B CBSI3M
C HaJIM4MeM XapaKTepHBIX KJIMHUYECKMX NpOsIBIIeHNii 3abore-
BaHusl pebeHOK Obu1 00cenoBaH Ha Hanuure BIB- v LIMB-uH-
dexumy C MOMOLIBIO CEPOJIOTUYECKUX U MOJIEKYJISIDHO-TEHETH -
yeckux MetonoB. Bbin o6Hapyskensl BOB VCA IgM, IgG, EA
IgG, LIMB IgM, IgG, MNP kposu, moun Ha JHK LIMB (+). Vka-
3aHHble N0Ka3aTenu paHHei accounaunu BIb- u IMB-undek-
LMK NPOJIOTKAJIA PErMCTPUPOBAThCs BIUIOTh 10 26.11.2019.

C yuyeToM BbIPaK€HHOTO MHTOKCMKALMOHHOrO CHHZAPOMA
c pesucrentHoit k HIIBIl nuxopazkoii, numdonponudepa-
TUBHOTO CHHIpPOMA, MPU3HAKOB TI'yMOPAIbHON aKTUBHOCTH
Mo JiaHHBIM J1aG0PaTOpHBbIX METONOB OOCienoBaHusl Oblia
HasHaueHa ABT npenapaTom 1mpokoro crnektpa (uedennm),
a 18.10.2019, 21-22.10.2019 — Tepanusi MIIOKOKOPTUKO-
crepoupamu (['KC) B no3upoBke 2 Mr/Kr Mo NpenHHU30JIOHY.
25.10.2019 Ha doHe Tepanuy OTMEYEHO CHUXKEHNUE WHTEHCHB-
HOCTHM KJIMHUYECKUX NPOSIBJIEHWI MHTOKCUKALIMHY, TMMOIPO-
nu¢epaTUBHbIi CUHAPOM 6e3 IMHAMMUKH, B CBSI3U C YeM Obla
ormeHeHa ABT. B kauectBe nmpodunakTMKM BO3HMKHOBEHMS
BTOPHMUHOI rpHOKOBO# MH(EKLMN Ha3HaueH (ITyKOHA3071 B BO3-
pactHoii nosuposke. 04.11.2019 B cBs3M C HanUUKMEM COUETaH-
Hoit BOb- 1 LIMB-uHdekL1n NpuHSTO pellieHre 0 Ha3HauyeHn!
creurguUuecKoii NPOTMBOBUPYCHOH (aLMKIIOBUP) M KIMMYHO3a-
MECTHUTEbHO# (MIMMYHOMIO0YIIMH aHTULIMTOMEraI0BUPYCHbII)
tepanuu. 05.11.2019 B cBsiI3u ¢ HapacTaHMeM MHTOKCUKALIMOH-
HOTO CHHIPOMA U YPOBHSI OCTPO(}a30BbIX OENKOB CHIBOPOTKH
KpoBHM BHOBb HasHaueHa Tepanus [KC. K 18.11.2019 na ¢one
MPOBOAMMOIi Tepanuy OTMedeHa OTpULATesIbHAasi JUHAMMKA,
XapaKTepU3yILIasiCs MPOrpeccupoBaHreM JMMQOnposnnde-
PaTMBHOrO cUHApPOMa C AMPQPY3HbIMU U3MEHEHUSIMU TeueHN
¥ CeJIe3eHKU N0 AaHHbIM Y3U; M0 NaHHbIM MyJIbTUCTIMPAIIbHOM
KT (MCKT) opratos rpyzntoii kietku (OI'K), opraHos 6pioLiHoit
nonoctu (OBI1) BbisiBnen nonmceposut. Tepanust nponoske-
Ha 6e3 u3meHeHwi1. B cBsi3u ¢ anmrenbHoit ['KC-Tepanueit 6b110
TMPUHSATO pellieHre O Ha3HAYeHNH aHTMOAKTepHaIbHBIX Mpera-
paToB LUIMPOKOrO CHEeKTpa AeCTBUS B LeNsX NPOPUIAKTHKY
BTOpUUHOTO MHpUUMpoBanus. 25.11.2019 sBuay orcyTCTBUS
3¢pPeKTa OT Tepanuu NPOTUBOBUPYCHDII Npenapar 3amMeHeH
Ha raHUMKIJIOBUp, oTMeHeHa Tepanus ['KC.

