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bonesub Crunna B3POC/bIX — pefikoe NoureHHoe ayToBocnanunTesibHoe
3aboneBaHue. Knaccuueckue KnuHnyeckue NPOABNIEHUA BKNIOYAKOT NUXOPAAKY,
APTPUT U KOXHbl€e BblCbiNMaHKA. B npejlecTByioliee fecATUNETIAE yTOUHEHDI
HEKOTOpblE I'IaTO¢I/I3I/IOJ10FI/I'-IeCKI/Ie MexaHu3Mbl 3a601eBaHuA, npennoXxeHbl
YyBCTBUTEJIbHbIE 1 CI'IELIVI¢I/ILIHI>IE ANarHoCcTnyecKne Kputepun. B 10 xe
BpemsaA narHo3 6onesun Crunna B3POC/bIX 0CTAETCA ANArHO30M UCKNTHOYEHUA.
ATeueHne 3a60neBaHNA MOXeET ObITb Kak OTHOCUTENbHO GJ'IaI'OﬂpI/IFITHbIM, TaK
n l/IHBaJ'IVI,U,VIB‘VIpyIOLI.IVIM.ﬂe'-IEHVIE bonesnu Crunna B3POC/IbIX Ha COBPEMEHHOM
JTane 6a3|/|pyeTc;1 Ha NPUMEHEHNI TNIOKOKOPTIKOUA0B, I/IMM)IHOC)II'IpeCCI/IBHOVI
Tepanuit U MOHOKNOHAJIbHBIX aHTUTEN. B Hauane 21 eka B nuTepatype noABuUINCb

ONMCAHWA eMHINYHBIX CNyuaeB 1 HebonbLLMX cepuil GoneHi CTunna B3poCsbIx
y bepemeHHbix. [pecTaBneHHoe KNMHUYECKoe HabiofeHIe MHTEPeCcHO co-
yeTaHvem 6onesun (Tunna B3pOCbIX, OCNOMHEHHOT0 CUHAPOMOM aKTUBALMN
makpodaro, 1 6epemeHHocTI. bone3Hb CTunna B3poCsbIX NPy pa3BuTUAN
CMHAPOMA aKTUBALMN MaKpoaros NpeACTaBNAeT C OiHON CTOPOHDBI Hemo-
CPeLCTBEHHYI0 YrPO3Y XNU3HW MaTepy 11 NI0Aa, a C APYroli — 3HaUMTeNbHble
TPYAHOCTM B IMArHOCTUKe. B npeAcTaBneHHOM KNMHUYECKOM Cllyuae peLnzns
NONULMKANYHOrO 3a60NeBaHIA Pa3BNCA BO BTOPOM TPUMeCTpe GepemeHHOCT.
B pe3ynbrate npoBeeHHoli Tepanu (NPeAHU300H 1,5 MI/KF B CYyTKM BHYTPb)
CMHAPOM aKTUBALMN MaKpoaroB KynupoBaH, bepemMeHHOCTb NPOIOHTMPOBaHa.
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Adult-onset Still’s disease is a rare polygenicautoinflammatory disease
characterized by the dlassic triad of persistent high spiking fevers, joint pain (arthritis), and
adistinctive salmon-colored bumpy rash. In the past decade, some pathophysiological
mechanisms of the disease have been clarified and some sensitive and specific
diagnostic criteria have been suggested. The disease is considered a diagnosis of
exclusion. The course of the disease can be either relatively favorable or severe and
disabling. Treatment is based on the use of glucocorticoids, immunosuppressive
therapy and monoclonal antibodies. In the early 21 century, descriptions of isolated
cases and small series of adult-onset Still’s disease in pregnancy appeared in literature.

The case report presented is a case of adult Still ‘s disease complicated
by macrophage activation syndrome in pregnancy. On the one hand, adult-
onset Still's disease associated with macrophage activation syndrome
poses an immediate threat for the life of mother and fetus, and on the
other hand, it makes the diagnosis more difficult.In the case presented, the
recurrence of polycyclic disease developed in the second trimester of pregnancy.
Prednisolone therapy (1.5 mg/kg weight per day) was prescribed, which
resulted in resolution of the macrophage activation syndrome andpregnancy
being prolonged.

BBegeHune

bonesnp Ctuina BlepBble OIMCAHA KaK
xpoHmdeckuit aprput neguarpom I. @. Cru-
nom B 1897 r. [1]. Hokrop Crumn Habmoman co-
YyeTaHle XPOHNYECKOr0 NONMAPTPUTA, PEMUTI-
pyrolLeit TuXopagKu, nuMdageHonaTnm, CIe-
HoMerajauu u nepukapauta. [lopasgo mosxe,
yxe B 1971 ropy E.Bywaters ony6ankoBasn Ha-
OmromeHNus 3a cepyeil KIMHNYECKNX CIIydaes,
CXOIHBIX ¢ 6071e3HbI0 CTIIIA, HO PAa3BUBILIIXCS

y B3pocbiX [2]. CHHOHUMBI TepMuHa «60JIe3HD
Crumnna B3pocnbix» (BCB): 6onesusp Crunia,
PasBUBIIAACAY B3POCIbIX, CUHAPOM Buccrepa,
cuHpapoM Buccnepa-Pankonn, cybcemncuc Buc-
cnepa-QaHKOHM, anjeprocencuc u ap. B Mex-
IyHapOoIHOI Knaccudumkanmy 6omesteit 10-ro 1e-
pecmoTpa BCB xopupyerca M 06.1.

