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TpyaHbIM gnarHos: cayyam remodaroymMTapHoOro IMMGorMcTMoLmnTo3a
y pebeHKa paHHero Bo3pacTa

H. B. [ILLEHHNCHOB', I0. C. AJIEKCAH/APOBUY', M. A. YAJAJIbLIOB?, T. A. AHOXUH?, B. A. HASBUAXME/OB'2, /1. M. TOYNHAEBA?,
B. E. MPOHOCOB!

1CaHKT-MeTepbyprcKuii rocyaapcTBeHHbI NeguaTpMYecKuii MegULMHCKUIA YHUBepcUuTeT, CaHKT-MeTep6ypr, PO

2[leTcKanA ropoacKas KAMHUYecKas 6onbHuLa Ne 5 um. H. ®. dunatoBa, CaHkT-MeTep6ypr, PP

TemodaronuTapHblil IMMGBOrUCTONNTO3 — KpaiiHe peikoe 3abosieBanne, Tpebyoliee PaHHEH JUArHOCTUKK U CIEI(UIECKOTO JICUCHHUS.
Iesb: IeMOHCTPAIMS KIMHUYECKOTO Cydas reModarouTapHoro JuM(orucTonuTosa y pebeHka paHHero Boapacra.

ITpoBe/ieH PETPOCIIEKTUBHBIH aHAN3 0COOEHHOCTET TeueHns 3a001eBaHNs y peOeHKa B BO3pacTe 6 Mecses, MOTPeGOBABIIETO JIEUEHUST B OTIETECHUN
peaHNMaIK U MHTeHCHBHOI Tepanuu. IIpesncrasien aaroputm auddepeHnanbHOi AMaTHOCTUKY cericruca 1 reModaronnTapHoro JuMGOrucTo-
IIUTO3a y ZeTeil, 0c060e BHUMAHIIE YEJIEHO KPUTEPUSIM IUATHOCTHKHU, OTPa’KEHbI KIIMHIKO-Ta00paTOPHBIE OTJIMYNST YKa3aHHbIX 3a601eBaHMIL.

3akmouenue. Hasuune JieiiKoneHun, HETPOIIEHNH, TPOMOOIIUTOTIEHUH, TUTIOATLOYMUHEMIU U TUIIOKOATYJIAIMU Y PeOEHKA PAHHETO BO3pAcTa
Ha boHe CTONKOTO heOPUIUTETA SIBISIETCS OCHOBAHUEM JIJIsI IPOBEIEHUsT TIATEIbHOI A depeHInaTbHON IUArHOCTHKH C TIEJbI0 HCKITIOUEHNUST
TSDKEJIBIX CHCTEMHBIX 3a001eBaHiT, MAHN(ECTHPYIOMNX KaK HHEKIIN AETCKOTO BO3PACTA U CETICHC.
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Difficult Diagnosis: A Case of Hemophagocytic Lymphohistocytosis in an Infant
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Hemophagocytic lymphohistocytosis is an extremely rare disease requiring early diagnosis and specific treatment.
The objective: to demonstrate the clinical case of hemophagocytic lymphohistocytosis in an infant.

The course of the disease in a 6-month-old child requiring treatment in the intensive care unit was retrospectively analyzed. The article presents the
procedure of differential diagnosis of sepsis and hemophagocytic lymphohistocytosis in children, special attention is paid to the diagnostic criteria,
and the clinical and laboratory differences of these diseases are described.

Conclusion. The presence of leukopenia, neutropenia, thrombocytopenia, hypoalbuminemia and hypocoagulation in an infant with persistent
fever is the basis for a thorough differential diagnosis in order to eliminate severe systemic diseases that manifest as childhood infections and sepsis.
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TemodaronuTapubIit TUMGOTUCTUOINTO3 — KpaitHe  ero He jeunTh. CpefHee BpeMs KU3HU MOCJEe TToCTa-
pejikoe, HO TIOTEHIMATLHO CMepTesibHOe 3a00IeBaHie,  HOBKH JUATHO3a, MO JAHHBIM Pa3JNYHBIX UCCIIET0BA-
XapakTepusymoleecs HannarneM MO poJIoTuueckn 3pe-  HUM, cocTaBisieT 2—6 Mec., a BEPOSITHOCTD TPeXJIeTHe-
JIBIX JIUMGOIUTOB ¥ TUCTUOIUTOB C TIOBBIINIEHHOI ak-  T0 BbikuBanus — Meree 10% [5]. laxke 1ipu najmudum
TUBHOCTBI0. OOBIYHO MAaHU(ECTHPYET B PAHHEM JIETCKOM  a/IEKBATHOTO JIEYEHUST MSITUJIETHSIST BHIKUBAEMOCTD
Bospacre [3, 7—12]. Haubosiee yacTo caMbIMu TIEPBBIMU  cocTaBJisieT He 6oee 21—26%. Pemuccust mpu raHHOi
KJIMHUYECKIMU TIPOSIBIICHUSIME 3a00JI€BAHUS SBJISIIOT-  (hopMe 3a00/1eBaHUsT BCEr/[a BpEMEHHAsI, TOATOMY Iie-
s JINXOPAJIKA, TeTIaTOCIITIEHOMETaNs, TAHIIUTOTIEHUS,  pecajika KOCTHOTO MO3Ta — eIMHCTBEHHAS HaJ[e)K/1a Ha
JMDAIEHONIATUST U HK3AHTEMA, YTO HEPEIKO CIYKUT — usjederne. Hambosiee 4acTo cMepTeIbHbBIE MCXO/IbI
OCHOBAHUEM JIJIsl TOCTAHOBKH OIMHOOYHOTO [Mario3a  OOYCJIOBJIEHBI HHBA3UBHBIMU TPUOKOBBIMU MHMEKITH-
pasmYHbIX HHMDEKITMOHHBIX 3a00eBanuii win cericuca,  simu [12]. Vicxobl BTOpHYHOTO reMoharonnTapHoro
MIPOBEJIEHNST MACCUBHOI aHTUOAKTEPUATIGHON TEPAM M JTMM(DOTHCTHOINTO3a BEChMA PA3JIMYHBI M 3aBUCSIT OT
MO3/IHEN IMATHOCTUKU OCHOBHOTO 3a00JI€BAHMsI, YTO CO-  CPOKOB TIEPBUYHON AUATHOCTUKH. PanHee BhIsBJICHUE
MPSIKEHO € BBICOKMM PUCKOM HEGIATOMTPUSITHOTO FICXO/Ia.  OCHOBHOTO 3a00JI€BaHMsT, CBOEBPEMEHHOE Ha3HAUECHIUE

M3BecTHO, 4TO CeMEWHbIi TeMO(aromuTapublii  BHYTPUBEHHOTO UMMYHOTIOOynHA G U CTEPOUIOB
JUM@OTUCTUOIUTO3 SIBJSIETCS CMEPTETbHBIM, €CTTU  SBJSIOTCS BBICOKOA(M(MEKTUBHBIMU MEPOTIPUSTUSIMU
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MEePBO JIMHUK ¥ TI03BOJISTIOT 00€CIeYrTh CTabuIn3a-
U0 COCTOsTHUsT GOJIBIMUHCTBA maiueHToB [8]. B To
JKe BPeMsl CJIelyeT OTMETUTb, UTO HA PAHHUX CTAUSIX
3aboJieBaHue HanboJee 4acTo MaHU(ECTUPYET B BUJIE
CTOIKOTO TMOBBIIIEHUST TEMIIEPATYPBI TeJIa U MOSIBJIe-
HUS CUHIPOMa 3K3aHTEMBI, YTO HEPEIKO SIBJISETCS
HPUYMHOM OMMOOYHON IMArHOCTUKK CaMbIX Pa3HbIX
nHOGEKINH, cercuca U HeOTMPaBJAaHHOTO Ha3HAUEHUS
aHTUOAKTEPUATBHON M MATOreHETHYECKOI Tepanun
[4,6,7,9-12].

