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AHHOMAayun

CucTeMHBIH I0BEHWIbHBIN UINONIATUYECKU aPTPUT — MOJIMTEHHOE ayTOBOCHATIUTENIbHOE 3200 1eBaHre. BripakeHHbIE CHCTEMHbIE KIIMHIUECKUE
[POSIBJIEHNs], 3HAYNTEIbHOE MOBBIIIEHNE YPOBHS MapKepOB BOCIAJIEHUs M OTCYTCTBHE ayTOAHTUTEN OTJIHYAIOT 9TO 3aboJieBaHHe OT JPYTHX
GOopM OBEHUJIBHOTO UUONATUYECKOTO apTPUTA. B JAHHOW cTaThe MPE/ICTABIEHBl KIMHUUECKUE CIydad TEYEHUS] CHCTEMHOTO IOBEHUJIBHOTO
WTUOTIATHYECKOTO aPTPUTA, OCJIOKHEHHBIE TeMO(aroIuTapHbIM CUHPOMOM, y ABYX JIeTel pa3HOTo I0J1a U Bo3pacra. PaccMoTpeHo Be/ieHuUe ma-
[[MEHTOB C THIIMYHBIM TeYeHHeM 3a00JIeBaHUsI, ICXOZOM KOTOPOTO SIBJISETCS HHBAJIV/{A3ALIHSL.
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Abstract

Systemic juvenile idiopathic arthritis is a polygenic autoinflammatory disease. Pronounced systemic clinical manifestations, a significant increase
in the level of inflammatory markers and the absence of autoantibodies distinguish this disease from other forms of juvenile idiopathic arthritis.
This article presents clinical cases of systemic juvenile idiopathic arthritis complicated by hemophagocytic syndrome in two children of different

genders and ages. The management of patients with a typical course of the disease, the outcome of which is disability, is considered.
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BBegeHmne

CucteMHBII IOBEHWJIBHBI WIUONIATHUYECKUU apTPUT
(CIOMA) — 5TO0 apTpHUT OZHOTO U H0JIee CYyCTaBOB, COIIPOBOK-
Jlatoruiics (Wi mpe3HaMeHyeMbli) TOKyMEHTHPOBAaHHON
TepeMerKaromecss JINXOPAJKOU IPOJOIKUTEIBHOCTBIO He
MeHee 3 JIHEH B TeueHre MUHUMYM 2 HeJl B COYETaHUH C O/~
HUM Win 6oJiee U3 IepeYrcIeHHbIX IPU3HAKOB:

* KpaTKOBPEMEHHAsl 5pPUTEMATO3HA ChIIIb;

 reHepaTN30BaHHAasA JuMpaeHOaTus;

e reraToOMerasIns ¥/ WIn CIIJIEHOMETaJINs;

« cepo3ut [1].

Jannsle o pacrupocrpanenHoctu CIOMA B Mupe paszHo-
ponuel. B EBpone pacnpocrpanennocts CIOMA cocras-
JseT 0,3—0,8 Ha 100 THIC. ZleTedl B Bo3pacre A0 16 JieT.
Hona CIOMA B cTpykType I0HOmeckoro aprpura B Ceep-
HOU Amepuke u EBpore cocraBiser 0 15%, B Anonun —
50% [1].

B perucrpe Munszapasa Poccunm 3aperucTpupoBaHBI
963 pebenka ¢ CHOUA, uTo cocTaBJsieT 5,5% B CTPYKType

oHomeckoro aprpura. CIOMA pa3BuBaercsa y nmeTedl B
Bo3pacre ot 0 /10 18 jieT. MasibuuKu U 7IeBOYKHU OOJIEIOT ¢
OAMHAKOBOM yacToToM [1].