[lo pesymbratam UHCMPYMEHMAJIbHLIX MEMOO08  UC-
cnedosanull BbIIBUNMKM crenytole usmeHenus. Y3W OBIl
ot 13.10.2019: npusHaku renarocrieHoMeranuu, aepopma-
LMK XKeJIYHOTO My3bIpsl, PEaKTUBHbIX M3MEHEeHM 1 MOIKeNyn04-
HOM Kee3bl U CeJle3eHKH, peaKTUBHAs TMTepILIa3ns MOpTasbHbIX
1MMOY3NI0B, yKadaHHble M3MEHEHUs! COXPaHSUINCh 0e3 cy-
LeCTBeHHO! AMHaMuKK BIoTh 1o 16.12.2019. MCKT OBII
or 18.11.2019: KT-npusHaku yMmepeHHOH CIUIeHOMeranuy,
YMEpPEHHOTO PpACIIMPEeHHs] TOJICTOM KHULIKH, JOJIMXOCHUIMBI,
HE3HaUMTEeNIbHOTO KOJIMYEeCTBA BbINOTA B MOJIOCTM MepUKap-
I W TIeBPaJIbHBIX MOJIOCTSIX, HEOOJIBLIOH MYyMOYHOM IPBIKK.
MCKT OBIT or 08.12.2019: KT-npusHaku OCTEOIUTUYECKOM
JeCTPYKLUMU TeJl MO3BOHKOB, KPECTLa, MOAB3AOLIHON KOCTH,
MepUNoOpPTaNbHON ~ MHPUIBTPALMK, TenaToCIIeHOMeranuy,
yMepeHHOe pacliMpeHHe TOJICTOH KMILKH, JOJIMXOCHUTMBI.
MCKT ronosHoro mo3ra: 6e3 natonorun. MCKT OIK: nuddys-
HOe CHWKeHWe MHEeBMaTU3aUuMu 3aJHMX OTHENIOB M BepXyLIeK
JIETKMX, eAMHNYHble HeOOJbIlMe YYaCTKM YIUIOTHEHHS! JIeroy-
HOI1 TKaHW B 3a7iHe0a3anbHbIX OTAEeNax npasoro jerkoro. MCKT
OIK or 18.12.2019: nuddysHoe cHIKeHUe MHeBMaTHU3aLUN
3a[HUX OTZEJIOB M BepXyLLUeK JIETKKUX, eANHNYHbIe HeOOJIbLLNe
y4YacTKK YIJIOTHEHHs JIETOYHO TKaHM B 3aaHe0a3anbHbIX OT-

Zieriax MmpaBoro Jierkoro. HesHaunrenbHOe KOJMUYECTBO BBINOTA
B I10JIOCTY NIePUKAPAA Y IUIEBPAJIbHBIX NTOJIOCTSIX. JInMdaneHo-
NaTysl HafKIOUMYHBIX, SIPEMHbBIX, OKOJIOYLUHbIX JTMMQOY3JI0B
C IIBYX CTODOH, yBeJM4YeHHe pasMepoB THMYCa, pa3pesxeHue
KOCTHO TKaHU rpyaHbix no3BoHKOB. MCKT OBII: renarocrnne-
HOMerasnusi, 10OaBOUHast 10JIbKa CeJe3eHKH, Nepernd xKeTuHo-
ro ny3blps, MMMdaeHonaTys napakaBalbHbIX, 2QOPTOKaBasb-
HbIX M IApaaopTaJIbHbIX TMMQOY3JIOB, OUark OCTEOTMTHYECKO
JEeCTPYKLMH B Tenax MOSICHUYHbIX M03BOHKOB L1-L5, kpecrua,
TNIOIB3OLIHO KOCTH, OTMEYAeTCsl OTpULiaTesIbHasi JMHAMMKA
(CM. pHCYHOK).

[lockonbKy InaHHble M3MeHEeHHsS MOXKHO pacCMaTpHUBaTh
B KauecTBe CENTHYECKOro npoiecca, Obl Ha3HaueH aHTHOaK-
TepuanbHblil npenapat MeponeneM. 10.12.2019 nposenena
MyHKLUS KOCTHOrO Mo3ra. TsKeCTb KJIMHMYECKOH KapTHMHbI
M sIBHble MPU3HAKK T'yMOpPaJbHOI aKTMBHOCTH MOTpeboBanu
Ha3HaueHWss KOMOMHMPOBAHHOI aHTMOaKTepuasbHO (ued-
TaponuHa Qocammi), MPOTUBOrpUOKOBOI  (hrykOHa30)

PucyHok. [aHHble MCKT opraHoB rpygHoOM KneTku 1 6proLu-
HOWM nonocTu nauneHTkn K., 1 rog.

A— npu3HaKkun OCTEONINTUHECKOM AeCcTpyKymnn Kpectya v rnogB340LLUHbIX
KOCTEIZ,' B— NMPU3HaKn OCTEOSINTUYECKOM AecTpyKynun Te1 NoSACHNYHbIX
03BOHKOB

Fig. Images of multi-spiral CT of the chest and abdominal
organs of patient K., 1 year old.