[lenb: meMoHCTpANMS KIMHUYECKOTO CITy4asi TeMo-
(darorurapHoro TMMOOTHCTHONNTO3a Y peOeHKa paH-
HETO BO3pPacTa.

Kanunueckwmii cayuaii. /leBouka (5 mecsnes) ro-
cnuTasu3upoBana B nHpekmmonnoe otaenenue CIIb
I'BY3 «/lerckast ropojcKast KIMHUYeCKast GOJbHUIIA
Ne 5 um. H. @. @dunarosa». M3 anamuesa 6osie3Hu
M3BECTHO, 4TO 3abo0Jieia 5 qHel Has3al, KOorja OT™Me-
YaJoCch TOBBINIIEHNE TeMIiepaTypsl Tesa 70 38,8°C, B
CBSI3W C YeM ToJIydasa Hypoden mo 2,5 ma X 3 pasa
B nenb (16,8 mr/kr B cytku). Ha 2-it genb 6osresnu
OCMOTpPEHA yYaCTKOBBIM I€UATPOM, IUATHOCTUPO-
BaHa OCTpasi pecnupaTopHas WH}pEKIUs, Ha3Have-
Hbl BU(EPOH U CUMIITOMATUYeCKas Tepanus (Hypo-
(en, akBamapuc, MupaMucTUH). B TeyeHne mepBBIX
3 niHel 3a00JI€BAHUS C TEJTBIO CHIZKEHIS TEMIIEPATYPBI
TejTa mostydasa HypodeH mo 2,5 M X 2 pasa B CyTKA
(10 mr/t), ubympoden (8 mr/kr), adpepanran (10 mr)
6e3 cymectBeHHOT0 ahexra. Ha 3-if 1eHb 0T MOMeHTa
HOSIBJIEHNSI TIEPBBIX CUMIITOMOB OOHAPY KEHbI TISITHU-
CTO-TIATYJIE3HAS ChITTh HA KOXKeE TYJOBUIIA, BEPXHUX
U HUKHUX KOHEYHOCTSIX, YMEPEHHAsI OTEYHOCTh BEK.
B kiimHMYecKOM aHasin3e KPOBU BbISIBJIEHbBI BbIPAKEH-
Hast TpombonuTonerus (Tr = 19 x 10°/1) u anemus
serkoit crerrenun (Hb = 105 r/n), pebeHok rocruranu-
3UPOBAH B CTAI[MOHAP.

N3 anamHesa ;KU3HW U3BECTHO, YTO POAMUJIACH OT
nepBoil GepeMeHHOCTH, CPOYHBIX POAOB C MACCOM
tesa 3 400 1, poct 52 cm. C poKaeHUs HaXO[UIach Ha
€CTeCTBEHHOM BCKapMJMBaHWM. B mepuone HOBOPO-
JKIIEHHOCTH TTePEHeca TeMOJUTHIECKYIO O0Ie3Hb HO-

BOPOXIEHHBIX (KOH(IUKT 1o cucteme ABO), mosrygana
doTtorepanuio, ypcocan. Bpauamu-crenuagiucraMu He
nHabmozanach. Knunudeckuil anaams KpoBu caaBaia
B 1 1 2,5 Mecd11a, IaTOJOTUYECKUX U3MEHEHU He Bbl-
SIBJIEHO. 3a 5 [AHEN 10 OOJIe3HN TIPOBe/IeHa PEBAKIIN-
HaIlUsl BAaKIIUHOUN <«IIEHTAKCUM» + PEBAKIIMHAIUS OT
rematuTa B.

[Tpu mocTynienun B cTaliuoHAap OCMOTPEHA Te/u-
aTpoOM, JIMarHOCTUPOBAHA OCTPAsl PECITUPATOPHAST UH-
dextms, ocTphiil apUHTUT CPETHEN CTETIEHY TSKECTH,
BUPYCHast 9K3aHTEMa, 3a10/[03PEH KaBaCaKU-1OI00HbIN
cutzipom. [1pu tabopaTopHOM 06C/IEIOBAHUH BBISIBJIE-
HBI aHeMust Jierkoit crenenn Tskect (Hb = 101 r/in),
seiikonrernst (L = 3,8 X 10°/11) ¢ mumdorinto3om, rumo-
abOyMUHEMMYSI U TrIoKoaryisiiust (tabmr. 1-3).

Pebenky HasHaueHa WH(DY3MOHHAS, aHTHOAKTEPH-
aJIbHAs U CUMIITOMATUYECKAs TEPATIUSL, YUUThIBAS JJIU-
TEJIbHOCTH TeYeHUsI 3a00JIeBaHUsT M PAHHUI BO3PACT
pebeHKa, B KadecTBe aHTHOAKTEPUATLHOTO TIperapara
BbIOpan redrpuakcon (100 Mr/Kr B CyTKH).

Ha 2-e cyT nedenus B crarimoHape OTMEYEHO pac-
[POCTPAaHEHUE CBITTH HA JIUIO U TYJOBUIIIE, C TOSIBJIe-
HUeM HeOOJIBIIOTO IIMaHOTUYHOTO oTTeHKa. I1o jaH-
HBIM TTOJTUMEPA3HOU IEMHON Peakiuy HaJudue y
pebeHKa 1 ero MaTepu HOBOI KOPOHABUPYCHOI MH-
(bex1mu UCKIII0UEHO, PE3YJIbTaThl UCCJIEI0BAHUS Ma3-
KOB Ha PecIMpaTOpPHbIe BUPYChI U BUPYC IIPOCTOrO
reprieca oTpuIaresbHbie. B GHOXMMUYeCKOM aHaIM3e
KPOBM OTMEUYEHO IIPOrPECCUPOBAHNE THIIOATBOYMUHE-
vy (aabOymun 22,1 r/1), B 001eM aHaI3e MOYH —
nporennypust (6emnox 0,8 r/m), spurponurtypust. Ha
OCHOBAaHUU KJIUHUKO-aHAMHECTUYECKUX J[AHHBIX
(nuTesnbHAS JTUXOPAJIKA, XaPAKTED CBITH, SIBJIEHUS
CKJIEpUTA) W JAHHBIX J1aOOPATOPHBIX MCCJIEIOBAHUIA
JIUATHOCTUPOBAH KaBaCaKU-TIOAOOHBIA CHHIAPOM, K
Tepanuu 106aBJeH gekcamerasoH B 1o3e 10 mr / 1 m?
[MOBEPXHOCTHU TeJIa.