BCB - penxoe 3abonesanne. Yacrora 3abo-
71€BaeMOCTHM MO IAHHBIM Pa3HBIM aBTOPOB CO-
crapnsger ot 0,1 go 1,5 ciyvyaes Ha 100 ThIC. Ha-
ceneHus B rof (3, 4]. HegaBHO HAa OCHOBaHUM
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IIOTyYeHHBIX JJOKA3aTe/IbCTB JOMIHYPYIOLei
POJIM BPOXK/EHHBIX IMMYHHbBIX MEXaHN3MOB
B pa3BuTuu 3aboneBaHns (IITaBHBIM 06pa3oM
WMJI1 - VUI1P n MJI18) BCB 6bina onpepenena
KaK IO/IMTeHHOe ayTOBOCIIA/NINTe/IbHOe 3a0071e-
BaHMe [5]. OTedecTBeHHAsl PEBMATOIOTYECKasT
LIKOJIA TIPefICTABIIsET JOKa3aTeNbCTBa MHPEK-
ronHou npupoxnst BCB [6].

KnuHuka

Knaccnyecknit BapuaHT KnuHukm BCB
BKJ/II0YAeT TaKye IPU3HAKY KaK JIMX0pajika, apT-
panruy M Ko>KHble BbichimaHuA. He apnaAch
IIaTOTHOMOHMYHBbIMU 711 BCB, 3Tu cumMnToMbl
OTIMYAIOTCA KIMHUYECKUMH IeTa/IAMU. B vact-
HOCTH, IMXOPaJKa MOAB/IAETCA BHE3AIIHO, IIpe-
MMYIIeCTBEHHO B BedepHee BpeMs, JOCTUTaeT
¢bebpunpHBIX P, MCUe3aeT TaK)Ke BHE3AIIHO,
9acTO caMoOCTOATeNnbHO [7]. Pexe ormeuaroT
2 IMKa IMXOPaJKU: YTPOM U BedepoM. Y 4acTu
MalYIeHTOB MOBBIIIEHNMEe TeMIIepaTyphbl COXpa-
HAETCA B TeYeHNe BCETO IHA.

[ToBblleHMe TeMIlepaTyphl Tela, Kak Ipa-
BUJIO, COITPOBOXK/IAETCS MOABIEHMEM KOXKHO
cpiny. CplIIb MOABIAETCA U MCYe3aeT TaK e
BHE3aIIHO M CAMOCTOATENbHO, KaK 1 IMXOpaj-
Ka. JIokanmsanysa Cply ONMCHIBAETCA IPEUMY-
I[eCTBEHHO Ha I'PYAY, CIIMHe, I/IeYax, B 00/1acTn
pacyecoB. D/IeMeHTbI ChIIIN TIPe/ICTaBIeHbl Ma-
KyJaMJ WM NaIly/laMU pO30BOIi, IOCOCEBOI
YN JjaKe (PUOTIETOBOII OKPACKY. 3a4acTyIo B Me-
CTax JIOKa/IM3aL[ My CBIIY IAL[IEHTOB 6ECIIOKOUT
3yxn. HekoTopble aBTOpBL CUMTAIOT, YTO CHIb
MOJKeT pacpoCTPaHATbCA Ha MalOHHYIO, I10-
IOIIBEHHYIO MOBepXHOCTU U muuo[8]. Ipyrue
CYMTAIOT TaKYIO IOKaIU3alMI0 CHIIIU CKOpee
uckiodenneM [7]. VI XoTs cplib HPUCYTCTBY-
eT y 85% nanuentos ¢ bCB, ee HasbiBawoT ade-
MepHOJII BBUJTY OBICTPO IIPEXOAIAIIEro XapaKTepa.
OpHako B IOC/iefHee BpeMs OIVCaHbI I HeK/Iac-
cuvecKue Ko>XHble moBpexpenns npu bCB, Ta-
K€ KaK CTOVIKIE 3y A€ YellyT4aThle ITAIly/Ibl,
NVHEHbIe 9PUTEMaTO3HBbIe MAIIY/Ibl, NHPUIb-
TpaTUBHBIE OJIALIKY, KPAaIMBHUILIA, OYa>KKU T'U-
NepIUTMEHTAlM Ha MeCTe YIaclluX 9/1eMeHTOB
cotm 1 Ap. [9,10]. K aTunmaHbIM HOBpeXXaeHSIM
OTHOCAT U M3MEHEHNA CIIM3UCTOI 000I0YKM T10-
JIOCTY PTa B BUJIe KOPUIHEBBIX MaKyII [10].

CycTaBHOW CUHAPOM

ApTpanrun u apTpuThl 06HAPYKUBAIOTCA
y 6onpinHcTBa nanyentos ¢ BCB. Ha Havab-
HBIX 9TallaXx MOXeT HaOMI0JaTbCi MOHOApPT-
puT. 3aTeM pasBUBAETCA OJIUTO U MONUAPTPUT.
Yame Bcero nopakaroTcs MeJIKMe CYyCTaBbl KMC-
Teif, Ty4e3anAaCTHbIE CYCTaBbl, TOIEHOCTOIHBIE.
MoryT BOB/IEKaTbCA TOKTEBbIE, II/Ie4eBble, TPOK-
CMMaJIbHBle ¥ JMCTaIbHble MeX(alaHTOBbIe,
ICTHO-(DaTaHrOBbIe, ITCHebaTaHTOBbIE, BI-
COYHO-YEIOCTHDBIE CYCTABbI, ONMMCAHO TAKXKe
Hopa’keHNe Ta300eipeHHbIX cycTaBoB. CuMMe-
TPUYHbIE ADTPUTDI B TEIEHME HECKONIDKMX MeCH-