A, signs of osteolytic destruction of the sacrum and ilium; B, signs of osteolytic
destruction of the lumbar vertebral bodies
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1 IMMYHO3aMeCTHUTEJbHOI (MIMMYHOITIOOY/IMH YesioBeKka Hop-
manbHblii [IgG + IgM + IgA]) Tepannu. 17.12.2019 Bbipasken-
HO€ yXyZLIeHHe COCTOSIHMSI: aHeMMsl TSDKeJIoi cTeneHu. Bouto
TIPUHSITO peLlieHKe O rOCMUTANU3aLMK B OTHesleHre peaHnma-
umn 1 uHTeHcrBHOM Teparmuu (OPUT), mpoBoxunach TpaHc-
dysust SpUTPOLIMTAPHOI MacChl, MOBTOpPHAs MHQY3US HM-
MyHOMIOOYMHA YesnioBeka HopManbHoro [IgG + IgM + IgA].
Ha ¢oHe Tepanuu nonoxxurenbHasi IMHAMKKA He OTMeYasnach.
Pesynbrarbl nyHkuun koctHoro mosra ot 10.12.2019: nanu-
ure reMoaroUUTUPYIOLIMX Makpogaros, runepTpodus 3pu-
TPOHA U I'PaHYJIOLIMTAPHOTO POCTKA, TOKCUUECKast 36PHUCTOCTb
Heiftpopunos ++. ChopMynMpoBaH OKOHYATENbHbINA IHa-
rHo3: «/IH}eKUMOHHbIT MOHOHYKIe03 TUMU4HbI BIb 1 LIMB-
stnonoruu (MDA nHa BIB: o6Hapyskensr BOB VCA IgM+, BIb
VCA IgG+; DA Ha LIMB: o6Hapyskenbl IgM+, B kpoBr — [JHK
LIMB) Tsikenoii cTeneHu TsKeCTH, epuoz peKOHBaseCLIeHLIMH.
OCno>KHEHHBI: BTOPWUHbINA reModarounuTapHblil TMMQOru-
ctroumtos. Ocreonutrnueckas necrpykuus ten Th7, L1, L3, L5,
60K0BO# Macchl S1 KpecTLa CrpaBa, a Takke COHANPAaBJIeHHO-
ro oTziena npaBoii NoAB3AoLIHOI KocTU. [Tonuceposur. [lynou-
Hag rpbika. Jlonuxocurman.

Pe6GeHOK 17151 nanbHeiiLero ieueHnst epeBesieH B reMarto-
JIOTMYEeCKUii CTaLMOHAp, HayaTa NoJMXUMUOTepanus no npo-
tokonaMm Jedenust [JII. VMHpykumst pemuccum OOCTHTHYTA.
[poBomuTCS AMHAMMUYecKoe HaOJIOJEHNe C LeJblo Onpeze-
7IeHHs1 HeoOXOAMMOCTH MPOBEZIEHNs] TPAHCIUIAHTALMK KOCT-
HOTO MO3ra.

K/NIMHUYECKOE HABJIOJJEHUE 2

[aumentka b., 2 ropa. Inudemuveckuli anamues. Y otua pe-
GeHKa JIeBOCTOPOHHsIsS THEBMOHMS, He nckmouena COVID-19
3THOJIOTHSL.

AHamue3 Hacmoswezo 3abonesanus. 3abornena OCTPO
22.06.2020, otmeuanoch noBsbllleHKe Temnepatypsbl 1o 38 °C.
Jleuenne cumnromaruueckoe — 6e3 addekra. 25.06.2019
OCMOTpEHA Y4aCTKOBbIM NexuaTpoM. HasHaueH KivHHUYecKuii
aHalM3 KPOBH, MO NAHHBIM KOTOPOro OOHApyskeH HeMTpo-

bunbHbIit J€iikoLKUTO3, reMornobuH 80 r/n (aHemust cpenHeit
crereHy Tsbkectd). HasHaueH yMHQEHOBMP, aMOKCHLMIUIMH.
C 26.06.2019 nmo 29.06.2019 oTMeuanucb HapacTaHue Ju-
xopazku 1o 39,5 °C, cnabocTb, COHJIMBOCTb, HEIOMOraHHE.
29.06.2019 Ha npueme y nemuatpa Obll MpoM3BENEH MO-
BropHblit OAK — pesysnbrathl 6€3 IMHAMKKH, B CBSI3M C YeM
30.06.2019 pebGenok rocnuranuzupoBan B ['BY3 HCO
«[I'KB Ne 3».

O6vekmusHo npu nocmynaenuu. Y40 29 B munyty; YCC
130 B munyty. Temneparypa 38,0 °C. CocrosiHue cpenHeii
crenenu TsbkecTd. KOXHbII TOKPOB G71€HOTO LiBETa, Ha KOXe
CIIMHBI ONpefeNsieTcsl reMaHrMoMa (Ha yueTe y OHKOJIOra
¢ 2019 1.). B 3eBe ymepeHHas runepemust, runepTpodust HeO-
HbIX MUHAQIMH 1-ii cTeneHu, HajeToB Het. [lpu manbnaumn
1MMQOY3NI0B 0OHAPYKMBAETCSl YBEJIMYEHHE MOIUENIOCTHBIX,
nepeHuX wLefiHblx 0 1,0 cM, TyrosnacTuuecKoi KOHCHUCTeH-
UMM, MOIBMXHOCTb COXpaHeHa. AYCKYJIbTaTUBHO B JIErKHX:
IbIXaHHe BE3UKYJISIPHOE, XPHIIbl He BhICTyILMBatoTCs. [1pu ayc-
KyJbTaLUM cepala OTMeyaroTcsl npurylienue | Tona, cucro-
JIMYECKMii LYM Ha BepXyLlKe. JKUBOT NpH nasbnaLun MsIrKuii,
Oe360se3HeHHbliL. [leveHb yBennyeHa + 2 cM M3-1oj Kpasi pe-
OepHo¥t [yri, cene3eHKka yBennyeHa + 4 cM M3-1oz Kpasi pe-
OepHoit nyru. [IU3ypuyeckux sIBJI€HMI HE OTMeYaercs, IMy-
pe3 aznekBareH. HeBponoruueckuit cratyc 6e3 ocoOeHHoCTell.
YunTbiBasi aHHble 3MHMAEMHUYECKOr0 aHaMHe3a, KIMHUYeCKnX
1 11a60paTOPHBIX MCCeN0BaHHUii, CHOPMYIMPOBaH NpenBapu-
TeNbHbII JuarHo3: «OcTpast MHQEKLMs BEPXHHX JblXaTesbHbIX
nyTeit, apuHrUT CpesiHedi CTeneHn TSKeCTH. AHeMUs cpefiHeit
creneHn TsbkecTd. MHQeKLUMOHHbIII MOHOHYKe03? KoHTakT
no COVID-19?». YuurbiBasi an1aeMHOIOrM4ecky0 06CTaHOB-
Ky Ha MOMEHT MOCTYIUIEHHUS], TPUHSITO peLleH1e O rOCIUTaIN-
3auuu nauueHTku B orneneHne COVID-19 c¢ nmocnenpyroumm
TNpoBefieHneM crieli$rueckoro 00cenoBaHusl.

