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CornacHo COBPeMEHHOII KOHLeNUMM, HOHOLWECKNA apTpuT C CUCTEMHbIM Ha4anoM (CUCTEMHbIN KOBEHWSbHBIA MANONATUYECKNIA
aptput, ctOVA) n 6onesHb Ctunna B3pocnbix (BCB) paccmaTpmBatoTCs Kak peakue ayToBOCNANMTESNbHbIE 3a60/1eBaHUS, B UMMY-
HOMATOreHe3e KOTOPbIX JieXar 00befuHAoLWMe 06a JaHHbIX 3a60N1eBaHNd MexaHU3Mbl. HeCMOTps Ha pas3suTue 3ab60neBaHui
B [IETCKOM M MONOLOM BO3pacTe, BOMPOCHI PENPOLYKLMN Npu 3TUX 3a60MEBAHUAX OCTAKTCA MPAKTUYECKU HE WU3YYEHHbLIMU.
B cTatbe npefcTaBnieH KNUHUYECKUIA CNyYail MAaTEPUHCKON CMEPTHOCTY 22-NeTHe NepBOPOSALLEN XEHLUMHbI, NPOBEJEH aHaNN3
TakTuKmn BeaeHns clOVA, 0CNOXHMBLLNIACS CMHAPOMOM aKTUBALMM MakpodaroB BO BPeMs 6EPEMEHHOCTM.

KnroyeBble ¢N10Ba; CUCTEMHbIA KOBEHWUNbHBIN MANONATUYECKNiA apTpuT, ctOVA, cuHapoM akTuBaLumn Makpodaros, 60ne3Hb Ctunna
B3POC/bIX, 6EPEMEHHOCTb, TOLMAN3YMAO, MaTEPUHCKAs CMEPTHOCTb

Insa uutupoBanus: LLectepHs M.A., Lixain B.b., basuHa M.I., Matseesa 1.B. CuHapom akTueawum mMmakpodaroB Bo Bpems 6epe-
MEHHOCTU KaK (paTanbHOe OCNIOXXHEHWE CUCTEMHOIO WAMOMNATUYECKOro apTputa. AkywepctBo, [uHekonorus n Penpogykums.
2024;18(6):898-907. https://doi.org/10.17749/2313-7347/0b.gyn.rep.2024.498.

Macrophage activation syndrome during pregnancy as a fatal complication
of systemic idiopathic arthritis

Pavel A. Shesternya', Vitaly B. Tskhay', Marina I. Bazina', Irina V. Matveeva®

"Professor V/.F. Voino-Yasenetsky Krasnoyarsk State Medical University, Health Ministry of Russian Federation;
1 Partizana Zheleznyaka Str., Krasnoyarsk 660022, Russia;

2Krasnoyarsk Regional Clinical Hospital; 3 Partizana Zheleznyaka Str., Krasnoyarsk 660022, Russia

Corresponding author: Vitaly B. Tskhay, e-mail: fchai@yandex.ru
Abstract

According to the current concept, juvenile arthritis with a systemic onset (systemic juvenile idiopathic arthritis, sJIA) and adult-
onset Still's disease (ASD) are considered as rare autoinflammatory diseases, with the underlying immunopathogenesis being
based on the mechanisms bridging both of such diseases. Despite they develop in childhood and young age, the issues
of reproduction occurring during these pathologies virtually unexplored. The article presents a clinical case of maternal death in
a 22-year-old primiparous woman and analyzes the tactics of sJIA management, which was complicated by pregnancy-related
macrophage activation syndrome.

Keywords: systemic juvenile idiopathic arthritis, sJIA, macrophage activation syndrome, adult-onset Still's disease, pregnancy,
tocilizumab, maternal mortality
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OCHOBHbIE MOMEHTbI

Y10 yXe u3BecTHo 06 aToi Teme?

» [InuTenbHOE BPeMs MPeeMCTBEHHOCTb Tepanun MalMeHTOB
C CUCTEMHbIM OBEHWIbHbIM MAMONATUYECKUM apTPUTOM
(ctOWA) npm nepexoge BO B3POCNYHO CETb OCTaBaslaCh CEPbes-
HOM Npo6/1IeMON, MOCKOMbKY Yallle BCEro COMpoBOX[Aanach
CMEHOI AnarHo3a.

» Bonpockl penpoaykuun npu cHOWIA octaioTcs KpaiHe mMano
U3Y4EHHbIMW.

» Lllnpokoe BHEAPEHME B KIMHWUYECKYH) MPAKTUKY aHTULUTOKM-
HOBOIiI 6MOMOrMYeCKON Tepanuu COMPOBOXAAETCA HOBbLIMM
MEXAUCLUNMIHAPHBIMU 3a4a4amu.

Y10 HOBOrO faeT cTaTba?

» PazButne cuHapoma akTusauuu makpodgaros (CAM) Ha dhoHe
6epeMeHHOCT SBNAETCA OLHUM W3 Hau60mee rpPo3HbIX
1 MOTEHLMANBHO (haTasibHbIM OCIIOXHEHNEM.

» JleqeHne CAM Tpe6yeT akTUBHOMO 1 TLLATENIBHOTO KOHTPOJIS CO
CTOPOHbI BCEN MEXAUCLUNANHAPHON KOMAHABI.

Kak 3To MOXET NOBAMATL HA KITMHUYECKYH NPaKTUKY

B 0603pumom 6Gyayiem?

» Heo6Xx0anMo aKLEHTUPOBaHWE BHUMAHUS Bpadvel PasnnyHbIx
creunanbHOCTei Ha OCOGEHHOCTAX AMArHOCTUKM W BeAeHWs
ctOVA n CAM npu nnaHnpoBaHuy NperpasuLapHor NOAroTOBKM.

BBeaenue / Introduction

B 1897 r. xopmx ®pepepuk Ctunn onucan 22 pe-
6eHKa C TeM, YTO Cel4ac Ha3blBAETCA CUCTEMHbIN tOBe-
HUMbHBIA nouonatuyeckun aptput (ctOWA) [1]. Bnep-
Bble 6one3Hb Ctunna B3pocnbix (BCB) 6bia onucana
B 1971 r. Spukom baityoTepcom, KOTOPbI Onpeaenu
3a060/eBaHNe Ha OCHOBE KJIMHMYECKOro u niabopaTtopHo-
ro CxoAcTBa ¢ 60ne3Hbto CTunna y nogpoctkos [2]. Bo-
npoc 0 ToMm, oTHocATes nn BCB v ctOWA k ogHOMy 1 TOMy
)Xe 3a60J1eBaHNI0, BCE €Ll 06CYXAAeTCH, HO MMELLN-
€CA Hay4Hble [JaHHble YOeAMTENbHO CBUAETESbCTBYHOT
0 ToM, 4yT0 BCB 1 ctOVA sBNSt0TCS OOHUM W TEM Xe 3a-
6onesauuem [3, 4].

[lo cux mop mano 4To M3BECTHO O B3aWMOEiCTBUM
mexay bCB 1 6epeMeHHOCTbIO [5, 6]. XOTS N3BECTHO, 4TO
Hayano bCB, xota n pefko, MOXET BnepBble 0TMEYaTbCA
BO Bpemsa 6epemeHHocTw [7]. L. Plagais ¢ coast. (2018)
npeanonaratot, 4yto 6CB, me6loTupyowun Bo BpemMs be-
PEMEHHOCTHW, NO-BUAMMOMY, ABNSAETCA Cneundnyeckum
noatTunom 3a6oneBaHns C CUCTEMHbIMW NPOSABNEHUS-
MW, YrpOXaKLWMMU XU3HKU o60CcTpeHusmu B | u Il Tpu-
MeCTpax W pasBUTUEM TaKuX aKyLepCKUX OCNOXHEHWI,
KaK He[JOHOLIEHHOCTb M CUHAPOM 3afepXKu pocta nno-
na [8]. B uccneposanun M. Gerfaud-Valentin ¢ coasr.
(2014) paccmotpenu cBazb mexgy bCB n 6epemenHo-
CTbto. Cpeny XKEHLUNH, He UMEBLLNX ANArHOCTUPOBAHHOIA
paHee bCB, maHudecTauns 3abonesaHns Npuxoaunach
Ha | unn Il TpumecTp. B 3HAYMTENbHON YacTu cnyyaes
6epeMeHHOCTI OTMeYannucb ManoBOAWE U HeLOHOLLEH-
HOCTb, HO 6€3 OMaCHbIX /1 XWU3HW 0CNOXHEHUIA. [pu Ha-
NUYNKU OnMarHocTupoBaHHoi bCB BCnneckn akTMBHOCTM

What is already known about this subject?

» Foralong time, continuity of therapy for patients with systemic
juvenile idiopathic arthritis (sJIA) upon transition to the adult
healthcare remained a serious problem, because most often
it was accompanied by a change in diagnosis.

» Issues of reproduction in sJIA remain extremely poorly studied.

» The widespread introduction of anticytokine biological therapy
into clinical practice is accompanied by new interdisciplinary
tasks.

What are the new findings?

» The development of macrophage activation syndrome (MAS)
during pregnancy is one of the most serious and potentially
fatal complications.

» Treatment of MAS requires active and careful monitoring by
entire interdisciplinary team.