[Tpennosnaraercs, 4TO BeAyIIMM 3BEHOM B IIaTOTEHE3e
CIOVIA ABIAIOTCA aKTUBAIUA BPOXKAEHHON UMMYHHOU CH-
CTEeMBI U NMPOJYKIHA [IPOBOCIATUTEIBHBIX ITUTOKUHOB aK-
THBHUPOBAHHBIMU Makpodaramu (UHTEpJIeHKUH-6, -1, -18),
(axTopa Hekposa OIyXOJH O, IPAHYJIONUTAPHOTO KOJIO-
HUeCTUMYyJupyomero dakropa u 1p. OZHIM U3 KJII0YEBBIX
9JIEMEHTOB B Pa3BUTUU 3a00JIeBaHUA fABJIAETCA UHTEPIEH-
KHH-6, BBICOKOE CO/IepIKaHHe KOTOPOrO B CHHOBHUAJIBHOU
JKAJIKOCTH ¥ CBIBOPOTKE KPOBU IIPUBOAUT K BO3HHUKHOBE-
HUIO TSKEJIOTO JIECTPYKTUBHOIO apTpUTa U CHCTEMHBIX
IIpOABJIEHUH 00JIE3HU, a TAK)Ke K IOABJIEHUIO THIIOXPOM-
HOU aHemuH. VIHTepIeHKUH-6 GJIOKHpYeT BHIPAOOTKY rop-
MOHA POCTa, a/IPEHOKOPTUKOTPOITHOT'O ¥ COMATOTPOITHOTO
ropMoHoB. Bosiee riybokoe OHMMaHNE POJIM STUX ITUTO-
KHHOB IIPUBEJIO K IIOABJIEHUIO HOBBIX TepPaIlleBTHYECKUX
IIOJIXO/IOB B JIeUeHUH [1—3].
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Ta6nuua 1. Knaccupukauma roc
Table 1. Classification of hemophagocytic syndrome

MepBuYHbINA BTopuuHbIii
CemenHbIi

remodarouuTapHbii | [lpyrue nepsnuHble AccounmpoBaHHbIN:
numoorncTnounTos | umMmyHoZedbuumnTbI: + C ONyXonsAmMn
(FHL): « cuHapom Yeamaka-— « NHOEKLMAMN

- FHL1 Xurawm * aQyTOUMMYHHbIMM

« FHL2 « cuHApom pucuennun 6onesHAMU

«FHL3 « X-cuenneHHbIn + HaCNeaCTBEHHbIMUN
- FHL4 - numdonponude- 60ne3HAMN 0ObMeHa
« FHL5 paTVBHbIV CUHAPOM

« FHLX

Ta6nuua 2. Kpurepuu FOC H-Score
Table 2. GFS H-Score criteria

Mapametp Bann (3HaueHmne napameTpa)

M3BecTHaA nmmyHocynpeccus 0 (HeT) unn 18 (ecTb)

0(<38,4), 33 (38,4-39,4) unn 49

Temnepatypa Tena, °C (>39,4)

0 (HeT), 23 (renato- unu
cnneHomeranusa) unu 38 (renato-
1 crineHomeranusa)

OpraHomeranusa

KonmuecTBo yrHeTeHHbIX
POCTKOB KPOBETBOPEHNS

0 (1 pocTok), 24 (2 pocTKa) unm
34 (3 pocTka)

0 (<2000), 35 (2000-6000)
vnn 50 (>6000)

KoHueHTpauus pepputrHa
CbIBOPOTKMU, HI/M1

KOHLl,eHTpaLlI/Iﬂ Tpurnuuepmnaos

0(<1,5), 44 (1,5-4) nnn 64 (>4)
CbIBOPOTKW, MMOSb/N

KoHueHTpauusa ¢rbpriHoreHa

nnasmbl, r/n 0 (>2,5) nnn 30 (<2,5)

KoHueHTpauma ACT cbiBOPOTKHU,

en/n 0 (<30) unmn 19 (=30)

lemodaroumTos B acnuparte

0 (HeT) unun 35 (ecTb)
KOCTHOrO Mo3ra

Ha cerofiHsAIHUY /IeHb HE CYIIECTBYET MaTOTHOMOHUYHBIX
J1abOpaTOPHBIX NPU3HAKOB, KOTOPbIe oTindanu 661 CIOVA
oT Apyrux 3a6oseBaHnii. Xapakrep j1ab0paTOPHBIX OTKJIOHE-
HUI MOKeET OBITh To/ITBepKieHrneM juaruno3a CIOVIA, Ho HI
OJIVH U3 HUX He SIBJISIETCs CreluUIHbIM [4].

V 10% nanuenTos ¢ CIOMA BeiieAcTBHE ITAaTOJIOTHYECKON
aKTHUBAIN MaKpO(haroB U IUTOTOKCHYECKIX KJIETOK PA3BU-
BaeTCs KU3HEYTPOIKAIOIIEe OCJIOKHEHHE — reModaronurap-
ub1i curzipom (IOC)/cunapom akTuBauu Makpodaros [5].