[[eB MOTYT IIPUBOJUTD K PaspyLIeHNIO BHYTPU-
CYCTaBHBIX TKaHeil. TUIMYHO GopMuUpOBaHue
AHKIJI032 Ty 9e3asICTHBIX CYCTABOB, MHOIZA
rOZIEHOCTOIHBIX U IIEMIHOTO OT/e/Ia I03BOHO0Y-
HuKa [8]. O61ume CUMITOMBI B Pa3MMYHbIX CO-
YeTaHMX HaOMIOZA0TCS MPAKTIYECKN Y BCex
6O/IBHBIX: TIOTEPsI MACCHI T€JIA, AHOPEKCISI, 60/Ib
B TOpJie, YTOM/IAeMOCTb. Y GONbUIMHCTBA Ma-
LEHTOB HAOIIOMAIOTCSA MBILIIEYHO-CKEIeTHbIE
60onn B mebroTe 3a60/IeBAHNS U HAPACTAOIE
B IIEPMOMBI IMXOPAKIA.

JIumdapeHOIaTIsI COMYTCTBYET HPapUHTUTY,
aHryMHe B fe0roTe 3a60/IeBaHMS U yBeINYEHIIO
IIeYeH M U CeJIE3EeHKI Ha 6or1ee IO3MHMX STanax [8].

KnuHunuyeckne BapuaHTbl

OnucaHo HeCKO/IbKO KIMHNYEeCKNX BapMaH-
ToB TedeHMs1 bCB: camoorpanmunBaromnics/
MOHOLMK/IMYHBII (OpraHOMeraus, Cepo3nThI;
OOIBIINHCTBO GONIBHBIX JOCTUTAIOT PEMUCCUMN
B TeYeHMe IOfia); PelMAMBUPYIOLMIT/TIONNIIN-
KIVYHBIN (OJTHAsA PeMUCCUS MeXJy 3Mn30-
JaMM, BO3BpaTHasA JMXOpafiKa C CyCTaBHBIM
CUHJPOMOM Iy 6e3 Hero, ¢ TeHAEHIuell K ype-
JKEHUIO U MeHbIlell BbIPa>KEHHOCTU CYCTaBHO-
rO CMH/IpOMa); XpOHUYECKNIT CYCTaBHOM (ze-
CTPYKLjMsI CYCTaBOB, TpeOyIoIas OpTOIefde-
ckoro yeyenus) [11, 12].

[AunarHocTnyeckne Kputepum

Huarnoctuyeckue kputepun bCB npena-
ranuch ¢ 1981 ropa. Haubonee mpocreiMu u fo-
CTYIHBIMMU Ji/IA NIPAaKTUKM IPU3HAHBI KpUTEpU
M. Yamaguchi n coasrops! [13]. K 6onpinm
KpUTEepUAM aBTOPBI OTHOCAT: Iuxopaska =39 °C,
apTpanrus 6osee 2 HefleNb, TUIIMYHAS CBHIIb,
nerikornTo3 (>10x10°/1m); K MabIM: 6ONIb B TOpIIE,
nuM@aieHONIaTUs1/CIIECHOMET /I sI, HApYIIEeHU I
GYHKUIMY TIeYeHN, OTPULIATE/IbHBIN PeBMATON/-
HBIIl GaKTOp M aHTUHYKJIeapHble aHTUTEJA.
ITpu 3TOM JOMXHBI IPUCYTCTBOBATh HE MEHee
5 KpuTepues, U3 HUX He MeHee 2 OOMBIINX
U JO/DKHBI OBITH MCKITIOYEHBl NHPEKINOHHBIE,
3/I0KaYeCTBEHHbIE, peBMATN4ecKye 3aboseBa-
HusA. B TakoMm ciaydae cnenn@uyHOCTD U 4yB-
CTBUTEIBHOCTb MNPEJI0KEHHBIX KpPUTepUeB
oueHb BbICOKasI: 92% 1 96% COOTBETCTBEHHO.

OcnoXxHeHnA

[Tpu BCB HabmofaloT BOB/IEYeHE BUCIiE-
pa/IbHBIX OPTaHOB. BONBIIMHCTBO aBTOPOB pac-
CMaTpUBAIOT TaKJye IPOSABIEHNU KaK OC/IOKHe-
HUsI OCHOBHOTO 3a00/IeBaHNs: CEPO3UTEL, JIETY-
YI1e JIeTOYHbIe UH(UIBTPATEL, IETOYHAs UIIep-
TEH3VIsT, MUOKAPJINT, MHTEPCTULMAIBHBI HePPUT,
aceNTUYeCKNil MEHVHIUT, 9HLeannT, yBEuT,
TpoMOOTIIYeCKasT TPOMOOLMTOIIEHITYeCKasT Iy P-
Iypa, CUHAPOM aKTUBALMM MaKpoQaros.

IIporuos npu BCB omnpepensoT ocnoxHe-
HuA. IIpeuKTOpOM IJI0XOTO IIPOrHO3a MOXKET
OBbITH BBICOKUIT CUET II0 IIKaJje OLeHKMU TsXKe-
ctu 3aboneBanusa DAS28 [13].
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KnuHnueckoe HabnogeHne

MBI oYM BO3MOXXHBIM IPENCTABUTD CIIY-
Yail 3TOTO pefKOro 3abomeBaHus y OepeMeHHO,
OCJIOXKHEHHOTO CYHJPOMOM aKTUBAI[UU MaKpO-
¢daros (CAM).