How might it impact on clinical practice in the foreseeable

future?

» |t is necessary to focus on alertness of doctors from various
specialties on the features of sJIA and MAS diagnostics and
management while planning preconception preparation.

ObIIN MEHEee 4acTbIMW W BO3HWUKANK MPEUMYLLECTBEHHO
BO Il TpumecTpe 1 nocnepoaoBomM nepuoje [5]. B mHoro-
LLeHTPOBOM NPOCMEKTUBHOM WCCNe0BaHWUM, NPOBELEeH-
HOM B HopBeruu, NnoaTBePXKAEH BbICOKUIA PUCK peLmnansa
aktueHocTu HOVA nocne poaopaspeluenus. bbino ycra-
HOBJIEHO, YTO Y XeHwWwuH ¢ KOWA (135 GepemeHHoCTEN
y 114 XXeHLLMH) aKTUBHOCTL 3a60/1eBaHNA Obla Camoil
BbICOKOI Yepe3 6 Hef mocne poaoBs, HO B LiENOM HU3KOM
1 cTabunbHoN B nepuof 6epeMeHHocTm [9].

X0poLo 13BECTHO, YTO BO MHOTOM UCXOLbl 6epeMeH-
HOCTM 3aBWUCAT OT CTEMEHU KOHTPONA aKTUBHOCTU 3a60-
neBaHus B MperpasuaapHbIA nepuoj, NpoLo/KeHNs ne-
YeHUs B TeYeHWe rectauun. PeTpocneKTUBHbIA aHanu3
22 cny4aes 6epemeHHOCTM y 16 naumeHTtok ¢ HOUA 3a ne-
puoa 2010-2018 rr., npoBefeHHbI A. Garcia-Fernandez
€ coaBT. (2021), y6eaMTenbHO MOATBEPXKAAET LAHHbIN
nocrynar. Bce cnyyau 060CcTpeHus 3a60sieBaHNs BO Bpe-
mMs 66pEMEHHOCTN 1 75 % CcnyvyaeB 060CTPeHMs B NOChe-
POAOBOM Nepuoje HabntoJanuch y nauueHToK, KoTopble
OTMEHUNN NPOTMBOPEBMATUYECKME U OMONOrMYeckne
npenaparbl B Ha4ane 6epeMeHHOCTW. [peXxaeBpeMeHHbIe
poabl npousownu B 20 % Ccnyyaes; y BCeX 3TUX NalueH-
TOK OTMEeYeHO 060CTpeHne 3ab6onesaHns Bo Bpems 6epe-
menHoctu [10].

CornacHo nuTepaTtypHbIM [aHHbIM, Hanbosee 4acTbl-
MU 1 KUZHEYTrpoXatoLWmmMu ocnoxxHeHnsamu bCB aBns-
l0TCA remodparouuTapHblil NUMAOrucTMOUMTO3, BKIHO-
Yas CMHAOpPOM akTueaumn Makpodparos (CAM), ocTpbiit
pecnupaTopHbIn AUCTPECC-CUHAPOM, MUOKapAuUT/nepu-
KapauT, yNbMUHAHTHBIA renatut [3, 4, 11, 12]. YactoTta
passutua CAM, sBRSKOLEr0csa 0OJHUM U3 Hanbonee rpos-
HbIX 0cnoxHeHuin bCB, gocturaer 15,0-23,5 % [4, 12].
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OnHako B AOCTYMHOW nuTepaType Hamu HaiigeHbl
e[NHNYHbIe Ny6nukauum o pa3sutum CAM y naumeHToK
¢ bCB Bo Bpems 6epemeHHocTn. Bepudukauus CAM Bo
BpeMsi 6ePEeMEHHOCTM BbI3bIBAET OOJNbLUNE CITIOXHOCTM.
[TepeyeHb NaToNIOrMYeCKUX COCTOSAHUIA, TPEOYHOLLMX Npo-
BefleHna audpdpepeHLnanbHoin ANarHOCTUKK, BKJTHOYaeT
HELLP-cuHapoMOM, aTUNUYHbLIA FEeMONUTUKO-YpeMuye-
ckuii curgpom (AryG), TpoM6GOTUHECKYD MWUKPOAHTUO-
natuto (TMA), renatut 6epeMeHHbIX 1 ap.

B 2021 r. A. Peters ¢ coaBT. npenctaBunu nepsoe
coobueHune o pebtote bCB B Il TpumecTpe 6epeMeHHO-
cTn, KoTopas npossunack kak CAM. Y paHee 340p0OBO
26-neTHe XeHWMnHbl Ha 35-1 Hepene 6GepemMeHHOCTU
NOABUANCH NUXOpPALKa, Taxukapaus u runoTeH3ud, xa-
paKkTepHble nabopatopHble COBUMM — aHemus, TPOM60-
LMTONEHUS, rNoGUOPMUHOTreHeMMS, NMOBbILLEHIE YPOBHS
heppuTHA 1 NeYeHouYHbIX epmeHToB [13]. WmetoTca
onucaHus [BYX Cny4aeB 0060CTPEHWUS WMEBLLEACS pa-
Hee BCB B Il TpumecTpe 6epeMeHHOCTH, KOTOPbIE TaKkxe
Tpe6oBanu CrI0XHON AU depeHLnansHON SUarHoCcTUKu
[14, 15]. B 060ux cny4aax OLHUM M3 KITHOYEBbIX AUATHO-
CTUYECKMX NapaMeTpoB Obl10 3HAYNUTESIbHOE NOBbILIEHNE
YPOBHS (DeppUTUHA.

B TeyeHwe [OByx nocnegHux pecATunetuii ortpaba-
TbiBanMCb AuarHoctudeckue kputepum GAM, KoTopble
B CBOeil (omHanbHOW Bepcuu 6binu npeacTaBnieHbl AMe-
PUKAHCKON KOMJieruel pesmaronioros (aHrn. American
College of Rheumatology, ACR) n EBponeickoi aHTu-
peBmatuyeckon nurom (aurn. European League Against
Rheumatism, EULAR) B 2016 r. [16]. O6s3atenbHbIMu
npusHakamun CAM y 6onbHoro ctOUA asnsTca nnxo-
pazka u runepgepputiHemMns > 684 Hr/mn B CO4ETaHUN,
KaK MUHUMYM, C [BYMS U3 YE€TbIpeX KPUTEpPUEB: TPOM-
6ouuTonenns (< 181x10%n), NoBbILEHNE YPOBHS acnap-
TatamuHotpancdepassl (ACT > 48 E[l/n), nosblwexne
YPOBHA Tpurnuuepngos (> 156 mr/an), runocubpuHore-
Hemus (< 3,6 r/n).

Ecnu nocmoTpeTb Ha BCe MpPEeALLIeCTBYIOLLME AWArHO-
CTMYECKMe KpuTepun, TO Haubosiee 3Ha4MMbIM nabopa-
TOpHbIM Mapkepom CAM sBnsetcss DeppuTUH — OCHOB-
HOM BHYTPUKIIETOYHbIN OEJIOK, OTBETCTBEHHbIA 3a akK-
Kymynsauuio xenesa B knetke. lMpu CAM ero ypoBeHb
MOBbLILIAETCA U CAYXNT MApKepOM CUCTEMHOI Bocnanu-
TeNbHOW peakuum. pu aTOM NOPOroBoe 3Ha4YeHne gep-
PUTWHA, MCMONb3YeMOE B Ka4yecTBe AUArHOCTUYECKOro,
VHTEPNPeTNpoBanoch B LUKPOKOM AnanasoHe — ot 400
10 10000 Hr/mn. BaxHbIM 06CTOATENLCTBOM SIBASETCS
N3MEeHEeHNe COOTHOLLEHNS Mexay dpakunamn epputu-
Ha B CbIBOPOTKE; NPX MACCUBHOM BbICBOOOXEHUMN BHY-
TPUKIIETOYHOrO 6€e/Ka BCNeACTBME LMTONM3A Pe3KO BO3-
pacTtaet LOnA HernMKo3UIMpPoBaHHOrO dpepputuHa [17].

CnoxHoctb guardoctuku CAM cBsizaHa coO MHOTMMM
(hakTopamu — HeM3BECTHON HACTOTOM, HASTIMYMEM CYOKNU-
HUYECKUX U XPOHUYECKUX (DOPM, CXOXECTbH KNHUYe-
CKMX NPOSBIEHWI C CENc1coM, a HepeaKo 1 accouuaumnen
[IBYX 3TWUX NaTONOrM4eckux coctosHuii. OgHako ocoboe

3Ha4YeHne UMeeT OCBEAOMMEHHOCTb N HACTOPOXEHHOCTb
Bpa4yebHOro Coo6LLECTBA, MEXAMCLNUNANHAPHOE B3aKMO-
NENCTBUE U MapLLPYTM3aLMA NALMEHTOB, NO3BONSAOLLINE
COKpaTUTb MEepMoA [0 AMarHo3a W Havana afekBaTHOro
nevyeHns. IMEHHO NO3TOMY Mbl pelwmnni ony6IMKoBaTh
MpeacTaBieHHbIA HUXE KIIMHUYECKINIA Cry4ail.