CIOHUA ¢ I'®C aBnAOTCA PeJKUM, HO KDUTUYECKUM CO-
CTOSTHHUEM, KOTOPOE XapaKTepusyeTcsi HecrenubuiecKuMu
KJIMHAYECKUMHY IPU3HAKAMH U CUMIITOMAaMU B HavaJie 3a-
GosieBaHUsI, TAKUMHU KaK JINXOPA/IKa, TOJIOBHAs 6OJIb, ChIITh
WJIN aPTPAJITUS, U COTIPOBOKAAIOTCS ITOBHIIIIEHNEM YPOBHA
ocrpodasHbIx 6eskoB. /I BepudUKaUy AMAarHo3a He-
00X0/IMMO UCKJIIOUNTh OaKTepUaIbHbIe UJIN BUPYCHbBIE UH-
ek, HOBOOOpa30BaHUS U JPyTHe UMMYHOOIIOCPEIO-
BaHHBIE BOCIIAJIATEJbHBIE 3a0osieBanus [6]. Pasimuaror
nBa Buyia ['OC — mepBUYHBIN U BTOPUYHBIH (Tabur. 1) [7].

B TabJ1. 2 mpe/icTaByieHbl KPUTEPUU IMAarHO3a BTOPUYHOTO
I'®¢C no muarnHoctmyeckod mikane H-Score, mcmompdyemont
BpayaMu /IS OIIEHKU BEPOSITHOCTU HAJMYMS Y TalleHTa
I'®dC. I'@C He uMeeT CTPOTMX KpPUTEPHEB AWArHO3a, Bpad
OIIEHUBAET COCTOSTHUE TMAlMeHTa 10 KaXKAOMy U3 IapaMeT-

pOB, cymMMupyeT Bce HabpaHHbIe Oa/UIbI M II0 HUTOTOBOH
CyMME OIIpeJiesisieT BEPOSATHOCTD U TSAXKECTh CUH/ApoMa [7].

Ilenpro JIeueHnsI TaKUX IAIMEHTOB SBJISETCS IO aBJIe-
HUe aKTUBHOTO BOCHAJIEHUS JUIsi KYIUPOBAHHUS CHUMIITO-
MOB, [IPEIOTBPAIIEHUS OCI0KHEHUH U COITYTCTBYIOIINX 3a-
6osteBaHMi, mockoabKy nanueHTam ¢ CFOMA gacro tpeby-
eTcsi JieYeHHe CHCTEMHBIMU TIIOKOKOPTHUKOCTEPOUAMU U
OHU TIOZ[BEPIKEHBI PUCKY PA3BUTHS CHUH/IPOMA TUIEPUYB-
CTBUTEJIBHOCTH [4].

K. Onel u coaBt. (2022 r.) PEKOMEH/IYIOT BCEM IMAl[UEH-
tam ¢ CIOUA nosiyuaTs JieueHue 1o/; HabJII0/IeHNeM I1e/1-
aTpa-peBMaToJIora U SHAOKpHUHOJoTa. IIpu cTabuaibHOM
TeyeHuU 3a00JIeBaHMUs OOBIYHO HA3HAYAETCS KYPC JIEUeHUST
HECTEPOU/IHBIMU ITPOTHUBOBOCIAJUTEIBHBIMU IIpernapa-
tamu (HIIBII) u rIi0KOKOpTHKOCTEPOUAMu [4].

IIpu Taxenom TedyeHun CIOMA mnamueHTHI MOJIy4aroT
MyJIbC-TEPAINI0 U BHYTPUBEHHbIE HMMYHOTJIOOYJINHBI,
npenapaTsl TeHHOU WHKeHepuu. McxozioM aHHOTO 3a60-
JIeBaHUs SIBJISIETCS IOCTIKEHHE KJIMHUUYECKOH PEMUCCUH,
HO BeJIMKA BEPOSITHOCTh MHBAJIUIU3AINY TaliuenTa [3].

KnuHnuyeckoe HabnwogeHue 1

ITamueHT A. 2014 TOAA POXEHUA, OT (PU3UOTOTUIECKHU
IIPOTEKaBIIIel 6epeMEHHOCTH, CPOYHBIX POZIOB, IIPH POKE-
HUHU Macca TeJjia 2900 T, JIJIMHA Tesa 52 cM. PaHHee pa3Bu-
THe pebeHKa COOTBETCTBOBAJIO BO3PACTHBIM KDUTEPHAM,
HaxOJIUJICA Ha eCTECTBEHHOM BCKapMJIMBAaHUU 10 10 Mec,
BaKIMHUPOBAH B COOTBETCTBUHU C KaJeH/apeM IMpOodHIak-
TUYECKUX IPUBUBOK. HaciiescTBEeHHBIN aHAMHE3 II0 pPeB-
MaTOJIOTHYECKUM 3200JI€EBAHUAM HE OTATOIIEH.