B nocsieyroriue g1 cOCTOsIHIE peOEHKA OCTaBaIOCh
TSKEJIBIM, OTHOCUTEIbHO CTaOMIIbHBIM, TEPUOANIECKH
O0TMEevaJIOCh MOBBINIIeHNe TeMTepaTypsl Tema 10 39°C,
KOTOpas KynupoBaiach mapaieramonom (60 Mr/kr B

Taonuya 1. TlokazaTeu KIMHUYECKOTO aHAJIM3A KPOBU B epBbie 10 cyT jieyeHusi B cranuoHape

Table 1. Parameters of the clinical blood count for the first 10 days of in-patient treatment

Mokasarenb PedepeHcHbI MHTEpBan 1 2 3 4 5 6 7 8 9 10
lemorno6wH, r/n 110-140 101 94 93 85 71 110 121 106 87 99
OputpouuThbl, x 10'%/n 3,145 3,68 | 3,561 | 3,41 | 3,11 | 2,77 | 3,62 | 4,04 | 3,44 | 2,83 | 3,41
Tpom6ouunTsl, X 10%/n 150-350 158 55 41 28 20 18 24 20 12 13
JNenkoumnTbl, x 10%n 4-11 3,8 47 45 8,7 6,6 7,3 7,7 4,2 3,2 6,2
CO3, Mm/y 2-17 15 9 16 15 12 10 7 6 15 12
JlerikounTtapHas dopmyna
MwuenouuTbl, % 0 0 0 0 1 0 0 0
MeTtamunenouuTbl, % 0 0 0 0 1 4 0 3 3 1
ManoykoapepHble HeNTpodubl, % 0,5-5,0 2 6 6 14 12 11 4 7 10
CermeHTosaepHble HEUTPOodUAbI, % 24-30 4 12 11 9 3 9 6 5 3 15
JlumounTbl, % 54-60 82 72 73 74 61 74 77 79 83 72
MoHouuTsl, % <11 10 3 6 7 17 6 10 6 3 9
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Ta6.7m14a 2. buoxuMHYeCcKHii aHaIu3 KPOBH 3a BPEM: JICUEHUA B CTallUOHape

Table 2. Blood chemistry during in-patient treatment

Mokasatenb Hopma 1 5 6 7 8 9
AnaHvHamuHoTpaHcdepasa, Eg/n 5-60 25,6 262 213,1 177,6 133,1 87,7 66,9
AcnapTtaramuvHoTpaHcdepasa, Ea/n 5-84 77,9 628,6 419,3 273,7 208,8 117,3 73,8
AnbByMUH, r/n 38-48 29,9 34 28,8 28,4 28,6 29,7 40
Benok o6wmu, r/n 48-76 53,2 54,2 48,2 49,6 53,1 54,4 63,8
Bunnpy6uH 06K, MKMONL/N 3,4-2,0 29,7 24,7 38,7 37,2 41,8 53,8
[noKko3a, MMonb/n 3,355 9,4 6,2 3,9

KpeaTtvHuH, MKMOAbL/N 18-37 38,8 33,8 31,1 28,5 31,9 26,4 27,1
JNakTataervpporeHasa, Ea/n 1-975 986 819 867 753 739 645
MoueBunHa, MMONbL/N 1-7 2,7 2,9 3,3 3,2 2,8 2 2
C-peaKTuBHbIV 6eNOK, Mr/an 0-1 9,8 3,7 - - - - -

Taonuua 3. TlokazaTen KOAryJaorpaMmbl 3a BpEMsi JIEYEHHUSI B CTAIIHOHAPE

Table 3. Coagulogram parameters during in-patient treatment

Mokasatenb Hopma 1 4 5 6 7 8 9 10

AKTUBHOCTb NpoTpom6uMHa no KBuky, % 70-120 61,2 29,1 33,8 40,6 49 53,4 51,3 57,5
MHO <1,25 1,34 2,37 2,09 1,81 1,57 1,47 1,52 1,4
AMNTB, ¢ 26-36 36 HK* HK HK 33 39 38 HK
DubpuHOreH, r/n 2-6 25 0,5 0,7 0,6 1,1 1,4 1,3 0,6

Ipumeuanue: * — HeT KOAryAAIUN

CYTKM), MeTaMn30510M (30 MT/KT B CYyTKH ) U KETOHAJIOM
(2,0 MT/KT B CYTKH).

Ha penTreHorpamme opraHoB TPYIHON KJIETKU Ha
2-e CyT JieYeHUsI B CTAIINOHAPE BBISIBIECHO YBeTMYeHIe
oObeMa JIErKuX, crpaBa B o61actu S1 mMeer MecTo cer-
MeHTapHast MH(MUIBTPALKSL, JIETOUHON PUCYHOK YCUIICH
¢ obenx ctopoH (puc. 1).

Puc. 1. Penmzenozpamma opzamnos epyoHol Kiemxu
Fig. 1. Chest X-ray

JlabopaTopHO MOATBEPIKACHBI aHEMUSI CPEIHEN cTe-
HEHU TSIKECTH, TPOMOOIIMTOTIEHHUSI, THIT0ATbOYMUHE-
must, tunokoarysasuus (ITTU = 29%, MHO = 2,37,
AIITB — HeT Koaryamun).

JluarHocTupoBaHa BHEOOIbHUYHAS TIPABOCTOPOH-
Hsd BepxXHenoJseBas S1-THeBMOHNA, CPeTHETIKeIass

(opma, CMHAPOM CHCTEMHOTO BOCHATUTEIBHOTO OT-
Beta. [Ipomomskena maanoBas aHTHOAKTEpUATbHAS,
MaTOTeHeTHYeCKas U CUMIITOMATUYECKAs Teparus.
C 11es1b10 KOPPEKIUH TUT0ANbOYyMUHEMUN HAa3HAYEH
20%-ubIii pacTBOp anmbOymuna u3 pacdera 100 mu
Ha 24 4.

Ha 5-e cyr jiedenust B ctaiinonape, 1o JaHHbIM Jia-
60paTOPHOTO 0OCIEIOBAHNUS, OTMEYEHBI TPOTPECCH-
poBaHue TPOMOOIMTONEHIH, TUITOKOATY IS, Hell-
TPOIIEHNH, yBesmueHne hepMeHTaTHBHON aKTHBHOCTH
aJaHMHAMWHOTpaHCc(hepasbl U acliapTaTaMUHOTPAHC-
depassr.

3aro/103peHo TOKCUYECKOe MOPaKeHre TTeYeHr Ha
(boHe mpuMeHeHUs mapareTamMosa U HeCTEPOUIHBIX
MPOTUBOBOCTIAJINTENbHBIX MTPENAPATOB, TIOCKOJbKY 32
BpeMs JIedYeHUs B CTAIlMOHAPE C [ETbI0 CHUXKEHUS TEM-
nepaTypbl Tesia pebeHOK ToTy Iyt nbynpoden B ooteit
nose 115 Mr/Kr B codeTaHuy ¢ APYTUMU ITPernapaTaMu
(adepanran, mapareraMos, 36 MT/KT, aCUPUH OJHO-
KpaTHO).

C 11eJ1p10 KOPPEKITHI UMEIONINXCS Hapy e Huii pebe-
HOK TIepeBe/leH B OT/IeJIeHre PeaHuMaIliy i HHTEHCHB-
noi#t Tepannu (OPUT). [Ipu moctynaennu cosnanme
SICHO€, OCTPasi TATOJIOTHYECKAsT HEBPOJIOTHYECKAST CHM-
NITOMaTUKa OTCYTCTBYeT. Hapymennit MUKpOITMPKY -
IIUU ¥ TeMOJIMHAMWKY HeT. /[pIxaHue CIOHTaHHOe, alek-
BaTHOE, JacToTa Apixanus 40 B munyTy, SpO, = 100%,
SpO,/Fi0O, = 476. [Ipu aycKyibTalmm JJETKUX JIbIXaHHE
KeCTKOe, PABHOMEPHO IIPOBOIUTCS C JIBYX CTOPOH, XPU-
1oB HeT. CO CTOPOHBI BHYTPEHHUX OPTaHOB OPIOIITHON
nosioctu 6e3 ocobernocteil. [TouacoBoii Temr auypesa
noctatoudsit (1,5—2,0 mut - kr! - u'). TazoBwIit cocTaB
U KUCJIOTHO-OCHOBHOE COCTOSTHUE BEHO3HOU KPOBU B
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npejiesiax pedpepeHCHbIX 3HaUeHUH, OJJHAKO OTMedeHa
runepaaktareMus (4,9 MMoJsb /7).