Knnangeckuii caydart / Clinical case

Knunnyeckas xapaktepuctuka / Clinical characteristics

[laHHble aHamHe3a naumeHTa A. npeacTaBfieHbl dypar-
MEHTapHO M3 MMEBLUMXCH B HAM4YNUK PA3PO3HEHHbIX A0-
KYMEHTOB, aHann3 NpeiCcTaBneHHOro KNMHUYECKOro Cny-
yas NpOBeJleH PeTpoCneKTUBHO. B Bo3pacte 9 net y ge-
BOYKM [e6TUPOBAN HOBEHWIIbHBIN  UAWONATUYECKUIA
apTPUT C CMCTEMHBbIM Ha4Yanom B BWUAE CYCTABHOIO CWH-
JpOMa — NONUAPTPUTA KPYMHbIX U MENKKUX CYCTaBOB, MO-
nncepos3nToB, NuMageHonatun, nuxopagkm o 38 °C.
[unarHos sepudpuumposad B HAW negmatpun (B Hacto-
auee spems ®OrAY HMUL 3poposbs feteir MuHzgpa-
Ba Poccum), rae 6bina WHULMMPOBAHA 6GKUOMOrNYeckas
Tepanua npenapatom Touunmaymab (TLI3) BHyTpuBEH-
HO, M3Ha4YalbHO KaXK[ble 2 HEfeNn, 3aTeM eXXeMEeCHYHO.
B Te4yeHue nocnegyrowmx MHOTUX NeT Ha qoOHe perynsp-
HOI Tepanun noaaepXxmBanacb pemuccus 3abonesaHus.
C 2019 r., yyuTbiBas HanM4ne CTOMKOA MeANKAMEHTO3-
HOM pemuccuu, fo3a T3 6bina cHukeHa oo 280 mr BHy-
TPUBEHHO 1 pas B mMecal, (4 MI/Kr mMacchbl Tefia), KotTopas
YCMeLHO NPOoLO/Kanach eLLe B Te4eHNe HECKOJIbKMX feT.
3a 1 rof Ao HAcTynneHns 6epPeMEHHOCTM NaLuUeHTKa 0T-
Kazanacb OT JIE4EHMS, MOTUBUPYS 3TO CBOMM XOPOLUUM
CamMOo4yBCTBMEM W MNAHMPYeMON GepeMeHHOCTbI0. Jlio-
6Yyl0 MHDOPMALIMIO O HEOOXOAMMOCTM NPOAOIHKEHNS Ne-
YEHMS 1 TLIATENbHOr0 MOHUTOPUHIA BOCMPUHUMAnNa He-
raTuBHo.

Aunamue3 6epemenHocTy / History of pregnancy

bepemMeHHOCTb HacTynuia CNoHTaHHO, ¢ 8- Hegenu
recTauumu nauueHTtka A. Habnoaanacb B »KEHCKOW KOH-
cynbraumu. Ha cpoke 14 Hen GepeMeHHOCTU BrepBble
O0TMEYEHO YXYALIEHWe CamMO4yBCTBUSI — MOSIBNEHUE Chna-
60CTW, apTpanrun, MUanrum, anu3o0[0B NUXOpamdku 1o
40 °C, ronoBHON 6011, TOLLHOTbI, PBOTbI; J1a6OPATOPHbIE
[aHHble — NneikounTos Ao 17x10%n, CHMXKEHNe YPOBHS
remorno6una (Hb) o 95 r/n, yBenu4yeHne cKopocTmn oce-
JaHus 3puTpOLMTOB 0 65 MM/4ac.

lMaumeHTKa 6bina rocnuTanu3MpoBaHa B MeXpan-
OHHY0 605bHULY, rae Haxoaunach B TeyeHue 10 AHeil
C KNUHUYECKUM auarHo3om «bonesub Ctunna B3pocnbix
C BbICOKOW CTeneHbld akTMBHOCTM». OT npepbiBaHus 6e-
PEMEHHOCT MO0 MEAMLMHCKAM MOKa3aHWAM NauueHT-
Ka KaTeropu4yecku oTkasbiBanacb. Ha qpoHe Ha3Ha4eHus
rnokokopTukongos (FK — mpeaHU30N0H BHYTPUBEHHO
120 mr/cyT), cynbdhacanasuHa (2 r/cyT) Hopmanu3oBsa-
nacb Temneparypa Tena, KynupoBaH CyCTaBHOM CUHAPOM,
6onn B Mblwuax. lauueHTka 6biia BbiNUCaHA C PEKO-
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MeHZaunamMm npojo/mkuTe npuem K (npefHU30M0H
per 0s 50 Mr/cyT ¢ NOCTENEHHbIM CHUXXEHUEM [03bl [0
10 mr/cyT) 1 cynbgacanasuta 2 r/cyr.

Yepes Hedento nocne BbINUCKN M3 CTaLuoHapa BHOBb
BO3BPALLAETCSA CUMNTOMATIKA — BHOBb MOSABNAOTCA NiA-
xopagka o 40 °C, cyCTaBHOM CUHAPOM, MbILLEYHbIE 1 TO-
NOBHble 60N, MNayneHTKa NOBTOPHO Bblla roCNUTANNU3MN-
POBaHa B MEXParoHHY0 601bHMLY. TOrha e nauueHTka
BnepBble Oblla KOHCynbTMpoBaHa B KIBY3 «KpacHosp-
CKWIA KpaeBOMN KNMHUYECKNIA LIEHTP OXPaHbl MaTepUHCTBA
W [eTCTBA», PEKOMEH[O0BAH NepeBoj B MHOronpodmib-
Hoe y4pexaeHue Il yposHs — KTBY3 «KpaeBas KnuHuye-
ckas 6onbHuua» (KFbY3 KKB).

IlaHHble na6opaTopHbIX U MHCTPYMEHTANbHbIX METO/10B
uccnegosanus / Laboratory and instrumental data

B npuemHom otnenenun KIbY3 KKE nabopatopHble
N3MeHeHMs OblN pacueHeHbl Kak NposBAeHUs UHGEK-
LMOHHOT0 6aKTepuanibHOro npouecca: HeMTPOUIbHLIN
nenkoumto3 (19x10%n, HeirTpodpnnos Ao 97,5 %, B TOM
4qucsie nanovkoagepHoix 20 %), ymepeHHas aHemus (Hb =
85 r/n), 3Ha4uTesIbHOE yBenuyeHne C-peakTUBHOIO 6Ges-
ka (CPb = 104,7 mr/n) 1 Ne4yeHOYHbIX TPAHCaMWUHA3 —
anaHuHamuHoTpaHcgepasa (ANT) = 93,4 EL/n npn Hop-
me o 34 E[i/n, ACT = 308,4 E[i/n npu Hopme go 31 EL/n,
MpoKanbUMTOHWUH = 13,2 Hr/mMn. Ha pucyHke 1 npencras-
NeHa [MHaMUKa KITYeBbIX 1a60PaTOPHbIX MOKasaTesen
B TE4YeHWe BCEro nepuofa rocnutanusauun. [aHHble
OMOXMMMNYECKOr0 aHanm3a KpoBu, pesynbTaTbl Koaryno-
rpaMmbl — 663 3Ha4MMbIX OTKNOHEHWIA.

Mpu NOCTYNNeHMN N0 [aHHbIM MYNbTUCMNPANTbHON
KomnbtoTepHoit Tomorpacpumn (MCKT) opraHos rpya-
HOW MONOCTW: KapTWHa MNPaBOCTOPOHHEN HWXKHEeZone-
BOI MHEBMOHUM, Masbli FTMOPOTOPAKC Crpasa, NPU3HaKK
NeroYHo runepTeHsuun. Mo AaHHbIM 3X0KapAnorpapum
(3x0-KT): cokpatuTenbHas Cnoco6HOCTb MUOKapaa Je-
BOIO XXeNlyo4Ka yooBNeTBOPUTENIbHAS, NEr04HON runep-
TEH3MW He BbISBNEHO. 10 AaHHbIM YNbTPA3BYKOBOIO UC-
cnegosanus (Y3W) opraHos GpHOLLIHONA MOMOCTU: Bblpa-
XKEHHbIe AN DY3HbIE N3MEHEHUS B NMOLKENYA04HO Xe-
nese, COCTOAHME NOCIE X0NeLMCTIKTOMIUM, HOPMasbHbIX
pa3mepoB 6e3 3Ha4MMbIX W3MEHEHUI MeYeHb, Cere3eH-
Ka, no4ku. Mo naHHbiM Y3 opraHoB manoro tasa: 0fHo-
nnoaHas 6epeMeHHOCTb B cpoke 17-18 Hepn. lynnekcHoe
CKaHVpOBaHWe COCYAOB MOPTO-MEYEHOYHOro 6acceiiHa,
BEH HOr: 6e3 maronorun. HazHadeHHoe fevyeHune BKHO-
4ano aHTMbakTepuanbHyld  (MepOoneHeM+MHEe30MNA)
1 AHTUMWUKOTUYECKYIO (CpSIyKOHA30M) Tepanuto, MHAQY3un
anbOyMUHA, HU3KOMOJEKYNAPHBIA renapuH, renaronpo-
TEKTOPbI, 1032 NPeHN30M0Ha Bbina ysenunyeHa ao 90 mr
2 pa3a B CyTKMU.