IMTanuentka II., 34 roga, O6bl1a TOCIINUTa-
NTM3UpOBaHa B CBA3U C PeLMAUBOM OOIe3HM
Cruita B3poCbIX: Tuxopazka 39°-40° 6e3 y1-
PEHHETO CHVKEHMA ee, MaKy/loNmanynesHas
CBIIIb Ha KOXKe TPYAN, OOKOBBIX IIOBEPXHOCTSX
TPYHOM KJIETKM U XnBoTa. B 2015 roy B BO3-
pacre 30 7eT y MalMeHTKY pasBUIach IMxopa-
Ka 1o ¢ebpunbHBIX 1P B TedyeHme 8 Hefenb,
IOXYZaHMe, 60Ib B CyCTaBaX JTy4e3alsACTHBIX,
MEJIKMX CYCTaBaX KMCTeNl PYK, TOJIEHOCTOIHBIX,
CyCTaBax CTOIIBI C TUMepeMIell KoK, OTeIHO-
cThi0 MX. JuarHoctuposana 6onesup Crui-
JIa B3POCIIBIX, [10 IOBOJY Yero Habiiofanach
peBMaTosI0roM aM6y/IaTOPHO 1 HEOZHOKPATHO
B TeueHUe MpejUIeCTBYIOIMX 3 JIeT TOCINUTa-
NM3UPOBANach A1 MOf60pa M KOPPEKTUPOB-
KM Tepanuy B cranuoHap. [lonyvana nedeHue:
ITIIOKOKOPTUKOMARL, ¢ Mag 2016 mo mait 2017 -
nadaukcnmab. B Hacrosee BpeMs maljnenT-
Ka OepeMeHHa CO CPOKOM recTauuu 22 HeJleln.
Texymas 6epeMeHHOCTD BTOpas. IIpepiecTBy-
I0Iast 3aBepIINIach CPOUHBIMI POIAMU 370~
poBoro pebeHka 6 JeT Hasaj. YXy/lIeHue co-
croaHuA ¢ 7.09.18. KoHcynbTupoBaHa 110 BOJy
CBIIY NHQPEKI[MOHUCTOM, HEePMAaTOIOTOM.

OODbeKTUBHO: YAOBIETBOPUTENIBHOTO MUTA-
HIISA, TPABYUJIBHOTO TENOCTIOKEHNA. OMOLMOHATb-
HO HEeYCTOMYMBA, IIAKCUBA, Pa3/pakiTeNbHa.
Ha xoxe rpyzan, 60KOBBIX TOBEPXHOCTSIX TPYA-
HOII KJIETKU M )XKMBOTA, BHYTPEHHUX ITOBEPX-
HOCTSIX IpeRIiednit, 6efep BULHBI YIaCTKA
TUIIEPEMUPOBAHHON IPUTIOAHUMAIOLIENICA HaJL
MIOBEPXHOCTBIO KOXKI, BpeMEHaMU CIMBaIOIIel-
cs1, 3ypsmieit coinu. Ha mpepieunsax B MecTax
©CTeCTBEHHBIX CK/TaJIOK — MEIKOTOYeJHas Te-
Mopparudeckas cbinb. O0'beM aKTUBHBIX IBU-
JKEHUI! B Ty4e3aIsACTHBIX CYCTaBaX U MEIKMX
CycTaBaXx KICTell pyK He M3MeHeH. JIuxopajgka
ot 39,3° yrpoMm [0 39,7° Be4epoM.

Cepritie — TOHBI TPUTTYIIEHbI, PUTM ITPABUIb-
ublit, YCC 82 B 1 munyty, A/l 110/70 mm PT cT.

B o61iem aHammuse KpoBM IPY MOCTYIUIEHUN
OTMeEYeHBI CIIefyolIe M3MEeHEHNA: aHEeMUS
(remorno6uu — 111 r/m) U TpOMOOLUTOTIEHUS
(rpomboruTer 157x10°/11) Ha pore COD 2 Mm/4ac;
B OMOXMMIYECKOM aHajI3e KPOBI: — CUHIPOM
uuronusa (AnAr 316 E/n; AcAT 174 E/n), rumo-
anpObymyuHemus (anbbymuH 29 r/m), runepdep-
purunemus (132 Mxr/n mpu HopMe 10-120 MKr/7m),
nerkasA runoHatpuemus (132 MKMonb/m); B 06-
I[eM aHa/ln3e Mo4u — MUKporemarypus (24 /ul,
>5 HopM, HPF), neitkonurtypus (JIefIKOIUTHI
112 /ul, >6 Hopm, HPF), nporennypus (0,2 r/m);
B KoarynorpamMme -runokoarynanus (AUTB
34 cex, TpoMbuHOBOe BpeMsa 16,4 cek, ¢u-
6punoren no Knayccy 2,9 r/m). PeBMaTongHbII
(dakTOp, aHTUHYKJIeapHble aHTUTENA OTPUIIA-
Te/bHBL [Ipy y/IbTPasByKOBOM MCC/IEJOBAHUN

OpraHOB OPIOUIHOI MONTOCTY KOHCTATUPOBAHO
yBeIM4eH e ITeYeHN 3a CUYeT IPaBoil JOJN.

JIMarHo3 mpy MOCTYIIEHN OCHOBHOIL: OCT-
PBLIT TeIAaTUT HEYTOYHEHHOI STUONOI NN, YMe-
penHoIt akTuBHOCTY. COMyTCTBYOLINMIL: 60/IE3HD
Cruia B3pocribIX, HU3Kast akTMBHOCTD (DAS28
3 6ana). BepemeHnHOCTD 22 Hefenu.

