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FISHER-EVANS SYNDROME.
CASEREPORT IN PHYSICIAN’S PRACTICE

Pestome

B cTaTbe npuBeseHbl 0OCOBEHHOCTU AMArHOCTUKN U IeHeHUA PeAKoI NaToNoruK, coyeTaroleil ayTOMMMYHHYIO TPOMOBOLMTONEHUYECKYIO MypRypy
C ayTOMMMYHHOW reMo/IMTUYecKol aHeMmen — cuHapom duwepa-SBaHca. MaumeHTka M., 68 neT rocnuTasMsnMpoBaHa B CTaLMoHap 6purajgoi cko-
POV MeAULIMHCKOM MOMOLUM C HaMpPaBUTE/IbHBIM A4MarHo30M “OCTpbiii NaHKpeaTUT". FeMopparnyeckuii 1 aHeMUYECKUIN CUHAPOMbI ABASNCH BeAY-
MMM B KNIMHUYECKOW KapTuHe 3aboneBaHus. [pu ¢pusmkanbHOM ocMoTpe Y [1. BbiB/IEHbI reMOpparnyeckune BbiChbiNaHUsA B BUAE NOA0Ck B 061acTu
NaxoBbIX CKNaZA0K, NepejHeli NoBepXHOCTU GeAep 1 roneHeil. B xoae gnddepeHLnanbHo-41MarHOCTUHECKOTO NMOKUCKa 6bl1 YCTAHOB/IEH ANArHO3 CUH-
apom duiepa-dBaHca. HavanbHble nepopanbHas U Nyabc-Tepanua NpegHN30/i0HOM dd¢eKTa He okasanu. laLuneHTKe pery/ifapHO NpoBOAUNOCH
nepenviBaHne TpoMboLUUTapHOI Macchl. [1pu BKAOYEHWM B Tepanuio SATpoMbonara 0TMeYeHo yayylleHne COCTOAHMA NaLMeHTKN, a TakiKe TeHeH-
LM K HapacTaHuio YpoBHA TpoMboLmToB. Ha 35-e cyTku naumeHTKa 6bli1a BbiNMcaHa U3 cTalMoHapa.

HaMu paccMOTpeHbl pasnnyHble KAMHUYECKME BapUaHTbl TPOMGOLMTONEHNN, BCTPEYAIOLLMECS B peabHOMN KAMHUYECKOM NpaKTuKe.
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Abstract

The article presents the clinical features and treatment options for autoimmune thrombocytopenic purpura associated with autoimmune hemolytic
anemia in the context of Fisher-Evans syndrome. Patient P. was admitted to the emergency department by an ambulance team with a direct diagnosis
of acute pancreatitis. Leading clinical syndromes were hemorrhagic and anemic syndromes. A physical examination also revealed a strip-formed
hemorrhagic rash in the area of inguinal folds, the anterior surface of the thighs and lower legs. During the differential diagnostic search, the diagnosis
of Fisher-Evans syndrome was established. Initial oral and pulse therapy with prednisone was not effective. The patient received platelet transfusions
regularly. When eltrombopag was included in therapy, there was an improvement in the patient's condition, as well as a tendency to increase the level
of platelets. On the 35th day, the patient was discharged from the hospital.

We examined various clinical variants of thrombocytopenia, | meet in real clinical practice.

Key words: Fisher-Evans syndrome, clinical features of thrombocytopenias, prednisone, eltrombopag
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AD — aprepuansioe pasrenne, 'KC — riokokoprukocreponpst, '90 — racrposnreponormaeckoe oraerenue, MTIT — manonariaeckas tpom-
Gormronenudeckas mypirypa, KT — kommbiorepnas Tomorpadus, HIIBC — necrepouptibie ripornsoBocriaanreabtble mperaparsl, OAK — o6-
Mt KanHrdeckuit anaans kposu, OAM — o6ruil kKanHndeckuit anaaus Moun, Y3W — yasrpassykosoe uccaeposatne, ODKC — pubpokono-
nockonust, PAC — cunppom Puinepa-Ipanca, ITAC — azodaroracrpopyoperockonust, HELLP-cunppom — (Syndrome of hemolysis, elevated
liver enzymes, and low platelet count: a severe consequence of hypertension in pregnancy) reMoAn3, yBeAMEHIE aKTUBHOCTH IICICHOTHBIX (ep-
MeHTOB, TpoMGonnTorenys (B I1I tpumectpe GepeMenHoCTH)