NlauHble 1a60pamopHbIx Memoodo8 Uuccned08aHus ma-
uMeHTku b. mpu mocTynnennu, a Takke MX MOCTeAyHOLIas
IMHaMMKa npenctasyieHbl B Tabauue 3. C yueToM KIMHNYe-
CKUX TpOsiBNIEHMi1 3aboneBaHust pebeHoK Obl1 06CienoBaH

Ta6nuua 3. JlabopaTopHble nokasaTenu nauneHTkn b., 2 rona
Table 3. Laboratory test results of patient B., 2 years old

Moka3sarenb / Parameter Jlata / Date

Buoxumus kposwu / Blood biochemistry

[lara / Date

Knunuyeckuii ananus kposu / Complete blood count 01.07.2020 06.07.2020 11.07.2020 14.07.2020 16.07.2020
Jputpouutsl, 10'2/n / Erythrocytes, 10'%/1 35 3,0 39 35 3,2
F'emorno6uH, r/n / Hemoglobin, g/l 78 69 90 81 76
Fematokput, % / Hematocrit, % 23 22 27 24 22
NeitkoumTbl, 10%/n / Leucocytes, 1091 15 23 19 19,4 25
He#tpothunel, % / Neutrophiles, % 81 82 T3H ++/ TGN+ 80 85 76 T3H + / TGN+
TNumdchouuTsl, % / Lymphocytes, % 17 7 10 9 20
Tpom6ouutel, 10°/n / Thrombocytes, 109/ 310 211 206 284 300

€03, mm/u/ ESR, mm/h 55 45 39 25 33

02.07.2020 06.07.2020 08.07.2020 11.07.2020 15.07.2020
ANT, Ep/n/ ALT, U/l 16 15 8 - 60
ACT, En/n/ AST, U/I 21 25 22 - 42
CPB, mr/n/ CRP, mg/I 125 206 203 125 61
®ubpunoren, r/n / Fibrinogen, g/l - - - 1,76 -
TpokanbLUMTOHMHOBbII TECT, Hr/MA / Procalcitonin test, ng/ml - - - 0,53 -

PMX. MaTtb n auta. 1.5, N23, 2022 / Russian Journal of Woman and Child Health. Vol.5, N23, 2022

266




Clinical Practice

Pediaftrics

Ha Hanmuue B3B- u LIMB-nndekuun npu noMouy BbisiBie-
HUSl CEPOJIOTMYECKNX MAapKEPOB, a TAKKe reHOMOB BO30yau-
teneit B kposu MeronomM [LP. [To pesynbratam ceposoruye-
CKMX METOJIOB B CbIBOPOTKe OOHapyskeHbl creLuduueckue
anrurena (IgM VCA, IgG VEA) k BOb u LUMB, a taxke JHK
B3b n LIMB B kposu meronom IILP, uto nossonuno sepu-
$ULMPOBATb MUKCT-TeprecBUPYCHYIO 3THOJIOTMIO 3aboseBa-
Husl. BriocsieAcTBMM TpeXKpaTHO MOJlyuyeHa OTpuuaresibHas
[ILP maskoB u3 Hoco/porornotku Ha PHK SARS-CoV-2,
4TO N03B0oMM0 UckmounTs COVID-19.

BBHly MHTOKCMKALIMOHHOTO CHHAPOMA, NPHU3HAKOB I'yMO-
pasbHOi aKTUBHOCTH O AAHHBIM OMOXMMHYECKOro aHanu3a
KkpoBM Hauata ABT npemapaToM IMMpOKOro cnekrtpa neii-
crBust (uedotakcum). K 06.07.2020 B nuHaMKKe OTMeUEHO
HapacTaHWe aHeMMUYecKOro CHHAPOMAa C MpPOrpecCHpOBaHU-
€M BIUIOTb 10 TSIKEJION CTENeHU TSLKECTH, YTO MoTpeboBaso
KOppeKUUn TpaHCPysueil OTMbITO! 3SPUTPOLIUTHON MacCChl.
Takke MO pesysbTaTam J1ab0paTOPHbIX UCCIIEN0BAHMI COXpa-
HSIeTCS TyMOpasbHasi aKTUBHOCTb, OTMeYaeTcsl HapacTaHue
KOHLIEHTpaLuy OeNKoB OCTpOii ¢asbl B CbIBOPOTKE KPOBH,
B KJIMHUYECKOM aHaju3e KPOBM — HapacTaHMe JIeKOLUTO3a,
Heiftpodpunesa. [loMmnmo 3TOro, KIMHUUECKHM OTMEUaeTCsl Ha-
pacraHye MHTOKCUMKALMOHHOTO CHHAPOMA: TeMIlepaTypa Tesa
1o 39,5 °C, k HIIBII pedpakrepra. Beuay Bbilenepeunciien-
HbIX M3MeHeHHUi1 OblI0 NPUHSTO pelueHne o cMeHe ABT 1 nepe-
XOZle Ha pe3epBHYIO rpyIy aHTHOaKTepHabHbIX MPEenapaTos,
07.07.2020 Ha3HaueH MepOIEeHeM.