O6cyxpeHue

Y mpepcTaBlieHHON HallMeHTKU ¢ OepeMeH-
HOCTBIO 22 Heflell BHE3aITHO Ha (pOHe HU3KOII
aKTUBHOCTY OCHOBHOTO 3a00/IeBaHVIsI, MUHIMAJIb-
HBIX ITPOSAB/IEHNI CO CTOPOHBI CYCTaBHOTO CHH/IPO-
Ma, 3aKOHYMBILIEN 15 MecAneB Hasaf 12-MecAuHyI0
Tepanmio NHGIMKCMMab0oM, BHE3aITHO Pa3BI/Iach
KIVHUKA: TNXOPAZIKa, CBITIb, MIA/ITUIL.

JuddepeHIIanbHbI AMATHO3 ITPOBOANIICT
C Y4eTOM sIBJIEHMIT OCTPOTO TremaTura u bepe-
MeHHOCTH. Y 6epeMeHHbIX MAI[MeHTOK B CBA3K
C HaJIm4yueM psifia 0COOEHHBIX COCTOSHUIL, ac-
COL[MMPOBAHHBIX C O€PEeMEHHOCTHIO OOTBIINH-
CTBO MCCIIeflOBaTeNIell U PYKOBOACTB CUUTAIOT
1[e/1eCO00pas3HbIM BBIJIENIATh 3a00/IeBaHNUs TIe-
YeHU, CYLIeCTBYIOLIVe 10 OepeMeHHOCTH; BO3-
HUKIIVE BO BpeMs GepeMeHHOCTI 1 aCCOLUM-
pOBaHHbIE ¢ 6ePEeMEHHOCTBIO.

V3 3aboneBaHuIl eYeHN, CYLeCTBYOIUX
10 6epeMeHHOCTM, OBUIN UCKITIOYEHBI: OYarOBbIe
06pa3oBaHsA IeYeHN NIPK YIbTPa3BYKOBOM VIC-
cnepoBanuu (Y3U); bunnapHsie paccTpoiicTsa
KIMHMYECK! U IO JaHHBIM Y3V, ayTouMMyH-
Hble 3a00/1eBaHM s TTedeHN (TOTTy4eHbl OTpuLia-
TeJIbHbIe Pe3y/IbTaThl CEPOIOTUYECKUX MapKe-
pOB); XPOHMYECKNE N OCTpbl€ BUPYCHbIE Tella-
TUTBI (OTPULIATETBHBI CEPOIOTIYECKIIe MapKePBI).

13 3ab0/eBaHMiT IT€IeH N, ACCOLUVPOBAHHBIX
¢ 6epeMeHHOCTBIO, OBIIN MCKITIOUEHBL: pBOTa Oepe-
MEHHBIX KJIMHIUYECK! (Hadaio B paHHYE CPOKM
b6epeMeHHOCTN U paspeireHue K 20 Hememsam
6epemeHHOCTN). [I/1s1 AUATHOCTHKY OCTPOII K-
poBoit guCTpoduM MedeHr 6epeMeHHBIX Ipu-
MeHART Swansea kputepun. [lpn Hanmanm 6
wu 60j1ee KpUTEPIEB U3 IePeUNC/IEHHbIX HIDKE,
IIpY OTCYTCTBUU APYTOM IPUUNHBL, JUATHOCTU-
PYIOT OCTPYIO )XMPOBYIO JUCTPODUIO HEYEHN:
TOILIHOTA, OO/Ib B )KMBOTE, IO/ PYLA/ IO/
cust, sHUedanonaTus, TUNOITUKEMIs MeHee
4 MMO/B/JI, IOBBIIIIEHME 0011ero 6unnpyobmHa
60mee 14 MKMOJIB/, meyikonuTos 6onee 11x10°
B 1 MKJI, aCL{/T, TOBBIIIIEHIE TPAHCAMIHA3 OoIee
42 VIE/n, noBplllleHNe YPOBHA KpeaTMHIHA Chl-
BOPOTKU 6omee 150 MKMOJB/II, KOaryaonaTus.
BHyTpuIIeYeHOYHBIIT X0/IecTas GepeMeHHbIX pa3-
BUBAETCsI OOBIYHO B TPeTbeM TPUMECTpe C Ha-
4aji0M 0K07I0 30 Hefenb 6epeMeHHOCTH, pasB-
BaeTCA IIOCTETIEHHO B BUJie 3y/a KOXKII /Ia/{OHel
U CTOII, 3aTeM 3YJ] pacIIpOCTpaHsAeTCA Ha TeIo
U JINLIO, CITYCTA HECKOJIbKO JJHell IPUCOeNVHACT-
Cs XKETYXa, B TO >Ke BpeMs BBICHIITAaHMA Ha KOXKe
orcyTcTByI0T. HELLP - 3TO cBIpOM, KOTOPBII
pasBMBaeTCA Iepef] PofaMy VIV Cpasy HOCIe 1 Xa-
pakTepn3yeTcst 6OTIbIO B )KMBOTE, TOLIHOTOII, PBO-
TOI, TIepudepIIecKUMIL OTeKaMI, apTePraIbHON
TUIIepTeH3Mell, IPOTeNHY pueli, TPOMOOLUTOIIe-
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HIell, ruIepTpaHcaMuHaseMueit. Vicxons us xim-
HIYeCKVX 11 TabOPaTOPHBIX JaHHBIX Hambosee Ts-
XKeble 3a00/IeBaHMA TIeYeH, aCCOLMPOBaHHbIE
¢ 6epeMeHHOCTBIO, OBUIV TAKOKE UCK/TIOYEHB.