B Bo3spacte 8 ser (05.10.2023) MAlMEHT BIIEPBBIE CTaJ
JKaJI0BaThCs Ha 60T B 00JIACTH TOJIEHOCTOIIHBIX CYCTABOB U
KHCTAX pyK. CIycTs /iBa JHSA MOABWIIACH 3YAAIIASA IATHH-
CTas ChIIb HA ATO/IUIAX, IOACHUYIHON 00JIaCTH U KOHEYHO-
ctax. B manmpHelinem nmoBsiciiIachk Temmeparypa 1o 38,5°C.
JIluxopazika coxpaHsAIach B HOCIEAYIOIINE JHU, YCUIUBA-
Jiich OOJIN B CyCTaBax, ChIIIb CTAHOBUJIACH O0JIee APKOH, OT-
MEeYaJIHCh HOBBIE IIATHUCTHIE SJIEMEHTBL.

B nanpHeleM cocTosiHue GOJIBHOTO YXy/IIaIOCh — OT-
MeYayioch IOBBIIIEHNE TeMIlepaTypsl 10 39°C, 60sb B Cy-
CTaBax CTajla UHTEHCUBHEE, IIOSBUJINCH MUAITUY, MAJIbYIK
He CMOT XO/IUTb.

[MTarueHT GbLT BIIEPBBIE OCMOTPEH II€AMATPOM amOyJa-
TOpHO (19.10.2023). BBUAY TsKECTH COCTOAHUA PeOEHKY
Oblla Ha3HaYeHa aHTHOAKTepHaIbHAA Tepanusa (aMOKCH-
OWUINHA KJaBysjaHaT). Pe3ysibraTsl 00C/IeOBaHUsA IIPE-
cTaBJIEHBI B Ta0OJI. 3, 4.

Ha ¢one nosygaemMoro yiedeHus MOJI0XKUTETbHAA HUHA-
MHKa OTCyTCTBOBasia (Jinxopazaka /o 39,5°C, msTHHUCTast
CBIIIb, APTPAJITM{, MHUAJITHH), BBHJY YEro HAIUEHT ObLI
SKCTPEHHO rOCIHUTAIN3UPOBaH (27.10.2023) B I'BY PO «T'o-
poJicKas KInHUYecKasa 60sbpHANA NO11».

B TeueHMe NOCIEAYIOMUX JHEH B COMAaTHYECKOM CTaTyCe
pebeHKa OTMeYayInch yBeJIMYEHUE IEHHBIX U IOAYEesI0CT-
HBIX JINM(OY3JI0B, TenaTo- U CIUIEHOMEerasusA, HeIoCTO-
SIHHAS CHIIIb B BU/I€ €MHUYHBIX IIATHUCTBIX 3JIEMEHTOB HA
JIMIe U TYJIOBUIIE, Iuxopaaka 10 40°C. belia HauaTa rop-
MOHaJIbHasl Tepamnus (MeTUIPETHNU30I0H).
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Ta6nuua 3. Pe3ynbTaTbl KNMHNYECKOro aHann3a KpoBM nayueHTa A. B lUHaMuKe

Table 3. The results of the clinical blood test of patient A. in dynamics

Mapametp 19.10.2023 27.10.2023 02.11.2023 06.11.2023 PedepeHcHble 3HaueHns
FemornobuH, r/n 118 108 98 108 110-140
SputpouymnTtbl, 10'%/n 4,58 4,28 3,79 4,07 3,7-4,9
JNenkounTsbl, 10°/n 11,3 8.5 4,8 5,7 6-8
lemaTokpuT, % 36,2 32,6 28,1 30,5 33-45
Tpom6ouwnTbl, 109/n 392 132 70 106 150-400
Numdouutsl, % 13,3 12 29 34 30-45
Hentpodunsbl, % 794 86 68 63 45-60
MoHouwnTbl, % 59 2 3 3 2-8
S03mHobUNbI, % 0,2 0 1 0 0-5
CO3, mm/y 66 53 47 17 4-15
Ta6nuua 4. PesynbraTbl 6MOXMMMNYECKOro aHanM3a KpoBY nayueHTa A. B AUHaMnKe

Table 4. Results of biochemical blood analysis of patient A. in dynamics

Mapametp 27.10.2023 02.11.2023 06.11.2023 PedepeHcHble 3HaueHus
C-peaKTuBHbI 6enokK, Mr/n 48 132 37 o6
06w 6enok, r/n 82 63 71 62-82
AnbOyMuH, r/n 42 36 41 37-55
NnAar, r/n 483 1640 751 Nlo 576
AT, E/n 16 356 127 [lo 40