Ha 3-n cytkn npebbiaHus 6onbHOM B KIbY3 KKb Ha
(boHe MpoBOAMMON Tepanuu OTMe4eHa OTpuuaTenbHas
ANHaMnKa 3a0071eBaHUsA: Hapactana [blXaTefbHas He-
[0CTaTO4HOCTb, TPebyroLlan KMCIOPOAHOA NOAAEPXKKMY,
nosiBMNach remMopparmyeckas CbiMb Ha BEPXHUX KOHeY-

HOCTSIX, NpUcoeauHuUNcs 605eBOA CMMNTOM B NPaBOM
noape6epbe, XWAKWIA CTyn, nosBunace 60nb B ropne,
ycununacb 60nb B cycTaBax. [lpu ayckynbraumm ner-
KNX MOSIBUANCH XPUMbl B OTNIOMMX MECTax Ha (YoHe OcC-
NabrieHHOro BE3WKYNAPHOro AbixaHus. JlabopaTopHo
0TMEYEHO MNNUKOBOE HapacTaHuwe TpaHcamuHasd (ACT =
1525,5 E[i/n, ANTT = 367,6 E[/n), runepbunupybuHemus
(35 mkmons/n), CPB po 154,2 mr/n. ccneposaxne dep-
PUTWHA NPOBEAEHO B TEYEHE rOCMTann3aunm geaxaibl —
Ha 3-1 CyTKN (652,6 Hr/Mn) 1 12-e cyTku (599,7 Hr/mn),
pedepeHcHble 3HavyeHns = 10-120 Hr/mn.

Mo Y31 opraHoB 6ptoLLHOI NONOCTM NOSBUNACH rena-
TOMeranus (TonwuHa npason 4onu neveHn 15 cm, neson
nonu 5,6 cm, yBenuyeHa xsoctatas aons 6,5x2,8 cm, axo-
FEHHOCTb MEYeHU NOBbILIEHA), NuMdageHonatus (rpyn-
Mbl NUMAOY3N0B B 0611aCTU BOPOT MEYEHW pa3Mepom
no 1,2x0,8 cm, napanaHkpeatuyeckme — o 1,1x0,6 cm,
B 00MacTu TronoBKW NOMKENYA04YHON Xenesbl — [0
2,3x0,9 cm). Mo aaHHbIM MCKT Takxe 6blna 0TMeyYeHa
OTpULATENbHAS AMHAMUKA 3 CHET YBENUYEHUS YNIIOTHE-
HUS NIErOYHOM TKaHW MO TUMYy KOHconmauum B 6asasib-
HbIX OTAENax HWKHEN J0NM NpaBoro nerkoro, nosere-
HWEe 04aroBon nepuoPOHX0BA3aNbHON WHUILTPALUN
Mo BCeM NOMSAIM NPaBOro NErkoro, NOSBEHNE XUAKOCTH
B 06eux nnespanbHbIX NONOCTAX — cnpasa go 600 mn,
cnesa — o 180 mn (pue. 2). B guHamuke no 3xo-KI no-
ABUNCA He6O0NbLUOI BbINOT B Nepukapae 6e3 npu3Hakos
cllaBneHns ceppua (9xo0-cBo60JHOE NPOCTPAHCTBO B 06-
nactu npasoro npeacepaus — 0,5-0,6 cm, B 06nactu npa-
BOro »enygodka — 0,4 cm), peryprutauus Ha Tpukycnu-
JanbHOM KnanaHe 1-2 cTeneHu, NoBbILLIEHUE CUCTONNYE-
CKOro jaBneHuns B Niero4Hon aptepun o 30-35 mm pr. CT.

C y4eTom KpUTMYECKOr0 COCTOAHWA MauMeHTKN W He-
9(PMEKTUBHOCTM NPOBOLMMON Tepanun 6bina npoBefe-
Ha TeneMeauUMHCKas KOHCYNbTaums ¢ NpodoMiabHbIMK
cneuuanuctamm ®IeY HMIWL AT um. akag. B.W. Kyna-
KoBa. GornacosaH anarHo3: «bonesHb CTunna B3pocnbix,
XPOHMYECKOE TeYeHWe, BbICOKAs CTeneHb aKTUBHOCTU.
bepemeHHoCTb 18 Hepenb. BTOpUYHbIA MMMyHOaE(U-
umMT. HozokoMuanbHas ABYCTOPOHHAS MHEBMOHUSA, THXe-
noe TedeHue. [bixaTenbHas He4OCTaTOMHOCTb 2-1 CTene-
Hu. Cencuc. CMHAPOM NONMOPraHHOM HeJOCTAaTOYHOCTM»,
PekomeH0BaHO npepbiBaHue 6epeMeHHOCTH MyTEM One-
paumu Manoro Kecapeea ceyeHus. TONbKO Ha 5-i AeHb
rocnuTann3auny yaanoch nofy4yuTb cornacue nauueHt-
KW, TOr4a XXe He3amMeaIUTesIbHO 6blfla NPOM3BeLeHa one-
pauus Manoro kecapesa CeyeHus.

PesynbTatbl nevyexus / Treatment results

B nocrneonepaumoHHOM nepuofe cocTosiHMe 60SbHON
HECKOJIbKO YNy4WMWI0Ch, NauMeHTKa 6bina nepeBeeHa
13 peaHumauum B OTAeNeHne Hedpponoruu. Begylimmm
KITMHUYECKUMU CMMNTOMAMW OCTaBaNMCb NKUXopajka
[0 (hebpunbHbIX LMGP, Kallenb ¢ MOKPOTOM CBETNION0
LIBETa, BblpaeHHas cnabocTb. B 3T0T nepnon npouso-
LUNO CHUXXEHMe TpaHcamuHa3 MmeyvyeHn [0 2-3 KpaTHoro
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PucyHok 1. MauuneHT A. [lunamuka knto4esblx remaronoruyeckux (A) u 6uoxumuyecknx (B) nabopatopHbix nokasateneli B Te4eHne nepuoga
rocnuTann3aunu.
lpumeyanne: CPb — C-peaktnsHbii 6enok; ACT — acnaptraramuHoTpaHcgepasa; AJTT — anaHuHaMuHoTpaHchepasa.
Figure 1. Patient A. Dynamics of key hematological (A) and biochemical (B) laboratory parameters during hospitalization period.
Note: CRP - C-reactive protein; AST — aspartate aminotransferase; ALT — alanine aminotransferase.
YPOBH$ BblLLE BEPXHEi rpaHuLbl HOPMbI, HOpManu3auus 6akTepmanbHoW (nMunepaumnnnHa tazobakram + gocgo-
ypoBHa GPB n npokanbuuTOHWHA. [uHamnka npokanb- MWLUMH + BAHKOMULWH) W aHTUMUKOTUYECKOW (BOPUKOHA-
LIMTOHMHOBOIO TeCTa B Te4YeHWe MepBOM Hedenu oTpa- 3011) Tepanuu, Jo6aBJeH K NIe4eHN0 CUHTETUYECKUIA aHa-
)Kana nocTaBfieHHYK LeNlb aHTMOaKTepuanbHON Tepa- 10T comarocTatiHa (OKTPeoTua).
nun: 13,2 = 12,2 — 12,3 — 0,5 Hm/mn. OgHako nosBuncs TenemeamumnHckas KoHcynstaums ¢ Knunukon «HUW
arpaHynouuTo3 ¢ MUHUManNbHbIM KONMYECTBOM NeiKoLu- NETCKON OHKONOrWUM, rematonorui n TpaHcnnaHTonorum
108 0,3x10%n 1 TpOMGoLMTONEHNs A0 14x10%n (pue. 1). umeHn P.M. Topbayesoii» (CaHkT-MeTepbypr): peKoMeH-
O6pallaeT BHUMAHME TaKXe 3HAYUTESIbHOE CHUKEHUE [OBAaHO Ha3Ha4yeHWe KONOHWEeCTUMYNUPYIOLWUX (hakTo-
YPOBHS (DUOPMHOreHa Kak MposiBIIEHWE HapacTaroLlei poB — Heitnomakc 300 MKr nmofKoXHo 1 pa3 B CyTKM NoA
MeYeHOYHO-KNeTOYHOIM HegocTatoyHocTh 10 0,9-1,1 r/n KOHTPOJIEM Yucna rpaHynouutoB. Ha 12-in aeHb rocnu-
no Cepuu TeCTOB Mpu WCXOLHO HOPManbHOM YpOBHe Tanuzaumu npenapar 6bii BBEJEH B PEKOMEH0BAHHOM
(3-6 r/n). B oTgeneHun 6bina NpoBefeHa CMeHa aHT- [103e 0[JHOKpaTHO. B nocneaytowme gHU COCTOSHWE na-
m hitps://www.gynecology.su
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PucyHok 2. MauueHt A. MynsTucnupansHas KoMnbiloTepHas TOMOrpadgous OpraHoB rpyaHOM nonocTu.

Figure 2. Patient A. Chest organs multispiral computed tomography.