Taxym o6pasoM, B iy depeHInanbHOM PARY
ocTanuch 3aboneBaHUsA, He CBA3aHHbIE C Oe-
PEMEHHOCTBIO, HO Pa3BUBIINECS BO BpeMs Oe-
pemenHocTu. KnnHnka saboneBaHus nedeHn
y IpefiCTaB/IeHHO MAI[MeHTKN He COOTBETCTBO-
BajIa HU OJHON U3 M3BECTHBIX HO30TOTMIECKUX
¢bopM «KmaccudecKnx» 3a60MeBaHMIL IEUEH.
Bpimy Mckmo4eHsl cencuc (mocesbl KpOBU Ha
CTEPUIBHOCTD OTPUIATEIbHBI, IIPOKAJIBI[ATO-
HVH 4 Hr/MIT), nHPEKIIMOHHbIe 3a00/1eBaHNs
(xoHCy/IbTaLVA MHQEKIMOHIICTA), OCTPbIi TeIIaTUT
nHbekImonHo npupopsl (anti-HAV, anti-HBV,
anti-HVC oTpuiaTenbHbl), ay TOMMMYHHBIII Te-
matut (ANA-Screen 0,4; ANA-8 0,3; ENA-6 S 0,2;
AMA-2G 3 menee 12; Bce mokasarenu B AU/ml).

B To xe Bpemsa BO BTOpOI iekaje 21 Beka
MOSIBUJIMCH COOOIIEeHNsT O HEOONMBIINX Cepu-
AX M eNVHMYHBIX KIMHUYeCKuX caydasax bCB
y 6epemeHHBIX [14, 15, 16]. Gerfaud-Valentin M
U KOJIJIETY OIMCBIBAIOT cepuio u3 10 6epemeH-
Hoctell y 8 >keHIVH ¢ BCB. ABTOpBI BBIJIEIAIOT
IBa KIMHN4eckux narrepHa. [lepsbrit: BCB pas-
BUJIach BO BpeMs OepemeHHOCTH. [Ipy BTOpoM
BapuaHTe y nauueHToK ¢ BCB mpepmecTtso-
BaBIlell 6epeMeHHOCT! peluiuB 3a60eBaHNA
HpefcTaBsAeTca Hanbonee BepOATHBIM BO BTO-
POM TpMMeCTpe MM IOCTIEPOHZOBOM IIepuofie
[14]. Bce ykazaHHBIE ICTOYHUKI CYUTAIOT PeIy-
nvB BCB nnn ee 1e610T BO BpeMsi GepeMeHHOCTI
CYILLeCTBEHHBIM (PaKTOPOM PUCKa aKyLIePCKUX
ocno>kHeHuI. B KavyecTBe Tepanuu IepBoil 1u-
HUM PEKOMEH/YIOT IPUMEHATH ITTIOKOKOPTUKO-
UIBIB BBICOKMX o3ax: 1-1,5 MI/KT MaccChl Tenma
B CyTKH [14, 15, 16].

Y npepcTaBIeHHON MaLlMeHTKN KIMHNUYe-
CKas KapTHHA He COOTBETCTBOBAIA TPaIUI[VOH-
HeiM Kputepusim BCB. K tomy ke, cyObekTus-
HO TeKYIIMII pelMAuB NalllleHTKa IIepeHoCH-
Ja TsOKesee, 4eM IIpefiIIeCTBYION e SIIM30/bl.
3HaunTenbHO 60JIee PACIIPOCTPAHEHHOIT OblIa
ChIIIb, 60JIee BBIPa’KeHbI MMUA/ITHUY, TUXOPasKa
Ieprkanach Ha GpeOpuIbHLIX Ludpax 1 yTpom,
u BedepoM. [TogBUMICH 3/1eMeHTHI TeMopparu-
YeCKOJI ChIIM B MECTaX eCTeCTBEHHBIX CK/IaJOK.

Mgt npepgnonoxunu, 4to bCB y npencras-
JICHHOJI TTAL[MeHTKY OCTIOXHI/IACh CUH/[POMOM
axtuBaym Makpodaros (CAM). CAM ssnserca
OC/IO)KHEHVeM He TonbKo 6onesun CTuia, HO
U IPYTUX PeBMAaTONOTNYeCKUX 3a00/IeBaHNIL.
B nureparype onucano okono 100 cnydaes
CAM. CAM npossinsercsa NaHUUTOIEHMell, Ha-
pylieHreM QyHKIUY Ie4eHN, KOArylonaTye
u HeBposormyeckumm paccrpoiicreamu. CAM
npeacTaBiAgeT co6oil MoTeHMaAbHO (aTab-
HOe OCJIO>KHEeHMe B pe3y/IbTaTe BLICOKO CTUMY-
MPOBAHHOI, HO HeaPeKTVBHON MMMYHHO
peakuuu [17]. CAM He sBnseTCSA CaMOCTOS-
TEIbHBIM 3a007IeBaHMEM, a IPefICTaBIsIeT COO0I
IUIIePBOCHAINTEbHBI CMHAPOM. [TaTOreHes
ero He J0CTaToOYHO u3ydeH. OHAKO U3BECTHO,
gyT0 nonumop¢usm rena MUNC 13-4 cBasan
¢ CAM [17]. A unrepneiikus 18 paccMaTpuBa-