ACT, E/n 25 316 178 [o 40

KOK, r/n 180 567 359 26-228
KOK-MB, r/n 26,6 38 28 10-25
Bunnpy6uH obwwnin, MKMonb/n 12 37 25 3,4-20,7
Brnupy6rH npamoii, MKMonb/n 3 10 6 0,83-3,4
Bunnpy6rH Henpamoi, MKMonb/n 8 27 17 2,56-17,3
DQeppuTrH, Hr/Mn 31 1200 300 20-220

B cranmoHape nanueHTy Obla IPOBeJieHa KOCTHOMO3IO-
Basi IyHKIIHS U3 JIByX TOUeK (02.11.2023). 3aKI0UeHue: 1 1
2-51 TOUKa — TPAHYJIONUTAPHBIA POCTOK pa3fpaskeH, OIpe-
JlesifgeTcsl HaJlndrie aKTUBHPOBAHHBIX MOHOIIUTOB, MaKpO-
daros c sBieHneM ¢aronuTo3a KJIETOUHBIX B3JI€MEHTOB
(apUTPOIUTOB, TPOMOOIUTOB).

Ha ocHOBaHNU IOJIyYEHHBIX JAHHBIX peOeHOK ObLI epe-
BeZleH B peBMarosiorudeckoe otnesneHue OPI'AY «Hamuo-
HAJIBHBIA MEIUITUHCKUH HCCIIeIOBATEIbCKUN LEHTP 3710-
poBbs JieTeii» Munsnpasa Poccun. B cranuonape 6bL1 1o-
crasyieH auarHo3: CIOMA, I'®C — 1 Ha3HaueHa IIyJbC-Tepa-
nvs MeTWIIpenHu3ooHoM. Ha ¢one mpoBogumoro Jjiede-
HUA COCTOSHUE IAIMeHTa CTaOWIN3HPOBAJIOCH, K00 He
IIPEbABIIAIL, OTMEYAIIOCh YTy dIlIeHHe II0Ka3aTeslel B KIINHH-
YECKOM M OMOXMMIYECKOM aHAJIN3ax KPoBu (CM. TalJL. 3, 4).

Ha sjaHHBII MOMEHT cOCTOSHME pebeHKa Cpe/IHeN CTelleHH
TSKECTH, IPENBABIIAET XKAIOOBI HA IIEPUOAMYIECKUE apTPa-
ruu, KoTtopble Kynupylorea npuemom HIIBII, umeer craryc
WHBaIWZA leTcTBa. Haxonures Ha JoMantHeM oOydeHnH.

KnuHnuyeckoe HabnogeHue 2

IManuenTtka /I. 2008 rosa poxieHus, OT 6GepeMeHHOCTH,
IpoTeKaBlIell 0e3 OCJIOKHEHUH, IIPU POXKJEHUU Macca
TeJla 2950 T, IJINHA Tesla 50 ¢M. B paHHeM pa3BUTHU HE OT-
cTaBaja OT CBEPCTHHKOB, IPO(HIAKTUYECKHe NPUBUBKHU

TIPOBEeZIEHEI B CPOK. HacsiecTBeHHBIN aHAMHE3 110 PeBMa-
TOJIOTUYECKUM 3200JI€BAHUAM YMEPEHHO OTATOLIEH 10 JIH-
HUM MaTepu (MHEKC OTATOIIEHHOCTH 0,5).

B Bospacre 15 Jsiet (20.02.2023) /IeBOYKA BIIEPBBIE CTAJIA
JKaJI0BaThCA HA MOSBJIEHHE ChINNM HAa KOHEYHOCTSX, BEPX-
Hel TI0JIOBUHE I'PYZIHOU KJIETKH, IIOBBIIIIEHUE TEMIIEPATYPhI
110 40°C. TlanuenTka GbLIA SKCTPEHHO /IOCTABJIEHA B JIET-
ckoe uH(pekrnuonHoe otaesneHne I'BY PO I'Kb No11. Ilpu
006CJIeTOBAaHUN OTMEYAIOCh IIOBBIIIEHNE OCTPO(DA3HBIX I10-
kazaresieil. Bputa HazHaueHa aHTHUOAKTepUAIbHAS TePATIUs
(nedrpuakcon). JlaHHBIE pPE3yJILTATOB HCCIEAO0BAHUN
Mpe/icTaBJIeHbI B Ta0L. 5, 6.