LIMEHTKM YXYALINIOCh: COXPAHANNUCH Kallenb, nuxopag-
Ka, nosiBuiacb pBoTa CbeeHHOM NULLEen, NpUCOeanHUN-
CA XKUAKUA CTYN 00 2 pa3 B AeHb. J1TabopatopHO OTMe-
YeH runepneinkoumnTos (36,9x10%mn) ¢ NanoyKosAepHbLIM
casurom o 37 %, Heilpocpunos 97 %, BHOBb MOBbILLIE-
HWe NPoKanbUUTOHUHA 10 25,4 Hr/Mn. B ¢BA3N ¢ 0TpuLa-
TENbHON KNUHNKO-NAB0PaTOPHON ANHAMUKON NALUEHTKa
Oblna NOBTOPHO NepeBefeHa B OTAENEHME peaHumaLmm
Ha CamMOCTOATENbHOM JblXaHuun. Yepes AB0e CyTOK BBUaY
HapacTaHMA [bIXaTeNIbHOM HEeJ0CTaTOYHOCTM MaLMEHTKA
Obina NepeBefieHa Ha WCKYCCTBEHHYK) BEHTUNALMNIO Ner-
Kux. B nanbHeliem coCcTosiHME 60MbHON NPOrpeccuBHO
yXyaLanochb, NpOrpeccupoBana runoToHus, pedpak-
TEPHAsA K UHOTPOMHOI NOAAEPXKE, YTO B COBOKYMHOCTM
C APYruMU CUMNTOMaMK ObINO PACLEHEHO KaK MposiBIe-
HWe CeNnTMYecKoro Lwoka. Ha 16-e cyTku rocnutanusawmm
pasBMnach acuMcToNNns, peaHNMaLNOHHbIE MEpPONpUATUs
B MONHOM 06beMe 6e3 adphekTa, AuarHoctTupoBaHa 6mo-
NOrmyeckas cMepTb.

Mukpo6uonoru4eckue U ruCTONOrMYECKNe AaHHble /
Microbiological and histological data

B nocesax MOKpOTbI, MOYMW, OTAENSEMOr0 MUHAAMNNH
BbISIBJIEH POCT CMHErHOWMHOW Nano4kn B BbICOKOM TUTPE,
PE3UCTEHTHOI K 6ONbLUMHCTBY aHTUOMOTIKOB (Tabn. 1).
lemokynbTypa, 6aKTEpMONOriyeckoe MCCneaoBaHme Ha
rpubbl — pesynsrat oTpuuartenbHbid. OgHAaKo 3Tn mccre-
N0BaHMA ObINU MONYYeHbl U3 NabopaTopun yxe nocne
neTanbHOro nexopa.

Mo JaHHbIM Cyne6HO-MeAULUHCKOr0 WCCNea0BaHns
NOATBEPX[EHO Hanu4ne ABYCTOPOHHEW CyO6TOTaNbHOIA
CEepO3HO-THOIHO-reMopparnyeckoin NHeBMOHMM (B NPO-
CBETax anbBeosN 3KCCyAaT C NONUMMOPMHOALEPHBIMY NEN-
KouMTaMi 1 MOHOHYKJieapamu, anbBeONsSPHbIA U CTPO-

MalibHbIA OTeK, AUCTeNeKTasbl, ANdY3Hbie KPOBOM3NN-
SHMSA B anbBEOJbl, feCKBamMaums 6pOHXNanbHOro anuTe-
NS ¢ NeKoLUTaPHOR MHAMALTPALMER, MHAUILTPALUS
CTEHOK 6POHX0B NIUMCONUAHBIMUA KNETKAMU U 38PHUCTbI-
MW JIeiKouMTamu), 0CNOXXKHEHHON CeNTUYECKUM LLIOKOM
(KNMHUYECKK).

Bmecte ¢ TeM BbIiB/ieHHass B KOCTHOM MO3re Bblpa-
)KEHHas runepnnasus Makpoaros ¢ NPOSABNEHUAMN re-
MOo(harounTo3a noATBEPXKAAET HANNYME Y NALMEHTKN re-
ModaroLuTapHoro NTUMAOrucToLuTo3a.

Ha pucyHke 3A BU3yanu3umpytoTcs KOCTHbIEe 6anku He-
PaBHOMEPHOI TOSLLMHBI, BCTPEYAKTCA «BUCAYME» BANKM,
NOBEPXHOCTb 6aNiOK HEpPOBHAs C y4acTKamu OCTeoKsa-
CTUYeCcKOI pe3opbumn (okpacka asyp-2-303uHom). Mue-
nongHas TkaHb 3aHumaeT 80 % o0b6bema mMex6anoYHbIX
NPOCTPAHCTB, U3 Hero npuMepHo 50% 3aHUMaKT MHOrO-
YUCIIEHHbIE KPYMHbIE TUCTUOLNTLI (Makpodparu). Mpu um-
MYHOrUCTOXUMUYECKOM uccnefoBanun (puc. 3b, 3B) ru-
cTuoumtsl akenpeccupytor CD68, CD163 B LuuTOnNNasme,
cna6o — npotemH S100 n CD4, uuknuH D1 B sagpax n He
akcnpeccupytoT GD1a u naHrepuH. paHynouuTapHblii
POCTOK EKOPMPOBAH 3KCMPeCcCUen MUenonepoKcmaasbl,
PUTPOMAHBLIA — rnukodopuHa A/GATA1, merakapuoum-
TapHblit — CD31/CD42b/GATA1/FVIIl. CD34 no3uTuBHbIE
KNneTku 1 TdT NO3UTUBHbIE KITETKI B MUESTOMLHON TKaHW
eVHNYHbI. B MMeNnonaHOI TKaHN 06HapY>XeHbl Manoymc-
neHHble paccesiHHbie CD20 no3uTuBHbIE B-numdouuTsl
1 B HECKONbKO 60MbLiemM KonudectBe CD3 no3nUTUBHbIE
T-numdpounTsbl.