B OPUT c nenpio HUBEIUPOBAHUS TOKCUIECKUX
addeKToB MmapareTaMosa Ha3HaueHbl crienuduyeckast
aHTuaoTHad Tepanud (anetua-muctend, 1 200 mr/cyT),
BHTEPOCOPOEHTHI (9HTEPOCTEND, Af0daak); IPoL0JI-
JKeHa Tepanus KOPTUKOCTepouaaMu (JieKcaMeTa3oH,
2 mr/cyT). B cBA3M ¢ of103pennieM Ha MeTMKaMeHTO3-
HOe TIopaskeHre TeYeHH /1032 1epTpruakcona CHIKeHa
1o 70 MT/KT B cyTKH. B KagecTBe TemaTOIPOTEKTOPOB
KCIIOJIb30BAJIU TIPENAPAThl, COJEPIKAIIUE CYKIIMHATHI
(«ITutodmasuns ) u MmetronuH («lemameprry ). B cesasu
C HAJIMYMEM KJIMHUYECKUX MPU3HAKOB reMopparmnye-
CKOTO CUH/IPOMA U TUITOKOAryJisiiiuu (110 JaHHBIM KOa-
IyJIOTPaMMbI ) TIPOBO/IAJIN TEMOCTATUYECKYIO TEPAITUIO
(mUTIMHOH, BUKACOJ, CBEKe3aMOPOXKEHHAS TIa3Ma).

Ha domre mpoBoanmoii Teparuu coctostnne pebeHKa
OCTaBAJIOCh TSIKEJIBIM, 0€3 CYIeCTBEHHON [UHAMUK.
OIHOKPATHO OTMEYAJIOCH YBeJUYeHUEe KOHIIEHTPAI[UN
[JIIOKO3bI B KPOBH 710 17,6 MMOJIB/J1, 4TO GBLIO paciie-
HEHO KaK MposiBJIieHne T060YHOr0 s deKTa KOPTHKO-
CTEPOUJIOB, KYITMPOBAHO ITyTEM ITOCTOSTHHON MHDY3UU
uncyanna B go3e 0,1 Ex - k! - u! B TeyeHme cyTox.
Coxpansumics anemust (Hb = 71 r/xr), TpomboruTo-
nenust (20 x 10%/s1), oTHOCHTE/IbHAS JIEHKOTIEHUST
(6,6 X 10°/71) co caBUTOM JIEHKOTIUTAPHON (HOPMYITHI
BJIEBO /10 IOHBIX (hOPM, TUIIOATBOYMUHEMHUSI, THIIO-
koaryJsiiust (IITU = 33,8%) u BbIpaskeHHast TUiep-
JakTaTemus (KOHIleHTpalnus jakrtata 7,0 MMJIb/TT).
[To maHHBIM O0IEr0 aHAIM3a MOYHU BBISIBJIEHA reMa-
Typust. [Ipu yisTpasByKOBOM HCCJIEIOBAHUN OPraHOB
OPIONIHOI MOJIOCTH OTMEYEHO HAJMYUE BHITIOTA C yBe-
JINYEHKEM ero oObeMa B IMHAMUKE.

Ha 2-e cyt neuernus 8 OPUT Ttepanusa kopTuko-
cTepoujlaMu OTMEHEHa, BMeCTO 1eTPUaKCOHA IM-
NMUPUYECKN Ha3zHaueH MepolleHeM B o3¢ 60 MT/KT B
cytku. [Ipogomxena anTunoTHAS, reMOCTaTHYeCKas U
reraronporekTopHas Tepanus. C 1ebio KOpPeKInn
AHEMUU TSKEJION CTENEHU U TUITOKOATyJISIIIUU TIPOBe-
JeHa TpaHchy3us IpUTPOITUTAPHON B3BECH U CBEXKe-
3aMOPOKEHHON TLIa3MBI.

B nocaenyiomue cyTKi OTMEUEHbBI IPOTPECCUPO-
BaHue SBJEHUN Mape3a KUIEYHUKA, OSBJIEHUE T10-
JIOKUTEJNbHBIX CUMIITOMOB Pas3/ipaskeHusi OPIOIIUHBI,
yBeanuenre oobema Bbirora B OprourHoii (300 mir) u
eBpaabHOil (140 MIT) MOJIOCTSIX, B CBSI3U € 4eM ObLI
3aI10/I03PEH OCTPbBIN ATEHAUIIUT, TPUHSTO KOJIJIETH-
aJIbHOE pellleHre 0 HeoOXOAMMOCTH TTPOBEIEHUs I1-
ArHOCTUYECKOM Jamapockonun. Bo BpeMs omeparnun
oCcTpas XUPyprudeckas MaTog0THs MCKI0YeHa, BBI-
MOJTHEHA TIACTUKA TYTIOYHON TPBIKH, U3 OPIOITHON
moJiocTy aBaKynpoBaHo 300 MJT JKUTKOCTH.

B mocseonepanmonnoM mepuoze mpoaosKeHa aH-
TUIOTHAsI, aHTUOAKTepUAIbHAS U MTATOT€HETHYeCKast
nocunpoMuas tepanus. C 1esbio JeKOHTaMUHAIIUY
KUIIEYHNKA SHTEPATbHO HA3HAYEH FTeHTAMUIIUH B J[03€
45 Mr/CyT.

B 1-e cyT mocJie onepaitiu coctostare pebeHKa ocTa-
BaJIOCh TSIKEJIbIM, cTabuabHbIM. OTMEUeHO He3HAYN-
TeJIbHOE yJydllieHrne caMouyBeTBus. 110 qantbiM 1a60-
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PaTOPHOTO O6CIIEIOBAHNS HE BBISIBJIEHO CYIIECTBEHHDIX
U3MEHEHUIH, COXPaHSINCh BhIPaKeHHas] TPOMOOIIUTO-
MEeHWS U TUTIOKOATY AN, TI0 TaHHBIM yJIBTPa3BYKO-
BOTO FCCJIEZIOBAHNUS OPTAHOB OPIOIITHO¥ U IIEBPAIHbHON
noJiocteii — o0beM BbINOTa B HUX cocTaBua 100 mu
COOTBETCTBEHHO.

Ha 2-e cyT mocsie onepanm aneTusa-muCcTenH OTMe-
HeH, TPOI0JIKeHa TITaHOBas MaTOTEHETHYecKast Tepa-
must. B muHamuke coctosinme pebeHka 0cTaBaIoch Tsi-
JKEJTBIM, CTAOUIIBHBIM, O€3 CYIIeCTBEHHOTO YTy UTITeHVs.
Coxpa#siyicst BBITIOT B OpiotHoit (250 MuT) 1 riieBpasib-
Hoit mostocTsax (120 mur). B cBsI31 ¢ mogo3penreM Ha ayTo-
UMMYHHBII XapakTep nporecca (TpoMOOIUTOIEeHUS,
TUTIOKOATY AN, HaTUIie CEPO3HOTO BBITIOTA B TI0-
JIOCTSIX ) BO30OHOBJIEHA TEPATTHSI KOPTUKOCTEPOUIAMH
(TTPETHU30I0H 5 MT/KT B CYTKH).

B nunamuke oTMeueHo yiydlieHre COCTOSTHUS, pe-
6eHOK craj Gojiee aKTHUBHBIM, HadaJl OXOTHO €CTh U
MUTh, TUCPYHKIINSA KETyT0IHO-KUTITEYHOTO TPaKTa
MOJTHOCTBIO perpeccupoBania. Hapymennit remonnna-
MUKH U JBIXaHUSA He 0TMedaaoch. CyTOUHBIH 06beM
MOYH JIOCTaTOYHBIH Ha (pOHE TIITAHOBOH TNy PETUIECKO
Tepanuu. /|71 nasbHeiIIel Tepay TepeBeieH B ITPo-
¢usibHOE OTHETEHTE,

3a BpeMst HaOIOCHUS B TPOMUIBHOM OT/ICJICHIH
COCTOSTHUE MAIMEHTKU 0e3 CYIeCTBEHHON JAnHAMU-
KU, HapyIIeHUi BUTAIbHBIX (QYHKIWI HE OTMEJYAIOCh.
JHTepaJbHOE MTUTAHNWE YCBaWBaja MOJHOCTBIO B Ha-
3HAUYEHHOM 00beMe, OIHAKO, MO JaHHBIM JTabopaTop-
HO-UHCTPYMEHTAJIBHOTO 00CJIEI0BAHNS, TIO-TIPEKHEMY,
COXPaHSINCH AaHEMIsT, BBIPAKEHHAsT TPOMOOITUTOTIEHIST
(Tr =13 x 10°/m1), runokoarysius (IITU = 57%; dbu-
6punorer = 0,6 /1), HaJMYKE BBITIOTA B IJIEBPATbHBIX
TOJIOCTSIX. 3AIT0/I03PEHO CUCTEMHOE 3260 IeBaHIe KPOBH,
peGEHOK MepeBe/ieH B TEMATOIOTHYECKOE OT/IEIEHHE.