Ha ¢one npoBesieHHON Tepanuy, HeCMOTPs Ha HOPMaJIH-
3aIIUI0 TEMIIEPATYPHI TeJIa U HUBEJTHMPOBAHUE CBIITH, COCTOA-
HUe MaIVeHTKN PACIeHNBAJIOCh KaK TAKEJI0e, OTMEJAIHCh
BBIpQ’KeHHbIe Muainruu. I[Ipu ocmoTpe HabOaMHCh Os1es-
HOCTB KOKHBIX IIOKPOBOB, YBEJIMUEHHE IIOAMBIIIEYHbIX U Ia-
XOBBIX JTUM(}OY3/I0B, TemnaroMmeranusd. [lampmanusa KoseH-
HBIX CyCTaBOB 0OJIE3HEHHA, JIBUYKEHUsI OTPAHUYEHbI, SIBHON
Jedburypaiyu BhISBJIIEHO He ObLIO. AyCKYJIbTATUBHO BBICITY-
[IUBAJIaCh KPEMUTAIUs B BEPXHUX OT/EJIaX JIETKUX ¢ 00enx
CTOPOH, OZIBIIIIKA CMEIIaHHOTO Xapakrepa. [larueHTke ObLIa
HazHaueHa WH(QY3WOHHAA Tepanus — BHYTPUBEHHO Ka-
IeJIbHO — 5% IVIIOKO3a 400 MJI + Acliapkam 20 MJI, pacTBOP
Punrepa 200 mi1. HazHaueH IpegHU30JI0H 20 MI'/CyT.
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Table 5. The results of the clinical blood test of patient D. in dynamics

Ta6nuua 5. Pe3ynbTaTbl KNMHNYECKOTO aHann3a KPoBY NauneHTKn [l. B AuHamuke

Mapametp 20.02.2023 28.02.2023 02.03.2023 07.03.2023 PedepeHcHble 3HaYeHus
[emorno6uH, r/n 110 125 102 109 110-140
SpuTtpouunTtbl, 10'%/n 3,39 39 3,23 3,6 3,7-4,9
JNlerikounTbl, 10°/n 28,9 23 6,8 9,8 6-8
Tpomb6ounTbl, 109/n 172 11 102 223 150-400
Numdouutsl, % 7 18 20 32 30-45
Hentpodunsl, % 88 77 74 67 45-60
MoHouwnTsl, % 3 4 3 1 2-8
Do3uHodunbl, % 2 1 0 0 0-5
CO3, mm/y 60 52 52 32 4-15
Ta6nuua 6. PesynbraTbl 6MOXMMMNYECKOro aHaNM3a KPOBY NauueHTKy [l. B AMHaMnKe

Table 6. Results of biochemical blood analysis of patient D. in dynamics

Mapametp 20.02.2023 28.02.2023 02.03.2023 07.03.2023 PedepeHcHble 3HaueHus
CPB, mr/n 96 96 62 33 Lo 6
06w 6enok, r/n 67 61 59 56 62-82
AnbbymMuH, r/n 35 27 26 33 37-55
NAar, r/n 986 1119 823 614 [lo 576
ANT, E/n 20 27 19 41 o 40
ACT, E/n 37 69 40 42 [lo 40
KOK, r/n 123 46 35 30 26-228
KOK-MB, r/n 16,3 18,2 28,2 24,5 10-25
Bunnpy6buH obwwnii, MKMonb/n 9 10 13 11 3,4-20,7
QeppuTrH, HI/MN 400 1360 2600 879 20-220

BBuy cTaOMIIBHO TSIKEJIOTO COCTOSTHUS MAI[HEeHTKE ObLIa
MpOBe/IeHa KOCTHOMOBTOBasl MyHKIusA (26.02.2023). 3a-
KJIIOUeHUe: IyHKTAT COJIEPKUT yMEPEHHOE KOJIMYECTBO
KJIETOYHBIX JIEMEHTOB, B KJIETOYHOM COCTaBe IIpeolJia/iaet
CO3PEBAIOIIUH ITyJI KJIETOK 0€eJIoT0 psA/ia, SPUTPOUTHBIA PO-
CTOK YyrHEeT€H, MEeraKapUOI[UTOB JIOCTATOYHOE KOJINYECTBO,
MHOTO 3peJibix TpomboruToB. Ha OoCHOBaHUM KJIWHUKH,
JIAHHBIX JTAOOPATOPHBIX U WHCTPYMEHTATBHBIX UCCIIE0BA-
Hull 0bLT TocTasied guaraos: CIOUA, I'OC.