YunuTbiBasi BbIPakeHHOCTb JIMM$ONposndepaTuBHOro
CHHZIPOMa, IPOBENeHO UHCMPYMeHMANbHOe 00CN1e008aHUE:
Y31 OBI1, MCKT OI'K u OBII. Ilo nanubeim Y3U peructpu-
POBaICh SXOMPU3HAKM renaToCcnjeHOMeraaum, peakKTUBHbIX
M3MEHeHUil CTPYKTypbl MeuyeHu, Mnovek, JUManeHonaTuu,
100aBOYHOI IOJIbKY CeJIe3eHKH, YMEPEHHOTO IBYCTOPOHHE-
ro ruapokanuko3a. MCKT OIK: oTcyTcTBMe 0uaroBbiX M MH-
$UNbTPAaTUBHBIX U3MEHEHUI JIETKUX W YBEeJIMYeHUs] BHYTPU-
rpynHblx tuMdaTtrdeckux yanos. MCKT OBII: BbipaskeHHas
CIJIeHOMeranusi, yMepeHHOe yBeJWueHKue BbICOTbl MPaBoOit
IONM TeyeHH, NOMOJHUTENbHBIX 00pa3oBaHMii B OpioLu-
HOIl MOJIOCTH U 3a0PIOLIMHHOM NPOCTPAHCTBE HE BbISIBIIE-
HO, IMMdajieHonaTsi napaaopTajibHbIX U a0PTOKABaJbHbIX
NUM$aATUUECKUX Y3JI0B.

C yuerom B3B- u LMB-3tronornu 3aboneBanus
¢ 07.07.2020 6bina HazHaueHa 3THOTPOMNHAs Tepanusi Baj-
raHuukioBupoM. Ha 11.07.2020 cocrosiine 6e3 AMHAMMKM
Ha QOHe NMpPOBOAMMOI Tepanuu. BBuny BbIpakeHHOro JUM-
¢dornponMpepaTUBHOTO CUHAPOMA, a TaKXKe COXPaHSIOLIero-
Cs1 MHTOKCHMKaLMOHHOro cunapoma 11.07.2020 npunsto pe-
weHue o HasHaueHun cuctemHbix 'KC B nosuposke 2 mr/kr
no npennusonony. Ha ¢pone I'KC-tepanun otmeuanach kpa-
TKOCPOUHAs MOJIOKUTeJIbHAsl IMHAMKKA B BUIE CHUKEHMs
BOCMAJIUTENbHOI aKTUBHOCTH M MUHTOKCHUKALIMOHHOTO CUHAPO-
Ma. HecMOTps Ha MONOXMTENbHYO AMHAaMUKY, kK 14.07.2020
HabJI0/1a7I0Ch OBTOPHOE MOSIBJIEHNE JIMXOPAJIOUHOM peak-
UMM, HapacTaHhe T'yMOpajbHOW aKTMBHOCTH, COXpaHeHHe
nuMoonponrdepaTMBHOTO CHHApPOMa 0e3 CyleCTBEHHOM
IMHAaMMKM, a TaKXe CepoJIOTMYeCKUX MapKepoB paHHei
¢asbl TeueHus: BOb-undexuun.

YunTbIBast OTCYTCTBUE N0JI0KMTEIIbHON AMHAMUKY Ha poHe
NpPOBOAMMOI KoMIuIeKcHO# Tepanuu, 16.07.2020 nposeneHa
NYHKLMS Nepupeprueckoro IMMQpaTHiecKoro ysia ¢ nocyesny-
IOLLMM TMCTOJIOTMYECKMM W UIMMYHOXMMHYECKUM MCCllefioBa-
H1eM — OOHapY)XeHO 3aMellleHHe TKaH! IMMQOY3TI0B MaKpo-
¢darasbHbIMU KJIETKaMU € Han4reM remodaroumTos. C yuetom

IaHHbIX OMONCUMK CHOPMYIMPOBAH OKOHYATENbHBIN KIMHHU-
YecKuit AnarHos: «/HQeKLMOHHbII MOHOHYKJI€03 TUMHYHbIi
(B3B- u LIMB-atnonorun (M®A Ha BIB: o6Hapysketnsl BB
VCA IgM+, B kpoBrn — JJHK B3b n LIMB) Tsxenoit creneny,
nepuop pekoHBanecLeHUun. OC0KHeHHbIi: BTOpUuHbli [T1».