B otnenennu reMatosiornu mpojiosiKeHa IIaHoBast
aHTHOAKTEpUAIbHAS ¥ IPOTUBOIPUOKOBAS TepaIius,
3aBepIleH Kypce JedeHnsT KOPTUKOCTEPOUIHBIMU TIpe-
naparamu. Ha ¢oHe aHTHOaKTepUaIbHON TEpaIiK J10-
CTUTHYTA CTOWKAs HOPMAJIN3AINS TEMIIepPaTyphl TeJa.
[Tpu MarHUTHO-PE30HAHCHON TOMOTpadUU MaTOJIOTH-
YeCKUX M3MEHEHUH He BBIIBIeHO. buoxmMmaeckuit
aHAJN3 KPOBU: COXPAHSIIUCH TUTIEPTPUTIUTIEPUIAEMUS,
runouOPUHOreHEM U, YBeJNYeHNe KOHIIEHTPaIuu
(pepputnna. B MuesorpaMMe mMesia MECTO BBIPAKCH-
Hasg MakpodaraabHas peaxiys, MaTOJOTHIECKUX Ke-
ToK HeT. Ha ocHOBaHuM 17MTEIBHO cOXpaHsIonieics
JUXOopaaKu (heOPUILHOTO XapaKTepa, CIJIEHOMETaINH,
HAHI[UTONEHUH, TUIIEPTPUTIUIIEPUAEMUN, THIODUOPH-
HOT€HEeMWH, YBeINIeHN KOHIIEHTpAInu (heppuUTHHA,
CHUKEHUS aKTUBHOCTH KJIETOK €CTECTBEHHBIX KUJLJIe-
POB 1 BBIPAXKEHHOTO reModaronnTo3a B KOCTHOM MO3Te
JIMATHOCTHPOBAH reMo(aroruTapHbIi TUMQPOTHUCTOIH-
TO3, PEKOMEH/IOBAHBI JabHeIIee TeHETHYECKOe 06-
cJie/loBanue 1 HabTI0/IeHNe TEMATOJIOTOM B INHAMUKE.

OGceyskaenue

O6cykIeHrE TIPEICTABJIECHHOTO KJIMHUYECKOTO CTy-
yad Ha CTPAHUIIAX JKYPHaJIa, TOCBAIIEHHOIO BOIIPOCaM
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MHTEHCHBHOI T€Palui KPUTUIECKUX COCTOSTHUT, 00y -
CJIOBJIEHO 3HAYNTEbHBIMU TPYAHOCTSIMU JIUATHOCTUKN
u nuddepeHITnaNTbHON TNATHOCTUKHU TeMOo(aroiuTap-
HOTO JUM((POTHUCTHONNTO3a Y JeTel, KoTopas B yCJIO-
BUSX TaHAEMUN HOBOM KOPOHABUPYCHOU MHMEKITNUH,
HEPEIKO MPOTEKAIONIEN € KIMHUYECKUMHU ITPOSIBJIECHUA-
MU MYJIBTUCUCTEMHOTO BOCHAJIUTEIbHOTO CHHAPOMA,
numeet 0co60e 3HAUEHNE JIJIsI KITHHUYIECKOU TIPAKTUKH U
Bpaueil — aHecTe3M0JI0TOB-PEaHNMATOJIOTOB MeITnaTPU-
yecknx OPUT. Temodaronurapusiit TuMGOTACTHOTH-
TO3 SIBJISIETCS IOCTATOYHO PEIKIM, HO KPaliHe TAKEITBIM
3aboJsieBaHeM, KOTOPOE, Ha MEPBbIil B3IJIsi1, MaHude-
CTUPYeT Kak ObaHaIbHAs HH(EKINS IeTCKOTO BO3PaCTa
Y HAYMHACTCS CO CTOMKOTO TIOBBITIEHNS TeMIIEPATyPhI
Tesa. Hasmmame cToiikoii IMXOpaiku, BOCTIATUTETbHBIX
M3MEeHEeHNH B KPOBHU (yBeJMYEHUSA KOJUYECTBA JIEeH-
KOIIMTOB, CABUTA JIEHKONMTAPHON (POPMYJIIBI BJIEBO)
U TPOMOOITMTOIIEHUH HEPEIKO TPAKTYETCST KaK CETICUC
1 SBJIAETCS OCHOBAHWEM JIJIs1 Ha3HAUEHUS CTapTOBOM
HMITMPUYECKON aHTHOAKTEPHATbHON Tepanuu, KOTo-
pas, Kak TIpaBwUJIo, He UMeeT CTOMKOTO KINHUIECKOTO
adexTa, 9TO 3acTABIIET CIEITUANICTOB 33 TyMATHCST
O IPYTUX MPUUYNHAX UMEIONTNXCS TTaTOJOTHIECKUX U3-
MeHeHWH B cucTeMe KpoBH [4, 6, 7, 9—12].
OTMYnTETHHON 0COOEHHOCTHIO JaHHOTO CJIydast
SIBAJIOCH TO, YTO OCHOBAHUEM [IJIS IepPeBO/Ia TTAITNEHTKN
B OPUT nocryskKujio nporpeccupoBaHue TpOMOOIIHTO-
TIEHUH, TUTTIOKOATYJIATNH, HEHTPOTIEHNH U yBeTITIeHne
(pepMeHTATHBHO aKTUBHOCTH aJlaHMHAMITHOTpaHCcde-
pasbl U acmapratraMuHOTpaHcdepassl, 4TO GBLIO pac-
IeHEHO KaK MeIMKaMeHTO3HOe TTopaskeHne Te9eHn Ha
(pore mprMeHEHNA TTapaneTaMosia M HeCTePOUTHBIX
TTPOTUBOBOCTIATTUTETBHBIX ITPerapaToB. B To ke BpeMms
cJeyeT OTMETUTD, YTO, HECMOTPS Ha a/IeKBaTHYIO Tia-
TOTEHETMYECKYIO U CIeN(UIecKyT0 TEPATTHIO aHTH/I0-
ToM (N-aIeTusI-IICTenH ), BRIPAKEHHOTO TepaTieBTIYe-
ckoro adekTa He TOMydeHo. B KImHImyecKoM anaamnse

KPOBU M KOAryJIoTpaMMe COXPaHSATINCh BBIPAKEHHbBIE
MaTOJIOTHYECKIE N3MEHeHUsT (AaHeMUsI, TPOMOOIIUTO-
TEHUS U TUTTOKOATYJIAINS ), YTO BBI3BAJIO TTOI03PEHIE
Ha cucTeMHOe 3a00/1eBaHe KPOBH. PeGEHOK moaToMy 1
ObLJI TIEpEBe/IEH B CIIEIUATN3NPOBAHHOE TeMATOIOTYe-
CKOe€ OT/IeJIeH e, T7Ie TPOBOAMIACH MU depeHTmanbHas
JIMAaTHOCTUKA MEXKIY CHCTEMHBIM 3a00JIeBaHIEM KPO-
BU, TeMO(DaroruTapHbiM CHHIPOMOM, 3a60/IeBaHISI-
ME 0OMEHA BEIeCTB, MHDEKITMOHHBIM U TOKCUYECKIM
nopaskeHueMm rnedenu, cunipomoM @uiiepa — IBanca
(3abosieBaHme, XapaKTEPU3YIONIEECsT COYETAHUEM M-
MYHHOU TPOMOOIIUTOIIEHUH U KyMOC-TIO3UTHBHOM ay-
TOUMMYHHOH TeMOJIUTIYECKON aHEMUN ) © UMMYHHOH
MaHIUTOIIEHUEN.