Oo6cy:knenue / Discussion

CornacHo 06LLeNnpUHATOMY UHAEKCY OLIEHKW CUCTEM-
Horo cyerta aktusHocTn (CCA) npu BCB 13 12 Bo3MOX-
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§ Tabnuua 1. Peaynbratbl 6aKTEPUONOrNYeCKOr0 NCCe0BaHNS.
H Table 1. Bacteriological examination results.
;,- Mokpora Munaanuub! / rnotka Moua
g Sputum Tonsils / pharynx Urine
o\l AHTHOMOTHK Acinetobacter Pseudomonas Pseudomonas Pseudomonas
Antibiotic baumannii, aeruginosa, aeruginosa, aeruginosa,
4 x10° KOE/mn x10° KOE/mn x10° KOE/mn x10° KOE/mn
! x10° CFU/ml x10° CFU/ml x10° CFU/ml x10° CFU/ml
;,i[ Amp/Sulbactam R
= Amlkalmln R R R R
g Ceftazidime R R R
O | | ciprofloxacin R R R R
g" Cefepime R R R
L Imipenem R R R
m Levofloxacin R R R
N Meropenem R R R
R Netilmicin R R R
E Piperacillin/tazobactam R R R
(@) Tobramycin R R R
8 Ticarcilline/clavulanic acid R R R
N4 Metanno-B-nakramassbl R R R
(] Metallo-B-lactamases
o Poct rpu6os He BbiserieH / No fungal growth detected
N lpnmeyanne: R — pe3ncTeHTHbIN.
L‘ Note: R — resistant.
(o}
@]
M | Hbix 6annoB, 3a UCKIKOYEHUEM NepuKapauTa u CreHo- TEKCTE ABMSAETCH HEBEPHbIM, HECMOTPS Ha 06LLHOCTb Na-
S Meranuu y naumeHtku umenucb 10 ocTanbHbIX — NUX0- TOreHe3a n HeCOMHeHHoe «poacTeo» ctOUA v BCB.
©.| Pagka, cbinb, NNEBPUT, NHEBMOHWS, renatoMeranis um OAHUM 13 Haubonee rpo3HbIX W NOTEHUMANbHO a-
O | yBennyeHne KOHLEHTPALMW NEYEHOYHbIX (EPMEHTOB, TarnbHbIM 0CNOXHeHrem ctOVA 9BnSeTCs CUHAPOM aKTu-
E numdageHonatus, 60Mb B ropne, Muanruu, 605b B Xu- BaLMM Makpodaros, NpeacTaBNAOLLIMA 0COObIA BapuaHT
> | Bote, nenkouutos 6onee 15x10%n [18]. Kaxabiit npu- LIMTOKMHOBOrO LWITOPMA B paMKax remogharouutapHoro
¥ 3HaK OLEHWBAETCS B OAWH 6ann, a 3Ha4yeHue WMHAeEKca nMmMdorucToLnTo3a ¢ yactotoin passutua 4o 10 % [16].
< > 7 6annioB ABNAETCA NMPOrHOCTUYECKM KpaiiHe Heb6na- B npeacTtaBnieHHOM KNMHWUYECKOM Cly4ae MpucyTcTBO-
ronpuatHbiM. M. Rau ¢ coast. B 2010 r. paspa6oTaH Banu Bce guarHoctudeckue kputepuu CAM 3a ucknroye-
mMoanuumMpoBaHHbin uHaekc GCCA, BKNHYAKOLWMA Cbl- HUEM TUNEePTPUINIMLEPUIEMIN, YPOBEHb TPUIANLEPUAOB
BOPOTOYHbIA ypoBeHb hepputuHa > 3000 Hr/mn. Mo- He uccrnegosanu [16]. B andpdepeHumansHo-AnarHocTu-
anduunposanHbin CCA > 4 6annos obnagaet 92 % YecKuii psna, 6esycnosHo, BKntyanca HELLP-cuHapom,
YYBCTBUTENbHOCTBLIO U 93 % cneunuyHOCTbI0 Ang Ana- XapakTepuayLniAcs remonn3om, TPOMOOLUTONEHMEN
FHOCTUKM akTuBHOW BCB 1 andhdhepeHumanbHoii guarHo- 11 MOBbILLIEHWEM TPAHCAMMHAS.
cTuku ¢ cencucom [19]. Momumo runepdepputuHemMnm, Ha Halu B3rnsg, Benneck aktusHoctu ctOMA v passu-
K npegukTopam pa3sutus CAM npu BCB oTHOCAT Takxe e CAM 6b1in 06YCNIOBEHbI COBOKYMHOCTbIO B3AUMHO
NOpaXXeHne NeyYeHn ¢ CMHAPOMOM LMTONN3a, CMyleHOMe- oTArYatoLMx akTopos. MpekpaLLeHne NeYeHns UHrnbu-
ranuio, TPOMOOLMTONEHUID, YBEIMYEHME KOHLEHTpaLMK TOPOM WHTEPNENnKNHa-6 y 60MbHbIX ayTOBOCMANNTENb-
TPUTMMLEPWAOB U BbISIBNEHNWE remodarouutosa B Mue- HbIM 3a00/M1€BaHIEM B CBS3M C XOPOLLUM CaMOYyBCTBUEM
norpamme [20]. 11 324aCTYH0 MHOrOJIETHEN MeIMKAMEHTO3HOM PeMUCCcUen
OfHako cornacHo COBPEMEHHbIM NMoaxodam, AnarHo3 NOTEHLNaNbHO YpeBaTo pasBMUTUEM MOLLHENLLIEero Bene-
ctONA He nepecmaTpuBaeTCs M COMPOBOXAAET MaLMeH- CKa aKTMBHOCTW 3a60eBaHns. CaMoBObHOE MpeKpaLLe-
Ta nocne nepexoja Bo B3POCNYH CeTb. JIbroTHOE fnekap- HUE NTeYeHUS N 6EPEMEHHOCTb, BbICTYNUBLLAS TPUITEPOM,
CTBEHHOe o6ecneveHne naumeHToB ¢ ctOMA npoBoanTCS 3anyCcTUIM UMEHHO 3TOT CLeHapWiA.
B pamkax (hbefepanbHOii NporpaMmmbl NIEYEHNS BbICOKO- OrpaHuyeHns B UCMONb30BaHMN NaBOPaTOPHbIX Map-
3aTpaTHbIX HO30M0rMiA, B KOTOPYK HHOLIECKUA apTpuT KEpPOB W JIEKAPCTBEHHbIX MpenapaTtoB npu 6epeMeHHo-
C cuctemHbIM Hadqanom (M08.2) Bkniover ¢ 2019 r., xo- CTW TaKXe CbIrpanu CBOK posib. iIMeHHo 3Tum, no BCel
POLLIO OPraHN30BaHO W He BbI3bIBAET TPYAHOCTEN. Takum BUAMMOCTK, Obl 06YCNOBNEH BbI6OP CynbacanasnHa
06pa3om, ncnosb3oBaHue anarHo3a 6CB B JaHHOM KOH- 1 4OCTaTO4YHO ObICTPOE CHUKEeHMe A03MpoBkW K npu
m hitps://www.gynecology.su
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PucyHok 3. MauueHt A. Tnctonornyeckoe 1 UMMYHOTUCTOXMMUYECKOE UCCNeAoBaHne KocTHoro moara (1:300). A — okpacka asyp-2-3031HOM;
B — ummyHorncToxmmnyeckas peakums ¢ antutenamn kK CD163 A; C — nmMmmyHOrncToxuMmudeckas peakuns ¢ aHtutenamu K Glycophorin-A.

Figure 3. Patient A. Bone marrow histological and immunohistochemical examination (1:300). A — stained with azure-2-eosin;
B - immunohistochemical staining with anti-CD163 A antibodies; C — immunohistochemical staining with anti-Glycophorin-A antibodies.

nepBoM 06paLLEHUN 3a MEAWNLIMHCKOW MoMOLLbto. [py- 3akmouenue / Conclusion

M NAMUTAPYIOWMM (DaKTOPOM fBWUNACh accoumaums

TSKES0/ HEKOHTPOSIMPYEMOIA TUNepBOCNANIUTENBHON pe- AKUEHTMPOBaHME BHUMAHMS BPAYell pasfiuyHbIX Creuu-

akuuu npu CAM ¢ nHdekumen. aNIbHOCTeI HAa 0CO6EHHOCTAX NperpaBuaapHoO NoAroTOBKY
B neyveHun remodparoyutapHoro cuHapoma npu ctOrA nauueHToB ctOVIA SBNSETCS OCHOBHOI LiENb0 Ny6nmKaLmmn

HEeo6X0AUMO PacCcMOTPETb Ha3HaveHue K B BbICOKNX NpeACTaBneHHOro KNuMHU4eckoro cnyyas. CBOeBpeMeHHas

[031poBKax 1-2 Mr/cyT NpefHU30JI0Ha, LMKIOCNOPUHa, AnarHoctuka u apekTuBHOCTb neveHns CAM Hanpsamyto

BHYTPUBEHHOrO MMMYHOI06YNNHA, CBEXEe3aMOPOXKEH- 3aBUCAT OT OCBEJOMSIEHHOCTW Bpayell LIMPOKOr0 Kpyra

HOM NNia3Mbl B COOTBETCTBUM C KITUMHUYECKUMMN PEKOMEH- cneunanbHOCTel U HaCTOPOXXEHHOCTI B OTHOLLEHUN BO3-

Jaunamn [21]. MOXHOr0 Pa3BUTIA 3TOMO FPO3HOr0 OCNTOXKHEHMS.

poxday pue £30710095UAL) ‘so133191sq (O EENEE LN NCE 44114

ugoron
HHas UHTEPHeT-Bepcus cTaTby Gbina ckavaHa c caiita http://www.gynecology.su. He npegHasHayeHo Ans UCNonb30BaHNs B

dopmMauuio 0 penpuHTax MOXHO NOMyYnTb B pedakuunn. Ten.: +7 (495) 649-54-95; an. noyta: info@irbis-1.ru.




26

CvHAPOM aKTUBaLMK Makpoaros Bo BpemMst 6epeMEHHOCTM Kak (haTaibHOe 0CI0XKHEHME
CUCTEMHOI0 nanonaTu4eckoro apTputa

AxyuiepcTBo, I'mHekoAorusa u Pennpoaykiima [PArZESIve LR

NH®OPMALINA 0 CTATBE

ARTICLE INFORMATION

MocTynuna: 01.03.2024.
B popaboranHom Buge: 13.07.2024.
Mpunsta K nevatu: 23.10.2024.
Ony6nukoBaHa: 30.12.2024.

Received: 01.03.2024.
Revision received: 13.07.2024.
Accepted: 23.10.2024.
Published: 30.12.2024.

Bknap aBTopoB

Author’s contribution

Bce aBTOpbI NPUHUMANK paBHOE yyacTue B c6Ope, aHann3e 1 MHTepnpeTa-
LMK JaHHBIX.

All authors participated equally in the collection, analysis and interpretation
of the data.

Bce aBTOpbI NpoO4MTany 1 YTBEPAUIM OKOHYATENbHbIA BapUaHT PyKOMUCH.

All authors have read and approved the final version of the manuscript.

KoHthnukT nutepecos

Conflict of interests

ABTOPbI 3aABNSAOT 06 OTCYTCTBIN KOH(IMKTA MHTEPECOB.

The authors declare no conflict of interests.

®uHaHcUpoBaHue Funding
ABTOpbI 3a8BNIAOT 06 OTCYTCTBAN (DUHAHCUPOBAHUS. The authors declare no funding.
Cornacue nayuesTa Patient consent

Mony4eHo. B cootBeTcTBMM C nonoxeHusamu ®deaepanbHOro 3akoHa
No 152-®3 ot 27.07.2006 «O nepcoHanbHbIX JaHHbIX» NpU NOArOTOBKE
CTaTbl MCMNOMb30BaHbI 06€3MM4EHHbIE NEePCOHANbHbIE AaHHbIE NaUNeHTa.

Obtained. Anonymized patient personal data were used while article
preparation in accordance with the provisions of Federal Law No. 152-FZ,
dated of July 27, 2006 “On Personal Data”.

JTnyeckue acnekTbl

Ethics declarations

BefeHne nauueHTa OCyL|ECTBAANOCH B MOSMHOM COOTBETCTBMM C 3TWye-
CKUMW MPUHLMNAMW, BK/KOYAA MOMOXEHUs XenbCUHKCKON Aeknapauuu
BcemupHoi megnumHckon accoumauun (nepecmotp 2013 r.).