Jlns nanbHeiiero yieveHys peGeHOK Obly NepeBesieH B re-
MaTOJIOTUUECKHWIi CTALMOHAp 1UIsl IPOBEJEHHs! ONIMXUMUOTe-
panuu no npotokonam nedenust [

OBCYXXIEHUE

[lpuBeneHHble Bbillle KIMHUYECKME HAOIIONEHNS] NIEMOH-
CTPUPYIOT BbICOKYIO CJIOKHOCTb IUAarHOCTHKH, & TAKXKe Kpaii-
He OOLLIMPHBIii CIIEKTP HO30JI0THIA, C KOTOPBIMU MPUXOAUTCS
IuddepeHLMpOBaTb AAHHYIO MaTONOrMi0. BBHAY OTHOCH-
TeJIbHO HEBbICOKO! paclpoCTpaHeHHOCTH [5—7], a TaKkKe OT-
CyTCTBHA anuaemuonoruyecknx ganubix o [JII' B Poccum ato
3abonieBaHMe PEMIKO BbISIBJISIETCSI CBOEBPEMEHHO, 0COOEHHO
€CJIM peub UAeT O MOCTUH(EKLMOHHOM BapUaHTe TeueHUs..
B npuBeneHHbIX KJIMHUYECKUX HAOJIONEHHsX paccMaTpu-
BaloTcs BapuaHThbl [JII, MHAYLMPOBaHHbIE reprnecBUpycaMHu,
XapaKTepH3yIolIMecs: OJHOBPEMEHHO KaK SIBIE€HHS OCTpOii
B3b u LIMB-undekuun u kak cumnromsl [JII. Yoosnerso-
pstoT auarHoctuueckuM Kpurepusm [JIIN crnenyroiine cum-
nToMmel [16]:

¢ suxopazka 38,5 °C >7 nHeis;

¢ cryeHoMeranvs (reveHb BbICTynaeT Gosee yeM Ha 3 cM
M3-TI0Z1 Kpasi pebepHoit Iyru);

¢ LMTOMEHUsl B IBYX W Oojiee KJIETOUHBIX JIMHUSIX Me-
pudepuueckoit Kposu (remornobun <90 r/a, TPOMOOLMTDI
<100x10°/n, Heitrpoduinbl <1x10%/m);

¢ TUNepTpUMIMLEpUAEMUs U/Unu  runodpubpuHOreHe-
Must: Tpuriepuznbl >2,0 mmonb/n unn >3SD, c])n6anoreH
<1,51/n;

* ¢depputuH >500 MKr/m;

¢ cbiBopoTouHOe copepxkanne CD25-monexyn >2500
En/n;

¢ CHWXKeHHe akTUBHOCTH NK-KJIETOK KpOoBY;

¢ remo¢aroyuTo3 B KOCTHOM MO3re, IMM(aTUYEeCKUX y3-
Jax UK JIMKBOPE.

Ina ycranosnenust guarnosa [JII HeoOXOOUMO Hajuuue
KaK MPUHUMYM YE€TbIPEX KPUTEPUEB M3 NEPEUNCIIEHHBIX.

B npomemMOHCTpHpPOBaHHBIX KJIMHUYECKUX Habozne-
HUSX B YCJIOBUSIX NPUEMHOrO OTAesleHUs] MHQPEeKLHOHHO-
ro CTalMoHapa Yy MaLyeHTOK OTMEYaJMCh sIBHble MPU3HAKU
BOb-undexkuun B BUAe MHTOKCHKALWOHHOrO, JMMEQONpo-
nudepaTUBHOrO CUHAPOMOB, a TaKXe pas3jMuHble Bapu-
aHTbl reMaToJIorMyeckux cABUros mno aaHHeiM OAK, Heno-
CPenCTBEHHO aHEMUYECKHUI1 CUHIPOM, a Takke JIMMQONeHus
(knuMHMYecKoe HabmoneHe 2), YTO JaeT OCHOBAaHKWE Bpavy
ycTaHoBUTb auarHo3 BIB-undexuun 6e3 paciupenus aua-
THOCTHYECKOTO MOUCKa.

lpu rocnuranusauuy, BBUAY Halu4usi NPU3HAKOB Oak-
TepuanbHoii nHpekunn no nanHeiM OAK B mepsom criyvae
M SBHBIX KJIMHWUYECKUX KpUTepHeB MHQEKLMOHHOrO MOHO-
HYKJIe03a C HaJMuMeM aTUIIMYHbIX MOHOHYKJIeapOB BO BTO-
poM ciydae, ObUIO MPUHATO pelieHre o HazHaueHun ABT,
Ha (OHe KOTOpOit He OTMEeUasoCh MOJOXUTEIbHON JUHAMMU-
KM, HapacTaia rymopasbHasi akTUBHOCTb (M0 JAaHHbIM J1abo-
paTOpHBIX METONOB OOCJIeNOBaHMS), a TaKkKe aKTHBHOCTb
MHTOKCHKALIMOHHOTO U JIMXOPaZlouYHOro CMHAPOMOB. B cBs-
34 C MOJO03peHNeM Ha reHepann30BaHHbI BOCHAJIUTEbHbIN
npouecc u otcytctBuem 3 dekra ot ABT 6biio pereHo Ha-
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MNeanatpus

KAnHMYeckaga npakTuka

3HauMTb Tepanuio cuctemHeiMu [KC B Buze mekcamerasoHa
B MMMYHOCYyNpeccuBHOi fo3e. Ha ¢one Tepamum otmeua-
JI0Cb CHM)KEHWE MapKepoB r'yMOpasbHO/ aKTUBHOCTH, MOJIO-
JKUTEJIbHAsl JMHAMMKA MO WHTOKCMKALMOHHOMY CHHZPOMY,
a TaKkxe 3aMeJiJieHre NPOrpecCMPOBaHNsl aHEMUUECKOrO CHUH-
apoma. B o6oux ciyuasx Mo AaHHbIM CEPOIOTMYECKUX U MO-
JIeKyJISIPHO-TeHeTUYeCKOro METOZIOB UCCTeloBaHusl Oblia Be-
puduunposana mukcr-undexuus (B35 u LIMB).