€TCs1 KaK OCHOBHOJI TOBPEXXAAIOLIVIE aTeHT U KaK
enb Tepanuyu [18]. CAM 06bIUHO pa3ByUBaeTCs
B neb1oTe 3abonmeBanya. OgHaKo, BO3SMOXKHO 60-
Jiee O3 HASA MaHN(eCTalNs, CIIYCTA TOJBI OT
Hayvasa 3aboneBanusi. Hauamo CAM BHe3amHoe
¢ dpebpubHOIT Muxopanku. JlTabopaTopHo: IIy-
60Kas MAHLUTONEHNS, [TOBBIIIEHNE YPOBHS I1e-
YEHOYHBIX (PePMEHTOB, ITAaKTAT/erU/|POTeHA3bI,
beppuTHHA U TPUITULIEPUIOB CBIBOPOTKMU KPO-
BU Ha ()OHE CHMKEHV S YPOBHS CBIBOPOTOYHOTO
Harpus. HabnrogaeTcs koarymonarus ¢ yBeu-
YeH)eM YaCTUYHOTO aKTUBUPOBAHHOTO TPOM-
60IIaCTIHOBOTO BPeMEeHM, IPOTPOMONHOBOTO
MHJEKCa, TUII0p1UOpIHOreHeMell, HOBBIIIEHIEM
ypoBHs D-pumepos. [TogobHas KIMHUKA MOXKET
HAIOMMHATD CeICKC. B To >ke Bpems muxopaska
npu CAM oTamyaeTcs OT TeKTMYEeCKOro TUIa
IIPY CeIICHCe OTCYTCTBUEM YTPEHHETO ee I10C/Ia-
6mennst. Kpome Toro, Mo>keT Hab/momaThCs mapa-
IOKCaJIbHOE yIy4lleH)e OCHOBHOTO 3aboeBa-
HU TI0 BBIPa)KEHHOCTH CYCTaBHOTO CHHAPOMA
U CHVDKEHUIO OCTPO(a30BbIX OKa3aTeIell.

[Tpu ¢pusuKanbHOM MCCIIEROBaHNN OOHAPY-
JKUBAIOT MYPIIYPY, T€MAaTOMBbI, KDOBOM3IVSIHUS
Ha C/IM3UCTBIX 000/I0YKaX, TelaTOMEranio, CIue-
HOMETA/INI0, yBeTNYEeHNe PeTMOHAPHBIX JINM-
(aTuIecKuX y3/10B, pa3IMuHbIe 10 TAXKECTI Ha-
PYILIEHMs CO3HAHMUsI BIJIOTH 10 KOMBI. Bo3Mox-
HO BOBJIEYEHME II0YEK, CEPALA, TIETKNMX B IaTO-
JIOTMYECKUIT ITpoliecc.

B nuddepenimanbpHO-AarHOCTINYECKOM II1a-
He HeoOXOIMMO VICK/TIOUNUTD CETICUC, BOMYaHOYHbII
Kpu3, nHGbEKIyM (JIeIIMaHN03), FeMOOIaCTO3BL.

[TaTOrHOMOHMYHOI 0COOEHHOCTBIO CUH/IPO-
Ma SIB/IsIeTCs1 OOHAPY>KeHVe MHOTOYICIEHHBIX
BbICOKOA M depeHINPOBAHHBIX MaKpOGharos
aKTMBHO (arolUTUPYIOLMX TeMOIO3TUIeCKIe
KJIeTKM B 00pasiax KOCTHOIO MO3Ta, IIedYeHN,
ceneseHKH, MuMparndecknx ysnax. OfHako, ru-
MOKOAT'Y/IALMSA Y TSXKECTh COCTOSHUSA HallieH-
TOB 3a4aCTYIO He [I03BO/IAIOT BBIIOTHUTD 6110-
ncuio TKaHeit. [losTomy, mpakTnyeckoe sHade-
HIMe UMEIOT iuarHocTudeckue kputepunu CAM,
6asypyolyecs Ha IIpU3HAKaX U CHMIITOMAX, KO-
TOpBIE MOYXHO OOHAPY>XUTb He MHBA3UBHO [17].

AunarHocTnyeckne Kputepum cMHgpoma
aKTUBaLun makpodaros

Iuarnos CAM TpebyeT Hanmums M0ObIX
2 unu 6osblie U3 CIeAYIOMNX 1ab0paTOPHBIX
KpUTEpUEB:

e CHIDKEHHOE KOMMYeCTBO TPOMOOLMTOB
(<262x10°/n);

o MOBBILIEHHbIE YPOBHY aclapTaTaMUHO-
Tpancdepassl (> 59 EJI/m);

o cHIDKeHHOEe KonmmdyecTBo WBC (<4x10°/n);

o runiopubprnorenemus (<2.5 r/m).

Knnunyeckne kpurepuu:

o MUCHYHKLMSI LIEHTPaIbHOI HEPBHOI CIIC-
TeMbl (HaIIpyMep, PasfpakKUTeIbHOCTD, Ae30pVeH-
TALVIsL, TTETAPTIVIsL, TOIOBHAsI O0JIb, CYAOPOTH, KOMA);

o KpOBOTeYeHNs (HalpuMep, NypIypa, re-
MaTOMBI, KPOBOU3/IUAHNA B C/IU3UCTBIE);

o reraToMeranus (Ha 23 cM HuKe pebepHO-
ro Kpas).
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An interesting clinical case .

JleueHne CAM

TpapnIMOHHO OCHOBAaHO Ha IApeHTepasb-
HOM BBeJIeHIM OOJIBIINX {03 KOPTUKOCTEPOU-
IoB. B ciydae pasButus mo60uHbIX 3G PeKToB
Tepanyuyu IPUMEHSIOT BHYTPUBEHHO MUMMYH-
HOIIOOy/INH, 11asmadepes u aronosns [19].