Patient management was conducted in full accordance with ethical
principles, including the World Medical Association Declaration of Helsinki
(as revised in 2013).

KommeHTapwuit usparens

Publisher’s note

Conepxallmecs B 3TOi Ny6nuKauMM YTBEPXKAEHWUS, MHEHWUS W [aHHble
6b111 CO3AaHbI ee aBTopamu, a He u3aartensctsom VPBIIC (000 «APBIC»).
N3patenbctBo VIPBIC cHumaeT ¢ cebs 0TBETCTBEHHOCTL 3a NGO yLLepo,
HaHECEHHbIII NIOAAM UAN UMYLLECTBY B PE3yMnbTaTe UCNOMb30BaHUS N06bIX
uaei, MeTOZI0B, MHCTPYKLMIA UNK NPenapaToB, yNoMSHYTbIX B My6RMKaLum.

The statements, opinions, and data contained in this publication were
generated by the authors and not by IRBIS Publishing (IRBIS LLC). IRBIS
Publishing disclaims any responsibility for any injury to peoples or property
resulting from any ideas, methods, instructions, or products referred in the
content.

paBa 1 nonHoOMouKA

Rights and permissions

000 «NPBWC» obnagaeT NCKNOYUTENbHBIMU NPaBaMmu Ha 3Ty CTaTbio MO
[lorosopy ¢ aBTOpoM (aBTOpamu) Ui Apyrum npasoobnaaatenem (npaso-
o6nagatensmu). Mcnonb3oBaHne 3ToW CTaTbu PErynnpyeTcs UCKM4U-
TeNbHO yCnoBuAMN 3Toro [loroBopa 1 AeNCTBYOLLMM 3aKOHOAATENbCTBOM.

IRBIS LLC holds exclusive rights to this paper under a publishing agreement
with the author(s) or other rightsholder(s). Usage of this paper is solely
governed by the terms of such publishing agreement and applicable law.

JIureparypa:

. Still G.F. On a form of chronic joint disease in children. Med Chir Trans.

1897;80:47-60.9.

Bywaters E.G. Still's disease in the adult. Ann Rheum Dis.
1971;30(2):121-33. https://doi.org/10.1136/ard.30.2.121.

HacoHnos E.J1., ®aiicT E. bonesHb CTunna B3poChbIX: HOBbIE FOPU3OHTLI.
HayyHo-npaktuyeckas pesmaronorus. 2021;59(6):645-65.
https://doi.org/10.47360/1995-4484-2021-643-663.

Efthimiou P., Kontzias A., Hur P. et al. Adult-onset Still's disease in focus:
Clinical manifestations, diagnosis, treatment, and unmet needs in the era
of targeted therapies. Semin Arthritis Rheum. 2021;51(4):858-74.
https://doi.org/10.1016/j.semarthrit.2021.06.004.

Gerfaud-Valentin M., Hot A., Huissoud C. et al. Adult-onset Still disease
and pregnancy: about ten cases and review of the literature. Rheumatol
Int. 2014;34(6):867—71. https://doi.org/10.1007/s00296-013-2765-5.

De Carolis S., Cianci F., Del Sordo G. et al. Adult onset Still' and
pregnancy. Autoimmun Rev. 2019;18(9):102356. https://doi.
0rg/10.1016/j.autrev.2019.102356.

. Abdulkarim S., Otieno F., Ali S.K. Adult-onset Still's disease triggered

by pregnancy. Proc (Bayl Univ Med Cent). 2019;32(2):229-30.
https://doi.org/10.1080/08998280.2018.1562292.

Plagais L., Mekinian A., Bornes M. et al. Adult onset Still's disease
occurring during pregnancy: Case-report and literature review.

Semin Arthritis Rheum. 2018;47(4):575-7. https://doi.org/10.1016/j.
semarthrit.2017.07.003.

Ursin K., Lydersen S., Skomsvoll J.F., Wallenius M. Disease juvenile
idiopathic arthritis during and after pregnancy: A prospective multicenter
study. J Rheumatol. 2018;45(2):257-65. https://doi.org/10.3899/
jrheum.161410.

10. Garcia-Fernandez A., Gerardi M.C., Crisafulli F. et al. Disease course and

obstetric outcomes of pregnancies in juvenile idiopathic arthritis: are there
any differences among disease? A single-center retrospective study

of prospectively followed pregnancies in a dedicated pregnancy clinic.
Clin Rheumatol. 2021;40(1):239-44. https://doi.org/10.1007/s10067-020-
05404-w.

11. Lenert A., Yao Q. Macrophage activation syndrome complicating adult
onset Still's disease: A single center case series and comparison with
literature. Semin Arthritis Rheum. 2016;45(6):711-6. https://doi.
org/10.1016/j.semarthrit.2015.11.002.

12. Wang C.R., Tsai Y.S., Ma I.C. Macrophage activation syndrome with lung
involvement complicating adult-onset Still's disease. Neth J Med.
2018;76(10):442-4.

13. Peters A.T., Prickett M.H. Adult-onset Still's disease presenting as
macrophage-activation syndrome with critical iliness in the third trimester
of pregnancy: A case report. Crit Care Explor. 2021;3(5):e0440.
https://doi.org/10.1097/CCE.0000000000000440.

14. Hosoya S., Sadatsuki M., Izuka S. et al. A case of recurrence of adult-
onset Still's disease in the third trimester: a case report and literature
review. BMC Pregnancy Childbirth. 2021;21(1):163. https:/doi.
org/10.1186/512884-021-03648-1.

15. Aptuwesckas H.I., PaesHesa T.I., Anekcenyuk C.E. u ap. bonesHb
Ctunna B3poCnbIX y 6ePEMEHHOI, 0CNIOXHEHHAs CUHAPOMOM aKTUBaLN
MakKpodaros. HeoT0XXHas kapanoorvs n KapanoBackyapHbIE PUCKA.
2020;4(1):877-81.

16. Ravelli A., Minoia F., Davi S. et al.; Paediatric Rheumatology International
Trials Organisation; Childhood Arthritis and Rheumatology Research
Alliance; Pediatric Rheumatology Collaborative Study Group; Histiocyte
Society. 2016 Classification criteria for macrophage activation syndrome
complicating systemic juvenile idiopathic arthritis: A European League

m hitps://www.gynecology.su



https://doi.org/10.1016/j.autrev.2019.102356
https://doi.org/10.1016/j.autrev.2019.102356
https://doi.org/10.1016/j.semarthrit.2017.07.003
https://doi.org/10.1016/j.semarthrit.2017.07.003
https://doi.org/10.3899/jrheum.161410
https://doi.org/10.3899/jrheum.161410
https://doi.org/10.1007/s10067-020-05404-w
https://doi.org/10.1007/s10067-020-05404-w
https://doi.org/10.1016/j.semarthrit.2015.11.002
https://doi.org/10.1016/j.semarthrit.2015.11.002
https://doi.org/10.1186/s12884-021-03648-1
https://doi.org/10.1186/s12884-021-03648-1

LLlectepHsa M.A., Lixait B.b., basuna M.I., MaTseesa I1.B.

17.

18.

10.

1.

12.

13.

Against Rheumatism/American GCollege of Rheumatology/Paediatric
Rheumatology International Trials Organisation Collaborative Initiative.
Arthritis Rheumatol. 2016;68(3):566-76. https://doi.org/10.1002/
art.39332.

Koctuk M.M., ly6ko M.®., Macanosa B.B. u ap. CoBpemeHHble
noAXo/ibl K AMArHOCTUKE 1 NIEYEHNIO CUHAPOMA aKTMBALN Makpodaros
y [eTell C peBMaTU4ecKUMN 3a60NneBaHuAMU. CoBPeMEHHas
pesmarosnorus. 2015;(1):55-9. https://doi.org/10.14412/1996-7012-2015-
1-55-59.

Pouchot J., Sampalis J.S., Beaudet F. et al. Adult Still’s disease:
Manifestations, disease course, and outcome in 62 patients. Medicine.
1991;70(2):118-36.

References:

. Still G.F. On a form of chronic joint disease in children. Med Chir Trans.

1897;80:47-60.9.

Bywaters E.G. Still's disease in the adult. Ann Rheum Dis.
1971;30(2):121-33. https://doi.org/10.1136/ard.30.2.121.

Nasonov E.L., Feist E. Adult Still's disease: New horizons. [Bolezn' Stilla
vzroslyh: novye gorizonty]. Nauchcno-prakticheskaya pevmatologia.
2021;59(6):645-65. (In Russ.). https://doi.org/10.47360/1995-4484-
2021-643-663.

Efthimiou P., Kontzias A., Hur P. et al. Adult-onset Still's disease in focus:
Clinical manifestations, diagnosis, treatment, and unmet needs in the era
of targeted therapies. Semin Arthritis Rheum. 2021;51(4):858-74.
https://doi.org/10.1016/j.semarthrit.2021.06.004.

Gerfaud-Valentin M., Hot A., Huissoud C. et al. Adult-onset Still disease
and pregnancy: about ten cases and review of the literature. Rheumatol
Int. 2014;34(6):867—71. https://doi.org/10.1007/s00296-013-2765-5.