Ha ocnoBanmm mpoBeeHHOTO [OMOJTHUTENBHOTO
KJIMHUKO-7TaG0pAaTOPHOTO 00CIeI0BAHHUS OOJBITMHCTBO
yKa3aHHbBIX 3a00J1€eBaHU GBIJIO MCKIIOYEHO 1 Ha TIep-
BOE MECTO BBITIEN TUATHO3 TeMO(aromuTapHOTO JIUM-
(dhorucTonuTo3a, KOTOPHIil OB YCTAHOBJIECH C YIETOM
MMETOTITIXCS MEKYHAPOIHBIX KPUTEPHUEB 1 aITOPUTMA
JIMAarHOCTUKU — puc. 2 u Tabu. 4 [9, 10].

Mpbi niosiaraeM, 4TO paCcCMOTPEHHBIN KJIUMHUYECKUN
cilydail yKa3piBaeT Ha HEOOXOAMMOCTD TIIATENbHOI
b depeHInaTbHOM TNarHOCTIKY WHMEKITIH 1 CeTICH-
cay ieTeH C 1esTbI0 NCKITIOYEHMS TSKEITBIX CCTEMHBIX
3ab0JIeBaHMiT U BPOK/IEHHBIX HAPYIIEHUI 0OMeHa Be-
II[ECTB, YTO OCOOGEHHO CIIPABEJIMBO JIJIs1 IeTeil pAHHETO
Bo3pacra [3—5, 8]. B wacTHOCTH, Y HOBOPOKIEHHBIX
U JieTell TIepBOTo ro/ia KU3HHU J1060e MoJ03PeHre Ha
CEIICUC U CETNITUYECKUT TOK TPeOYeT UCKITIOUEHUS KPH-
THYECKUX BPOKIECHHBIX TIOPOKOB Cep/Iia, MeTaboImye-
CKUX HapyIIeHWH W MUTOXOH/IPUAJbHBIX ITUTOMATHH,
0COOEHHO MPH HAJIMYUHU CTOMKON HEOOBICHIMOM THIIO-
rimkemuu [2]. [Ipy BHe3anmTHOM yrHETEHUW CO3HAHUS
Ha (hoHe NMEIOTUXCS TPU3HAKOB AUCHYHKITUH TIeYeHN
cJenyer ofyMaTh O HAIMYUY FTUIIepaMMOHUEMUH, OCO-
6eHHO y peOeHKa, TT0JIYYAIONIEro MPOLYKTHI TUTAHWS C

Mopo3peHue Ha cencuc
(Hann4me NMxopagKu, yMEHbLIEHNE KOIMYECTBA KNETOK fABYX KPOBETBOPHbIX POCTKOB M/IM CTJIEHOMErans)

\2

MccnepoBaHue KoHueHTpauumn PEPPUTUHA,
TPUMNLEPUAOB/DUBPUHOrEHa, KOHCYBTaLWs remaTosiora

\2

Hanunuune Kputepumes remodarountapHoro MMporMcTMoumnTo3a

\2 J

\2

J \2

< 2/5 KpuTepues, < 2/5 KpuUTepueB, 3/5 4/5 5/5 KpUTEPUEB,
KOHLieHTpauus KOHLeHTpaumsa Kputepues Kputepues KOHLieHTpaums
dpeppuTnHa depputnHa dpeppuThHa
<2000 Hr/mn > 2 000 Hr/mn > 10 000 Hr/mn
2 N2 2 l 2 4
HusKasa BepoATHOCTb Hab6niogeHue, oueHKa Buoncusa [narHos «remodarouutapHbIv
remocaroumuTapHoro KIMHUYECKNX NPOABIEHUN KOCTHOro JIMMBOrnCTUOLUTO3»
MM OormcTMoumnTosa. B AWHaMUKe Mo3ra ecnv umeetcs > 5/6

HabnopeHve B AMHamuKe,
NMOBTOPHAA OLEHKa Npu
nporpeccrpoBaHUn CUMMATOMOB

(8*) KpuTEpPHEB.
OueHKa B AMHaM1Ke npu
nporpeccMpoBaH CUMNTOMOB

Puc. 2. Anzopumm ouppepenyuaivroii OuazHoCmuKU Cencuca u 2emopazouumaprozo tumgozucmovuumosa y oemeti [10]
Fig. 2. The procedure for differential diagnosis of sepsis and hemophagocytic lymphohistocytosis in children [10]
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Taonuua 4. Tuddepennuansuasi AUATHOCTHKA reMo(arouTapHoro JMM@GOruCTHONUTO3a U CEencuca

Table 4. Differential diagnosis of sepsis and hemophagocytic lymphohistocytosis

CumnTOMBI, XapaKTepHble AnAa remoq;aroquTapHoro I1MM¢OFVICTMOL|VITO33

1. unepdepputHemns (> 2 000 Hr/mn; > 7 500-10 000)

2. CnneHomeranusa

3. UntoneHua

4. A6ContoTHOE Yncno HelTpodmnos < 1,0 x 10%n (g5 B3pOCbIX)
5. femorno6uH (< 90 r/n; 80 r/n)

6. TpombouuTbl (6e3 ABC-cnHapoma: < 100 x 10%n)

7. nodubpuHoreHemus (6e3 BC-cuHapoma: < 150 mr/an)

8. lMnepTtpurnuuepuaemus (> 265 mr/agn y B3poc/bix)

9. leHeTHYECKMIN aHaNn3

10. H13Kana KoHueHTpaumsa C-peakTUBHOro 6eKa (3a UCKILOYEHMEM CMHAPOMA aKTMBaLWMM MaKkpodaros)
11. LIMTOKMHOBBIM Npodunb (KOHUEHTpauus nHtepdepoHa-y > 75 nr/mn, UJ1-10 > 60 nr/mn; UJ1-6 < 100 nr/mn)

CUMNTOMBI, XapaKTepHble A1A cencuca u remogaroyUTapHoro AMMporucTMoLuTo3a

1. Jluxopagka

2. l'emodaroymTo3

3. AKTMBALMA €CTECTBEHHbIX KUNEPOB
4. YBenunyeHue KoHueHTpaumm sCD25

BBICOKHM cojiep:karreM 6esikoB [ 1]. Tlocste nmepBudnoit
CKPUHUHTOBOW JUAarHOCTUKHU U UCKJIIOYEHUS] KPUTH-
YECKUX COCTOSTHUI HEOOXOAUMO OIEHUTH KOHI[EHTPA-
U0 (heppuUTHHA W TPUTIHUIEPUIOB B MJIa3Me KPOBH,
0COGEHHO TIPU HAIUYUU TUITOKOATYJISAIUN 1 HU3KOI
KOHIIeHTpaIy (HpubpuHOreHa, 4To OBLIO CIEJAHO B
JAHHOM CJIy4ae W TI03BOJIUJIO BBISIBUTH TSKesoe 3a-
GosieBaHue, TpeOyIOIee THATEIBHOTO HAOMIOCHUST U
seqenns [4, 9—-12].