B TeueHUU mOCIIEAYIOMNX CYyTOK (28.02.2023) ob1iiee co-
CTOSIHHE JIEBOYKH OCTABAJIOCh TSKEJIBIM 3a CUET WHTOKCH-
karuu. OTMEeYasoch MOBbINIeHne OCTPOda3HBIX MOKa3aTe-
JIed, a TakKe CcrienUUIHBIX MapKepOB IIOPA*KEHUs Opra-
HOB U cucreM (yakrateruaporenasa — JIJIT, kpearundoc-
¢doxunaza-MB — KOK-MB, acnapratamuHoTpascdepasa —
ACT, anannnamuHotpaHcdepasa — AJIT); tabur. 5, 6.

YuuThiBasi TSKECTh COCTOSIHUS JIEBOUYKH (KJIUHUKY IIO-
JINOPTaHHBIX HAPYLIEHUH), U3MeHeHH: JIa00OPATOPHBIX I10-
KazaTeJield, ObIa Ha3HAUEeHa IYJIbC-TEPAIHsl IIPETHIU30JI0-
HOM (40 Mr), MeTurpeziom (500 MT), BBE/IeH UMMYHOTJI00Y-
JIVH YeJIOBEYECKUU.

Ha ¢one npoBoiMOY TEpATNY B COCTOSTHUY NAIUEHTKH
OTMeuaJiach MOJIOKUTEIbHAS JUHAMUKA, OOJIU B IPY/HON
KJIETKE U JKUBOTE, a TAKIKE apPTPAJITUN, MHAJITUH KyITHPOBa-
smch. OJ{HAKO CIyCTsl HECKOJIbKO JHeH (02.03.2023) co-
CTOSTHUE BHOBB YXY/IIITHUJIOCH — HOSIBUJIUCH OOJIM B MBIIIIIAX
KOHEUHOCTEeU, JINXOpa/ika. Pe3ysbTaThl aHAIU30B IIPE/-
craBJIeHblI B Ta0II. 5, 6.

bruia mpoBejieHa TesleMeNUIIMHCKAsA KOHCYJIbTAIUs C
®I'BHY «HayuHOo-uCCcIe10BaTeTbCKUN HHCTUTYT PEBMATO-
soruu uM. B.A. HacoHOBO » 111 BepuUIINPOBAHUSA JUar-
HO3a U KOPPEKIUHU Tepalny, rie ObUI IIOATBEPKIEH IUar-
H03 CIONA, ocioxkaeHHoro I'OC. BBuy kpaiiHe TsKenoro
cocTtosiHUA pebeHKa Oblla MHUIMUPOBAHA HOBTOPHAsA
mysbc-Tepanus (06.03.2023) — METOTPEKCAT U IPESHU30-
JIOH B YBEJINUYEHHOMU /103€ 750 MI' U 80 MI' COOTBETCTBEHHO.
Ha ¢oHe mpoBe/ieHHOH Iy/IbC-TEPAIIMN COCTOSIHHE Y Jie-
BOUYKH CTAaOMIN3UPOBAIOCH, HO PA3BIJICA MEIMKAMEHTO3-
HbIN cuHApoM Uinenko—KymuHra.

B naHHBI MOMEHT NaIeHTKa UMeeT CTaTyC WHBAIHAA
JleTCTBa, nosydaet Tepanuio HITBII.

O6cyxpeHue

B mpesicTaBieHHBIX KJIMHUYECKUX CIIy4dasX OTMEYasINCh
octpoe Havano u tunuuHoe TedeHue CIOMA. Xapakrep-
HBIMH CHMIITOMaMH 3200JI€BaHUSA SABJIAJIACH CHIIIb, JIUXO-
pazka, renaTo- ¥ CIJIEHOMeTaIusl, apTPAITUH ¥ MUJITUH, a
TaKKe IPU3HAKY II0JIMOPTAaHHOHN HeZocTaTOYHOCTH. Pa3Bu-
tre 'OC TpeGoBas0 HEMEIJIEHHOW KOPPEKINH TAMKEIOTO
cocrosiHUA nanueHToB. OCHOBHOU Tepamnued SABJIAIOCH
JledeHUe TJIIOKOKOPTUKOCTEPOUIAMU B PEKHUMeE IIyJIbC-Te-
pamuu [8—10].