Vcnonb3oBaHne uykaocnopysa a¢dexTus-
HO HpPY YCTOMYMBOCTU K KOPTUKOCTEPOUAM
CAM [19]. HekoTopsie aBTOPHI IpefIaraoT
LMK/IOCIIOPMH B KaueCTBe MePBOIL IMHNUU Tepa-
nuu npu CAM y pereii.

HeonHo3Ha4uHble JaHHBIE [TOTyYeHBI O IPU-
MeHeHMM MHIUOUTOPOB (aKkTopa HeKpo3a OIly-
XOJIM -0l ¥ aHTATOHNUCTA PELielITOPOB MHTePIeH-
kuHa 1 [20].

Bce manueHTsl ¢ TSOKEMBIMU CUMIITOMAMM
SIBJIAIOTCS KaHAMAATaMM Ha KOMOMHMPOBAHHYIO
TepaImnIo ¢ JeKCaMeTa30HOM, LIMK/IOCTIOPYHOM
Y 3TOTIO3U/IOM.

Y npepcraBlIeHHO HNAalleHTKN KOHCTAaTHU-
poOBaHBbI 2 1abOpaTOpHBIX (TPOMOOLMTONEHNS
157x10°/m; runepdepmentemu sAcAT 174 E/m)
VI TPU KIMHWYECKUX (rermaromeranus, fUchyHK-
IVA LEeHTPaJbHO HEPBHOI CHUCTEMBI, IeTe-
XMajabHasl CHIIIb Ha MPefIIeYbsiX) KPUTEPUs
CHHApPOMa aKTUBALNM MaKpO(daros.

Knmuuyeckuit myuaraos 0CHOBHOIL: 00/1e€3Hb
Cruta B3pOCIbIX, peljufnBUpYOLee Te9eHe,
Huskasg akTuBHOCTb (DAS 28 - 3 6amma). Oc-
JIOKHEHNe: CUH/IPOM aKTMBALMU MaKpoQaros.
ComyrcTByomuit: 6epeMeHHOCTD 22 HeJie.

HasnayeHa Tepanys IpeIHI30/IOHOM B Jl03€
1,5 MI/KT Macchl Te/la B CyTKU BHYTpb. B TeyeHne
2 Hefle/Ib OTMEYAJIOCh 3HAUMTENIbHOE YIy4llle-
HIe: HOpMa/IM3alyisl TeMIIePaTyPbl, yracya Chlllb,
CHU3WICA YPOBEHb acHapTaTaMUHOTpaHChe-
passl 1o 72 E/n, HopManuaoBacsa SMOIMOHAIb-
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HBIIl CTATYC, COH. YpOBEHb TPOMOOIMTOB BbI-
poc o 301x10° /i1; HOpMaIN30BaICh pa3Mepbl
IIeYeH) 110 JAHHBIM y/IbTPa3BYKOBOT'O MCCIe-
posauuA. Takum obpasom, asneHus CAM ky-
M pPOBaHbl, 6epeMEeHHOCTD IPOIOHTMPOBaHa.

3aKknwo4yeHue

Bonesnp Crusa B3pOCbIX — pefKas MaTono-
rus. ITocTaHOBKa [UarHosa TpedyeT MCKIII0Ye-
HUs NHQEKLIVOHHBIX, 37T0KaYeCTBEHHBIX U CUC-
TEMHBIX 3a00/IeBaHNII COEVTHUTEIBHOI TKaHL.
IIpencTaBleHHBIN ClIy4all MHTEPECEH code-
taHueM 6oe3Hu CTuiia B3pOC/IBIX, OC/IOKHEH-
HOTO CHUHJPOMOM aKTMBaIuMM Makpo¢aros,
u 6epemennoctu. bonesus CTuIT aB3pOCIIBIX
IIpY pasBUTUM CUHAPOMA aKTMBAIL[MM MaKpoO-
¢daros mpeacraBIsAeT C OLHOI CTOPOHBI HEIO-
CPEICTBEHHYIO YI'PO3Yy )KM3HY MaTepy 1 IJIOfia,
a ¢ Ipyroit — 3HaYMTeAbHbIe TPYAHOCTY B Jjua-
THOCTHUKE. B IpeficTaB/IeHHOM KIMHUYECKOM
clydae pelyjuB IOMUIMKINYHOTO 3ab0eBa-
HUsI PasBUJICSI BO BTOPOM TpUMeCTpe GepeMeH-
HOCTU. B pesynbTaTe NpoBe/leHHON Tepanumu
(mpesHM30/0H 1,5 MI/KI'Macchl Tela B CyTKM
BHYTPb) CUHAPOM aKTUBAaLMK MaKpodaros Ky-
IMpOBaH, 6epeMeHHOCTb IPOIOHIMPOBAHA.

ViccnenoBanue He MMEIO CIIOHCOPCKOI MOfI-
mepxxku. Viccmemoparenn HECYT IIOTHYIO OTBET-
CTBEHHOCTD 3a IIPEe/lOCTaB/IeHNe OKOHYATE/Ib-
HOJ1 BepCUM PYKOIIMCH B TI€YaTh.

Jexmapanuns o GpMHAHCOBBIX M IPYTUX B3a-
MMOOTHOLIEHNAX. Bce aBTOpB NmpMHMMaNMU
ydacTue B paspaboTKe KOHLENMLMM U AU3Ali-
Ha MCCNEN0BAHMA U B HAaIMCAHUM PYKOINCH.
OxoHuare/nbHasl BepCus PYKOINUCK ObIIa Of0-
OpeHa BceMM aBTOpaMu. ABTOPbI He IIOTyYan
TOHOpap 3a MCcCIefjoBaHIe.
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