M3-3a ocobGeHHocTeii marorenesa BIB sBinsiercst onHum
13 OCHOBHBIX TpUITepoB pasButusi BropuuHoro [JII, npu un-
$UUMPOBAaHUM OCYLUECTBISIOLIMM  CrielnpUuecKoe CBs3bl-
Banue ¢ CD21-peuentopamu NK-, T-, B-kinerok, uto Bener
K I'MIepaKkTUBaLMY UIMMYHOKOMITIETEHTHBIX KJIETOK C Pa3BUTH-
eM $eHOMEeHa «LIUTOKMHOBOTO IITOPMa». [MNepLuuTOKMHEMMUS]
006YCJIOBIMBAET HEKOHTPOJIMPYEMYIO NpordepaLnio U U30bl-
TOUHYIO (QYHKLMOHAbHYIO aKTMBHOCTb KJIETOK MOHOLMTAap-
HO-MakpogaraibHOro 3BeHa C pa3BUTHEM remodarouuTap-
HOTO CMHZIPOMAa Y MPU3HAKOB OPraHHON AUCPYHKUMU. CTOUT
OTMETHTb, YTO peasM3aLysl JaHHbIX HapyLIeHHUi1 BO3MOXKHA, Be-
POSITHO, Y TeHEeTUUYECKH NpeApacroIOKEHHbIX JIML, UMEIOLLMX
HACJIeICTBEHHDI leeKT LIMTOTOKCUUEeCKUX IPaHyJl, OTBe4alo-
LLIMX 32 HETATUBHYIO MMMYHHYIO PETyJISILHIO.

BoienepeuriciieHHble 0COOEHHOCTH OOBSICHSIIOT aJieKBaT-
HocTb npuMenennst 'KC, a Takke CHMXXeHHe akTUBHOCTH BOC-
TaJIUTENbHOrO MpoLecca Kak KJIMHUYeCKH, TaK W MO JaHHbIM
nabopaTopHbIX MeTonoB 00cienoBaHuss Ha (OHe Tepanuu
Tnpenaparamy JJaHHOTO psifia. ITOT (aKT MOKHO OOBSCHUTH
HernocpencTBeHHO cynpeccuBHbIM JeiictBueM ['KC Ha ummy-
HOKOMIIETEHTHbIE KJIETKM C MOJaBJIeHUeM MX LIUTOKWUHIIPOLY-
uupytoweit pyHkumu. To ectb npu ucnonb3oBannu 'KC B ka-
4ecTBe NMaTOreHeTUYeCKOoi Tepanyuy NPOMCXOIMT BbIKIIOUYEeHUE
OZIHOTO M3 Ba)KHEeMILIMX NaToreHeTM4eckux MexaHuamos [JIIN —
«UMTOKMHOBOTO LUTOPMa».

CnoxueiM  BompocoM  and@epeHLnanbHOr0  AUarHosa
y NepPBOii NaLUMEHTKH SIBJISUIOCh Haluuie NPU3HAKOB OCTEOJH-
TUYECKOi IeCTPYKLMK B BUJe HECKOJIbKMX O4YaroB, B YaCTHO-
cru ten Th7, L1, L3, L5, 6okoBoit Maccbl S1 kpecrua cripasa,
a Tak)Ke COHaIpaBJIEHHOrO OTejia NPaBoi MOJB3JOLIHOM KO-
CTH, UTO OBIJIO PacCLieHEHO KaK 0Yark CenTuyeckoro nporecca,
B CBSI3M C YeM MPUHSTO peLleHne O Ha3HaueH! KOMOMHNPO-
BaHHOI ABT mpenapaTtamu 13 rpynmel pesepBa (LedTaposrHa
¢docamun, MeporeHeM) B BO3paCTHOM [03upoBke. [Ipu 3ToM
Ha QOHe NPOBOAMMOI Tepanuy 3HAUYMMOTO MOJIOKUTEIbHOIO
a¢ddexra oOHapyskeHO He Obino. Takke GpakTOpoM, CTABALINM
T0]l COMHEHMe TeueHHe CeNTUUeCKOro NpoLecca, sIBJseTcs Ha-
JIMYKie YPOBHS NpOKanbLUTOHMHA 0,5 HI/MIL.