Manudgecranusa CIOMA He 3aBUCHT OT Bo3pacTta M Iosa
pebenka. Kiimanuecku CFOMA MoKeT IPOXOAUTD IO/, Mac-
KOH JIpyrux 3a00JIeBaHUI, YTO YacTO 3aTPyJHAET JUATHO-
CTHKY JJaHHOTO 3abosieBaHus [1].
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V. Berg u coaBT. (2022 T.) IpeACTABUIIN KJIMHIYECKUH CITy-
4Jail IeBOYKH 5 JieT, B KoTopoM Hadaso CIOMA mpoxosuio
0e3 BBIPAYKEHHOTO apTPHUTA WIM KOXKHOH CBIIH, HA00OPOT,
peobJIaiaia JINXOPaAKa U HEIPOAYKTUBHBIN Kalllesb, OT-
Mevanuch audoysHble 60 B HIDKHUX KOHEUHOCTAX. [le-
BOYKA TaK JKe, KaK U IIPE/ICTaBJIeHHbIE alleHTh], I0JTyJasia
BHavasie 3a00JIeBaHUSA AHTHOAKTEPUAJIBHYIO TEPAINIO, W
TOJIBKO CITyCTSI HECKOJIBKO JIHEH el ObLT BepUGbUITUPOBAH M-
arHo3 U Ha3Ha4YeHa COOTBETCTBYIOIAs Tepanus [10].

O. BosApuyk u coaBT. (2020 I'.) OIHUCHIBAIOT KINHUIECKUH
crydait maaudecranuu CIOMA ¢ HeTUITNYHBIM TeYeHNEM Y
pebenka 3 ser. Hauaso 3a60sieBaHNsA 3HAMEHOBAJIOCH PBO-
To u suxopazkou (40°C), U TOJIBKO CIIYCTSI HEIEJNIO TI0-
SIBUJIUCH DPUTEMATO3HAA [IATHUCTASA CHIIIb HA CIIUHE, TPYAH
U BOKPYT IIPABOT'O JIOKTS, & TAK}KE OTEK IIPABOU JIOJ[bIKKH.
B nanpHelimeM y peGeHKa IOABIJINCH IIPU3HAKU II0JIHCE-
posura u I'OC [8].

CoBpeMeHHAas MeJUIIMHA IIpeZJiaraeT CHUCTEMHBIA IOJ-
xox B neuenuu CIOUA, Brurouasa npuem HIIBII, riatoko-
KOPTHKOCTEPOUIOB, B TOM YHCJIE ITyJIbC-TEPAIINIO, CUHTE-
THYecKre 0as3uCHBbIe IIPOTHBOPEBMATHYECKHE IIPEIapaThl
[8, 9.

Hauseiii moaxon k Tepanuu CIOVMA Takke HCIIOIB30-
BaJICA B IIPOZIEMOHCTPUPOBAHHBIX CIydasx. B Gosee Tsake-
JIBIX CHUTYalsAX BO3MOKHO IIPUMEHEHNE HOBBIX IIperapa-
TOB, BO3/IEAICTBYIOIINX HA WHTEPJIEHKUH-1 WIN WHTepJIei-
KHUH-6 [10, 11].

CIOUA Bieuer 3a co0OH pe3Koe yXyJIIeHHWEe KadecTBa
JKM3HH MAIMEHTOB U ux ceMeit [12]. Oba mpezicTaBIeHHBIX

IanyieHTa UMeIOT CTaTyC MHBAJIN/A AeTCTBA, HaXOATCA Ha
JIOMaITHeM O0yJeHUH.

3aknioueHne

CIOVA sBisieTcs MHBAJIUIU3UPYIOIUM 3a00JIeBaHHEM,
103TOMy TpebyeT paHHEH JUarHOCTUKH U CBOEBPEMEHHO
HA4aToro JiedeHHs1. 3a9acTyI0 BO3HUKAIOT CJIOKHOCTH B Be-
pudukanuu nuarHosa CIOMA, tak kak 00Jie3Hb IIpPO-
ABJISETCA HecnelupUUeCKUMH CHUMIITOMaMH, XapaKTep-
HBIMH JJIS PYTUX BOCHAJIUTEIBHBIX 3a601eBaHuii. [OC —
rposHoe ociaoxkHenue CIOVA, xkoTopoe HNpPUBOJAUT K IIO-
JINOPTAHHON HEZOCTATOYHOCTH.

Onnoit u3 uesnert neuenus CIOVA sapisoTesa noagepxa-
HUe KJIMHUYeCKOH PeMUCCHHU U IIPe/IOTBpallleHe HHBAJIU-
JIN3aLlUH, CJIe/I0BATeIbHO — yJIydIlleHue [IPOTHO3a U Kade-
CTBA JKU3HHU ITAI[UEHTOB.
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