3akjaoueHue

[Ipu manuyum nefikomeHUN, HEUTPOIIEHUH, TPOM-
OOIMTONIEHUH, TUITOATbOYMUHEMUU U THIIOKOATYJIsI-
U y pebeHKa paHHero Bo3pacra Ha (hoHe CTOIKOro
(pebpunTeTa HEOOXOAUMO IIPOBEAEHNE TIIATEILHON
nuddepeHInaIbHON TUaTHOCTUKA C TIEThI0 UCKITI0Ue-
HUS TSKEJIBIX CUCTEMHBIX 3a00JIeBaHtii, MaHU(beCTH-
PYIOIIUX KaK WHMEKITNHN TeTCKOTO BO3PACTA U CETICHC.

Koudaukr naTepecoB. ABTOPHI 3asIBJSIIOT 06 OTCYTCTBUY Y HUX KOH(DIIUKTA HHTEPECOB.

HugopMupoBaHHOE COIIACHE HA MY OIMKAIMIO. ABTOPBI TT0JTyYKJIN TUCbMEHHOE COTJIACKE 3aKOHHBIX [IPEICTABUTEIEN MAI[EHTKI
Ha aHAINM3 U IyOIMKAIMIO MEUIINHCKUX TaHHBIX U (hoTorpaduii.

Conflict of Interests. The authors state that they have no conflict of interests.

The informed consent for publication. The authors have obtained written consent from the patient's legal representatives for

the analysis and publication of medical data and photos.

JUTEPATYPA

Anexcannposnd 0. C., ITmenncuos K. B., ®envkep E. 0. u ap. Hapymennsa
LIMK/IA CMHTe3a MOYEBMHBI KaK IIPUYMHA OCTPOII LiepeOpanbHOI HeocTa-
TOYHOCTH y fieTeli: CITy4aiit U3 MpaKTKy // BeCTHMK MHTEHCUBHO TepaTmi. -
2017.-T.1.- C.73-79.

ViBauos [I. O., ITurennctos K. B., Astekcanpposud 0. C. Oco6eHHOCTY MHTEHCUB-
HOIf Teparuy BpOXKJIEHHBIX TIOPOKOB CEpPALa y HOBOPOX/IeHHbIX // Ileamarpus. -
2020. - T. 99, Ne 3. - C. 200-207. doi: 10.24110/0031-403X-2020-99-3-200-207.

Jlexmanos A. Y., Muponos I1. 1., Anexcangposuy 10. C. u gp. Cencuc y nereit:
(enepabHble KIMHNYECKME peKOMeHparm (IIpoeKT) // POccuiickmit BeCTHUK
TeTCKO¥ XMPYPTHH, aHECTe3MOMOTM 1 peanyumaTonorny. - 2021. - T. 11, Ne 2. -
C. 241-292. doi: https://doi.org/10.17816/psaic969.

AlviS., Naqvi A. Advances in the diagnosis and management of haemophagocytic
lymphobhistiocytosis: a review of literature // LymphoSign J. - 2018. - Vol. 5. -
P. 1-15. doi:10.14785/lymphosign-2017-0010.

Arico M., Janka G., Fischer A. et al. Hemophagocytic lymphohistiocytosis.
Report of 122 children from the International Registry. FHL Study Group of
the Histiocyte Society // Leukemia. - 1996. - Vol. 10, Ne 2. - P. 197-203.

Cleves D., Lotero V., Medina D. et al. Pediatric hemophagocytic
lymphohistiocytosis: A rarely diagnosed entity in a developing country //
BMC Pediatr. - 2021. - Vol. 21, Ne 1. - P. 411. doi: 10.1186/s12887-021-02879-7.

George M. Hemophagocytic lymphohistiocytosis: review of etiologies and
management // J. Blood. Med. - 2014. - Vol. 5. - P. 69-86. doi:10.2147/JBM.S46255.

Gupta A. A, Tyrrell P, Valani R. et al. Experience with hemophagocytic
lymphohistiocytosis/macrophage activation syndrome at a single

96

REFERENCES
1. Aleksandrovich Yu.S., Pshenisnov K.V,, Felker E.Yu. et al. Urea cycle defects
causing acute cerebral failure in children: case report. Vestnik Intensivnoy Terapii,
2017, vol. 1, pp. 73-79.(In Russ.)

Ivanov D.O., Pshenisnov K.V., Aleksandrovich Yu.S. Features of intensive care
of congenital heart malformations in newborns. Pediatriya, 2020, vol. 99, no. 3,
C. 200-207. (In Russ.) doi: 10.24110/0031-403X-2020-99-3-200-207.

Lekmanov A.U., Mironov PI., Aleksandrovich Yu.S. et al. Sepsis in children:
federal clinical guidelines (draft). Rossiyskiy. Vestnik Detskoy Khirurgii,
Anesteziologii I Reanimatologii, 2021, vol. 11, no. 2, pp. 241-292. (In Russ.) doi:
https://doi.org/10.17816/psaic969.

AlviS.,Naqvi A. Advances in the diagnosis and management of haemophagocytic
lymphohistiocytosis: a review of literature. LymphoSign J., 2018, vol. 5, pp. 1-15.
doi:10.14785/lymphosign-2017-0010.

Arico M., Janka G., Fischer A. et al. Hemophagocytic lymphohistiocytosis.
Report of 122 children from the International Registry. FHL Study Group of
the Histiocyte Society. Leukemia, 1996, vol. 10, no. 2, pp. 197-203.

Cleves D., Lotero V., Medina D. et al. Pediatric hemophagocytic
lymphohistiocytosis: A rarely diagnosed entity in a developing country. BMC
Pediatr., 2021, vol. 21, no. 1, pp. 411. doi: 10.1186/s12887-021-02879-7.

George M. Hemophagocytic lymphohistiocytosis: review of etiologies and
management. J. Blood Med., 2014, vol. 5, pp. 69-86. doi:10.2147/JBM.S46255.

Gupta A.A,, Tyrrell P, Valani R. et al. Experience with hemophagocytic
lymphohistiocytosis/macrophage activation syndrome at a single



Messenger of Anesthesiology and Resuscitation, Vol. 19, No. 1, 2022

institution // ] Pediatr Hematol Oncol. - 2009. - Vol. 31, Ne 2. - P. 81-84. doi:
10.1097/MPH.0b013e3181923cb4.

Henter J. I, Horne A., Aricé M. et al. HLH-2004: Diagnostic and therapeutic
guidelines for hemophagocytic lymphohistiocytosis // Pediatr. Blood Cancer. -
2007. - Vol. 48, Ne 2. - P. 124-131. doi: 10.1002/pbc.21039.

Machowicz R., Janka G., Wiktor-Jedrzejczak W. Similar but not the same:
Differential diagnosis of HLH and sepsis // Crit. Rev. Oncol. Hematol. - 2017. -
Vol. 114. - P. 1-12. doi: 10.1016/j.critrevonc.2017.03.023.

Madkaikar M., Shabrish S., Desai M. Current updates on classification, diagnosis
and treatment of hemophagocytic lymphohistiocytosis (HLH) // Indian. J.
Pediatr. - 2016. - Vol. 83, Ne 5. - P. 434-443. doi: 10.1007/s12098-016-2037-y.

Sung L., King S. M., Carcao M. et al. Adverse outcomes in primary
hemophagocytic lymphohistiocytosis // J. Pediatr. Hematol. Oncol. - 2002. -
Vol. 24, Ne 7. - P. 550-554. doi: 10.1097/00043426-200210000-00011.

institution. J. Pediatr. Hematol. Oncol., 2009, vol. 31, no. 2, pp. 81-84. doi:
10.1097/MPH.0b013e3181923cb4.

Henter .1, Horne A., Aricé M. et al. HLH-2004: Diagnostic and therapeutic
guidelines for hemophagocytic lymphohistiocytosis. Pediatr. Blood Cancer, 2007,
vol. 48, no. 2, pp. 124-131. doi: 10.1002/pbc.21039.