YuuTbIBasi nepeuncieHHble 0COOEHHOCTH TeueHnst 3aborie-
BaHMSI, KOHCUJIMYM Bpaueii MPHHSUI pelleHrne O NpOBeleHnH
MYHKLMOHHOM GUOMNCHM KOCTHOTO MO3ra M IMM(OY3JI0B C MOo-
CTIefyIOLMM TMCTOIOMMYECKUM MCCIIeOBaHKeM Ma3Ka B 000-
X ciyuasx. JlaHHoe 06cnenoBaH1e CTajo KI4YeBbIM MOMEH-
TOM A1 PepeHLManbHON JUarHoCTHKU. B pesynbrare 6bu10
oOHapyskeHO Hannuue peHomeHa reModaroLuTosa, MHPUIb-
Tpauusi Makpogaramu C BbITECHEHHEM JPYrHX POCTKOB KpO-
BETBOPEHMSI.

[NTaumenTka K. B cBSI3M C yXy/lIeHMeM COCTOSIHHUSI, Pa3BUTH-
€M aHeMHH TSIKeJION CTereH M MpHU3HAaKaMy MMoKcnu Obiia
nepeseneHa B OPUT nyis mpoBeneHnst MHTEHCMBHON MHQY-
3MOHHO-TpaHCPy3uOHHOM Tepanuu. [locne ycraHoBieHUs
OKOHYaTeJIbHOro 1MarHo3a M CTabuimsaLuy COCTOSIHMS MaLy-
€HTKM ObIJIO NPUHSTO pelLleHNe O MepeBojie ee B reMaToNoru-
yeckoe OTIeNleHue Jlsl AajbHeiilleil Tepanuu. B pesynbrare
nedenus no npotokony HLH-2004 nocturuyTa pemuccusl.

Maupmentka B. nocne npoBeneHust NyHKLUMOHHON GUoNCHK
1 YCTaHOBJIEHHMS] OKOHUYATEJIbHOTO AMarHosa Oblla rOCIUTaM-
3MpOBaHa B reMaToJIOrMYecKoe OTZeNeHNne Jjisl Hauasa MoJu-
xuMuorepanuu no nporoxkosnam IJIT

3AK/TIOUYEHUE

Takum 006pa3om, MNpencTaBIeHHble KIMHUYECKHE CITy-
4au JEeMOHCTPUPYIOT TMpHUMEpP TOro, YTO MOCTUH(QEKLHU-
onnblii [JII — 9TO KpailHe TsXKenas MaToNOrys, BeayLlas
K MOpa’keHNI0O MHOTMX OPraHOB M CUCTEM, B HEKOTOPBIX CJly-
yasix TpeOyroluasi HeOTIOKHOI Tepanuu B ycnoBusx OPUT.
CNOSKHOCTb JJMAarHOCTHKH, OOYCJIOBJIEHHAsl HalM4MeM Mep-
BUYHOTO MAaTOJIOTMYECKOrO MpoLecca, MpeNcTaBlIeHHOro
B nepBylo ouepenb BOb- u LIMB-undekuueit, ssnsercs ce-
pbe3Hoit npobemoii, Tpedyrolieit 06CcyKaeHNs U pa3padboT-
KW palMOHaJIbHbIX CTaHAAPTU3MPOBAHHBIX MOAXOLOB K IH-
arHOCTMKE JIAHHOTO COCTOSIHMSI C LieJIbl0 CBOEBPEMEHHOro
BbISIBJIEHMS] M Hauaja COOTBETCTBYIOLIei Tepanuu. Eile ogun
Ba)KHbI BONPOC, KOTOPbIi HEOOXOAUMO PaCCMOTPETb, — 3TO
BO3MOXXHOCTb npuMeHenusi [KC B Tepannu repnecBUpycHbIX
uHdekuuit, B yactHoctu BIB- n LIMB-nundexkunn. YuuTbl-
Basl 0COOEHHOCTH MaToreHe3a reprneTueckux MHQeKLUil, 1x
BbIPa’KEHHYI0 IMMYHOTPOIHOCTb, BasKHO McMonb3oBaTb [KC
B MMMYHOCYIIPECCMBHO/ Jl03€ MpU TSIKENbIX U/UIA OCJIOXK-
HeHHbIX BapuaHTax Teuenust BOb- u LIMB-undekuun kak ane-
MEHT MaTOreHeTHYecKoi Tepanuu. JlaHHblii (akTop MOXeT
ocnoxxHuTb AuarHocTuky [JII Tak xak Ha ¢pone Tepanuu [KC
TPy JAHHOM COCTOSIHMM OyZieT MOJTyueH MOJIOXUTEIbHBIN OT-
Ber. [lpu atom IJII' HeoOxoauMoO Mon03peBaTh, KOrAa UMe-
10TCS1 iBHble npusHaku BIb-, LIMB- unn Mukcr-undexunu
C TsDKeJIbIM TedeHneM. Takske BaKHO C TMPAKTUUECKON TOUKK
3pEeHMUs1 KPUTUYECKU OTHOCHUTBCS K HepaLMOHaIbHOMY Ha3Ha-
yeHnio ABT, Tak Kak 9TO MOXeT BeCTH K HeOlaronpusiTHbIM
nocnenctsusim. Takium 06pa3om, [t BLIOOpa afieKBaTHON Te-
panuy HeoOXOAMMO MPOBECTH KaYeCTBEHHYIO KOMIIEKCHYIO
IMarHoCTHKY C TpUBJIEYEHNEM CMeLnanicToB B 001acTH re-
MaToJIOTMH, PEBMATOJIOTMH, OHKOJIOTUH.
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