De Carolis S., Cianci F., Del Sordo G. et al. Adult onset Still' and
pregnancy. Autoimmun Rev. 2019;18(9):102356. https://doi.
org/10.1016/j.autrev.2019.102356.

Abdulkarim S., Otieno F., Ali S.K. Adult-onset Still's disease triggered

by pregnancy. Proc (Bay! Univ Med Cent). 2019;32(2):229-30.
https://doi.org/10.1080/08998280.2018.1562292.

Plagais L., Mekinian A., Bornes M. et al. Adult onset Still's disease
occurring during pregnancy: Case-report and literature review.

Semin Arthritis Rheum. 2018;47(4):575—7. https://doi.org/10.1016/j.
semarthrit.2017.07.003.

Ursin K., Lydersen S., Skomsvoll J.F., Wallenius M. Disease juvenile
idiopathic arthritis during and after pregnancy: A prospective multicenter
study. J Rheumatol. 2018;45(2):257-65. https://doi.org/10.3899/
jrheum.161410.

Garcia-Fernandez A., Gerardi M.C., Crisafulli F. et al. Disease course and
obstetric outcomes of pregnancies in juvenile idiopathic arthritis: are there
any differences among disease? A single-center retrospective study

of prospectively followed pregnancies in a dedicated pregnancy clinic.
Clin Rheumatol. 2021;40(1):239-44. https://doi.org/10.1007/s10067-020-
05404-w.

Lenert A., Yao Q. Macrophage activation syndrome complicating adult
onset Still's disease: A single center case series and comparison with
literature. Semin Arthritis Rheum. 2016;45(6):711-6. https://doi.
org/10.1016/j.semarthrit.2015.11.002.

Wang C.R., Tsai Y.S., Ma I.C. Macrophage activation syndrome with lung
involvement complicating adult-onset Still's disease. Neth J Med.
2018;76(10):442-4.

Peters A.T., Prickett M.H. Adult-onset Still's disease presenting as

Csepenus 06 asTopax / About the authors:
Lllecteps MNasen AHatonbeBuy, 4.M.H., npod. / Pavel A. Shesternya, MD, Dr Sci Med, Prof. ORCID: https://orcid.org/0000-0001-8652-1410.
WoS ResearcherlD: M-3898-2014.
Lixai Butanuit Bopucosuy, a.m.H., npod. / Vitaly B. Tskhay, MD, Dr Sci Med, Prof. E-mail: tchai@yandex.ru. ORCID: https://orcid.org/0000-0003-2228-3884.
WoS ResearcherlD: C-4869-2014.
basuna Mapuna WBaHoBHa, o.M.H. / Marina I. Bazina, MD, Dr Sci Med. ORCID: https://orcid.org/0000-0002-1971-632X.
MarseeBa Wpuna BnagumuposHa / Irina V. Matveeva, MD.

19.

20.

21.

14.

15.

16.

17.

20.

21.

Rau M., Schiller M., Krienke S. et al. Clinical manifestations but not
cytokine profiles differentiate adult-onset Still's disease and sepsis.

J Rheumatol. 2010;37(11):2369-76. https://doi.org/10.14412/1996-7012-
2015-1-55-5910.3899/jrheum.100247.

Wang R., Li T., Ye S. et al. Macrophage activation syndrome associated
with adult-onset Still’s disease: a multicenter retrospective analysis.

Clin Rheumatol. 2020;39(8):2379-86. https://doi.org/10.14412/1996-
7012-2015-1-55-5910.1007/s10067-020-04949-0.

Knunnyeckune pekomenaaunn — KOHOLIECKMIA apTPUT C CUCTEMHbIM
Havanom — 2021-2022-2023 (29.06.2021). M.: MunucTepcTso 34paso-
oxpaHenns Poceuiickon ®egepaymnu, 2021. 192 ¢. Pexxum goctyna:
https://cr.minzdrav.gov.ru/recomend/26_2. [[ata o6paweHus: 01.02.2024].

macrophage-activation syndrome with critical illness in the third trimester
of pregnancy: A case report. Crit Care Explor. 2021;3(5):e0440.
https://doi.org/10.1097/CCE.0000000000000440.

Hosoya S., Sadatsuki M., Izuka S. et al. A case of recurrence of adult-
onset Still's disease in the third trimester: a case report and literature
review. BVC Pregnancy Childbirth. 2021;21(1):163. https:/doi.
org/10.1186/s12884-021-03648-1.

Artishevskaia N.I., Rayeuneva T.G., Aliakseitshik S.E. et al. Adult-onset
Still’s disease in pregnancy complicated by macrophage activation
syndrome. [Bolezn' Stilla vzroslyh u beremennoj, oslozhnennaya
sindromom aktivacii makrofagov]. Neotlozhnaya kardiologiya

i kardiovaskulyarnye riski. 2020;4(1):877-81. (In Russ.).

Ravelli A., Minoia F., Davi S. et al.; Paediatric Rheumatology International
Trials Organisation; Childhood Arthritis and Rheumatology Research
Alliance; Pediatric Rheumatology Collaborative Study Group; Histiocyte
Society. 2016 Classification criteria for macrophage activation syndrome
complicating systemic juvenile idiopathic arthritis: A European League
Against Rheumatism/American College of Rheumatology/Paediatric
Rheumatology International Trials Organisation Collaborative Initiative.
Arthritis Rheumatol. 2016;68(3):566-76. https://doi.org/10.1002/
art.39332.

Kostik M.M., Dubko M.F., Masalova V.V. et al. Current approaches

to diagnosing and treating macrophage activation syndrome in children
with rheumatic diseases. [Sovremennye podhody k diagnostike i lecheniyu
sindroma aktivacii makrofagov u detej s revmaticheskimi zabolevaniyami].
Sovremennaya revmatologiya. 2015;(1):55-9. (In Russ.). https://doi.
org/10.14412/1996-7012-2015-1-55-59.

. Pouchot J., Sampalis J.S., Beaudet F. et al. Adult Still's disease:

Manifestations, disease course, and outcome in 62 patients. Medicine.
1991;70(2):118-36.

. Rau M., Schiller M., Krienke S. et al. Clinical manifestations but not

cytokine profiles differentiate adult-onset Still's disease and sepsis.

J Rheumatol. 2010;37(11):2369-76. https://doi.org/10.14412/1996-7012-
2015-1-55-5910.3899/jrheum.100247.

Wang R., Li T., Ye S. et al. Macrophage activation syndrome associated
with adult-onset Still’s disease: a multicenter retrospective analysis.

Clin Rheumatol. 2020;39(8):2379-86. https://doi.org/10.14412/1996-
7012-2015-1-55-5910.1007/s10067-020-04949-0.

Clinical guidelines — Juvenile arthritis with systemic onset — 2021-2022-
2023 (29.06.2021). [Klinicheskie rekomendacii — Yunosheskij artrit s
sistemnym nachalom - 2021-2022-2023 (29.06.2021)]. Moscow:
Ministerstvo zdravoohraneniya Rossijskoj Federacii, 2021. 192 p. Available
at: https://cr.minzdrav.gov.ru/recomend/26_2. [Accessed: 01.02.2024].

poxdoy pue A307000uAx) ‘so11191sq() [EEINEE: M R 7114

uonoNn

907



https://doi.org/10.47360/1995-4484-2021-643-663
https://doi.org/10.47360/1995-4484-2021-643-663
https://doi.org/10.1016/j.autrev.2019.102356
https://doi.org/10.1016/j.autrev.2019.102356
https://doi.org/10.1016/j.semarthrit.2017.07.003
https://doi.org/10.1016/j.semarthrit.2017.07.003
https://doi.org/10.3899/jrheum.161410
https://doi.org/10.3899/jrheum.161410
https://doi.org/10.1007/s10067-020-05404-w
https://doi.org/10.1007/s10067-020-05404-w
https://doi.org/10.1016/j.semarthrit.2015.11.002
https://doi.org/10.1016/j.semarthrit.2015.11.002
https://doi.org/10.1186/s12884-021-03648-1
https://doi.org/10.1186/s12884-021-03648-1
https://doi.org/10.1002/art.39332
https://doi.org/10.1002/art.39332
https://doi.org/10.14412/1996-7012-2015-1-55-59
https://doi.org/10.14412/1996-7012-2015-1-55-59
https://doi.org/10.14412/1996-7012-2015-1-55-5910.3899/jrheum.100247
https://doi.org/10.14412/1996-7012-2015-1-55-5910.3899/jrheum.100247
https://doi.org/10.14412/1996-7012-2015-1-55-5910.1007/s10067-020-04949-0
https://doi.org/10.14412/1996-7012-2015-1-55-5910.1007/s10067-020-04949-0
https://doi.org/10.1002/art.39332
https://doi.org/10.1002/art.39332
https://doi.org/10.14412/1996-7012-2015-1-55-59
https://doi.org/10.14412/1996-7012-2015-1-55-59
https://doi.org/10.14412/1996-7012-2015-1-55-5910.3899/jrheum.100247
https://doi.org/10.14412/1996-7012-2015-1-55-5910.3899/jrheum.100247
https://doi.org/10.14412/1996-7012-2015-1-55-5910.1007/s10067-020-04949-0
https://doi.org/10.14412/1996-7012-2015-1-55-5910.1007/s10067-020-04949-0