Machowicz R., Janka G., Wiktor-Jedrzejczak W. Similar but not the same:
Differential diagnosis of HLH and sepsis. Crit. Rev. Oncol. Hematol., 2017,
vol. 114, pp. 1-12. doi: 10.1016/j.critrevonc.2017.03.023.

Madkaikar M., Shabrish S., Desai M. Current updates on classification,
diagnosis and treatment of hemophagocytic lymphohistiocytosis (HLH). Indian.
J. Pediatr., 2016, vol. 83, no. 5, pp. 434-443. doi: 10.1007/s12098-016-2037-y.

Sung L., King S.M., Carcao M. et al. Adverse outcomes in primary
hemophagocytic lymphohistiocytosis. J. Pediatr. Hematol. Oncol., 2002, vol. 24,
no. 7, pp. 550-554. doi: 10.1097/00043426-200210000-00011.

Bxaao aemopos: Iuenucnos K. B. — ananus aumepamypol, pedaxyus cmamou; Anexcanoposuu FO. C. — pedaxmuposanue cmamvi,

Yoanvyos M. A. — c60p u nepeuHbvLil AHAIU3 KIUHUYECKO20 Mamepuaid, Hanucawue cmamou; Anoxun T. A. — cO0p u nepsuunbvli AHaIU3

KIURUYUECKOZ0 Mamepuaja, Hanucanue cmamou, THouunsiesa JI. M. — C60p u nepeulmmﬁ AHAIU3 KITUHUYECKO20 Mamepuaild, Hanucarnue cmamosi,

Kasuaxmedos B. A. — c6op u nepeuuiviii ananu3 KIuHUYecKo20 Mamepuaia, anucanue cmamou; Uponocos B. E. — pedaxyus cmamvu

NHOOPMAIIUSA Ob ABTOPAX:

@IBOY BO «Canxm-Ilemepbypeckuii 20cydapcmseentoiii
neduampuueckuti meouyunckuil ynusepcumems M3 PD,
194100, Canxm-Ilemep6ype, Jlumoscxas y.a., 0. 2.

Hwenucnoe Koncmanmun Buxmopoeuu

00KMOP MEOUUUHCKUX HaYK, DoueHm Kadeopbl anecme3uoi02ul,
PEAHUMATNONO0ZUU U HEOMIONCHOU neduampuu axyromema
NOCAEBY308CK020 U OONOIHUMENLHOZ0 NPODECCUOHATLHOZ0
00pasosanus.

E-mail: Psh_K@mail.ru

ORCID: 0000-0003-1113-5296

Anexcanoposuu FOpuii Cmanucaagosuu

00KMOP MEOUYUHCKUX HAYK, NPOeccop, npopeKmop

10 NOCEBY308CKOMY, OONOIHUMELLHOMY NPOPECCUOHATLHOMY
00PA308aHUI0 U PEZUOHATLHOMY PA3BUMUIO 30PABOOXPAHEHUSL,
3aeedyrouuti Kageopoi anecmesuoI02ulL, PearUMamor0zuu

U HEOMILONHCHOU NedUuampuu HaxyiLmema nociesy308cK020

U QONOIHUMENLHOZ0 NPOPECCUOHATLHOZO 00PA0BAHUS.
E-mail: Jalex1963@mail.ru

ORCID: 0000-0002-2131-4813

Kasuaxmedoe Bumanuii Aneapoeuy

Kanouoam meouuunckux nayx, doyenm xagpeopol
AHECMESUON02UL, PEAHUMAMOLOZUL U HEOMLONCHOU NeOUAmpuu
paxyivmema nocaesy306cK020 u OONOIHUMENLHOZ0
nPOPECCUOHANLHO20 0OPA30BAHUSL.

E-mail: vac-spb@yandex.ru

ORCID: 0000-0002-7243-2852

Hponocoe Bauecnas Egeenvesun

Kanouoam meouyunckux nayx, doyenm xagpeopol
AHECMESUON02UL, PEAHUMAMOLOZU U HEOMIONCHOU NeOUampuu
paxyrvmema nociesy306ck020 U AONOIHUMEIHOZO
nPOPECCUOHATLHO20 0OPAZ0BAHUSL.

E-mail: ironosov@mail.ru

ORCID: 0000-0002-2723-067X

97

INFORMATION ABOUT AUTHORS:

St. Petersburg State Pediatric Medical University,
2, Litovskaya St.,
St. Petersburg, 194100.

Konstantin V. Pshenisnov

Doctor of Medical Sciences, Associate Professor

of Anesthesiology, Intensive Care and Emergency Pediatrics
Department within Post-Graduate and Continuing Professional
Development Faculty.

Email: Psh_K@mail.ru

ORCID: 0000-0003-1113-5296

Yury S. Aleksandrovich

Doctor of Medical Sciences, Professor, Pro-Rector

Jfor Post-Graduate and Continuing Professional Education

and Regional Public Health Development, Head of
Anesthesiology, Intensive Care and Emergency Pediatrics
Department within Post-Graduate and Continuing Professional
Development Faculty.

Email: Jalex1963@mail.ru

ORCID: 0000-0002-2131-4813

Vitaliy A. Kaziakhmedov

Candidate of Medical Sciences, Associate Professor

of Anesthesiology, Intensive Care and Emergency Pediatrics
Department within Post-Graduate and Continuing Professional
Development Faculty.

Email: vac-spb@yandex.ru

ORCID: 0000-0002-7243-2852

Vyacheslav E. Ironosov

Candidate of Medical Sciences, Associate Professor

of Anesthesiology, Intensive Care and Emergency Pediatrics
Department within Post-Graduate and Continuing Professional
Development Faculty.

Email: ironosov@mail.ru

ORCID: 0000-0002-2723-067X



BecTHUK aHecTe3MON0OrM1U U peaHumaTonoruu, Tom 19, Ne 1, 2022

I'BY3 «/lemckasi 20p00cKas KIUHUMECKAS
Gonvnuya Ne 5 um. H. @. Quaamosas> Komumema
s0pasooxpanenus Canxm-Ilemepbypea,

192289, Canxm-Ilemep6ype, byxapecmckas ya., 0. 134.

Yoanvyo6 Maxcum Anopeesun

8pau — anecmesuUoL02-peanuMamonoz OmoereHs
AHECME3UON02UU U PEAHUMAMOLOZUU.

E-mail: udalmax@yandex.ru

ORCID: 0000-0003-1054-9702

Anoxun Tapac Anexcanoposuu

8PAY — AHECNE3UON0Z-PEAHUMATNON0Z OMOENEeHUSL
anecme3uoN02Uun U PeaHUMamonozui.

E-mail: ubivece@bk.ru

ORCID: 0000-0002-5761-6370

Houunseea Jlro606v Muxaiinoena

3amecmumedtv 2laeHozo spavd no Jleuebnoil pa6ome.

E-mail: pochvalub@mail.ru
ORCID: 0000-0002-5972-7197

98

N.F. Filatov Children City Hospital no. 5,
St. Petersburg Health Committee,

134, Bukharestskaya St.,

St. Petersburg, 192289.

Maksim A. Udaltsov

Anesthesiologist and Emergency Physician of Anesthesiology
and Intensive Care Department.

Email: udalmax@yandex.ru

ORCID: 0000-0003-1054-9702

Taras A. Anokhin

Anesthesiologist and Emergency Physician of Anesthesiology
and Intensive Care Department.

Email: ubivece@bk.ru

ORCID: 0000-0002-5761-6370

Lyubov M. Pochinyaeva

Deputy Head Doctor for Treatment.
Email: pochvalub@mail.ru

ORCID: 0000-0002-5972-7197