BBCACHI/IC DIC apasercsa AMarHO30M UCKAIOYEHUS BBUAY TOTO, YTO
10 OTHOIIEHHUIO K APYIUM 3a00AC€BAHMSIM MOKET ObITh
Wapnonarieckast TpoMOOIIUTOIIEHUYECKAs ITYPIIyPA UAM KAk MIePBUYHBIM, Tak 1 BropuHbM. Oriricana accorua-
niepBrdHas uMMyHHast Tpomooruroriennst (MTII) —aro  1ust ¢ TakuMy 1MaTOAOTMHMECKMMEU COCTOSIHVSIMU KaK CU-
3a00ACBAHNE, [IPEACTABASIONICE COOOM M30AMPOBAHHYIO  CTEMHAs KPACHAS BOAIAHKA, aHTHU(POCHONUIIUAHBIN CHH-
MMMYHOOITOCPEAOBAHHYIO  TpoMbGoruTorieHnio  (Koan-  ppod, BUY-unbexnus, BupycHbie reratutsl, AnmMbo-
94ECTBO TPOMOOLIUTOB B IepUpEPUIECKO KpoBU MeHee  ipoaedeparusHbie 3a6oaeBanus u Ap. He nckaouaercs
100 x 10°/a), BosHMKatoly0 1/uAn coxpansiomnytocs — ceazb PIC ¢ KoHTaMUHAIIMEN XEAUMKOOAKTEPA TTUAOPH.
6e3 Kaknx-AnbO SIBHBIX TIPUMHH, C reMopparmdeckuM — Hupke TIpepcTaBACHO OTIHMCAHUE KAMHIYMECKOTO CAyYast
CHHAPOMOM Pa3AMMHON CTENEHU BbipaKeHHocTr uan — maruertku 11, 69 aer ¢ DIC nepsuanoro xapakrepa.
6e3 Hero [1]. Turmmanem nposieaerem UTTI sieasiercst
pasBuTre Ha GOHE ITOAHOTO 3A0POBbSI ITETEXUIT UAH ITyp-
IypPBI 9€Pe3 HECKOABKO AHEN MAM HEAEAb TToCAe iepeHe- KAMHMYeCcKoe HAaOAIO A€HUE
CEHHOTO MHQEKITMOHHOTO 3a60ACBaHA.
Kom6unanma UTII ¢ ayronmmynnort remoantndeckort  [larmentka 11, po 2018 1. gyBcrBOBanra ceOs ypOB-
anemuelt, umenyercs cuHppomoM Duinepa-dBan-  AeTBOpUTEABHO. B aHaMHese MMerach KOMIIEHCHPO-
ca (PIC). 3a6oresanne Briepsbie onmcan J.A. Fisher — Banmas runepronudeckass GOAE3Hb C MAKCUMAAbHBIM
B 1947 ., IpeATIONOKUBIINIT UMMYHHBIN T€HE3 aHEMUN  apTepranbHbiM AasacneM (AA) 150 u 90 MM pr. cr,
u tpombormroniennn. B 1951 r. REvans mccaepoBan  6€3 cepAEIHO-COCYAUCTBIX COOBITHIL; @ TAKKE PaCIipo-

24 nanpenra B Bo3pacre oT 3 A0 (8 AeT € U30AMPOBAH-  CTPAHEHHBIM OCTEOXOHAPO3 € AOPCAATHEN, 110 TOBOAY
novt AVITA, n3oanpoBaHHo TpOMOOIINTOIIEHUEN (B He-  Yer0 CUCTeMATHYeCKH B TEYEHUE TIOAYTOAQ [TPUHUMAAA
KOTOPBIX CAYIasIX ObIAQ TAKKE OTMEUCHA HEMTPOIICHNSI)  HECTEPOUAHBIC TIPOTUBOBOCIIAAUTEABHBIC ITPEIIAPATHI
Y Pa3AUYMHBIMU BapUaHTAMU UX codeTanuii [2]. (HTIBC). Kpome Toro ofpaiijaro Ha ceOsi BHUMaHME
3ab6onesaemocts WUTII B mupe cocrasasger 1,6-3,9 cay-  HEMOTHMBHPOBAHHOE CHIDKEHME Macchl Teaa Ha 20 Kr
qaes Ha 100 000 mHaceaenms B rop, pacrtpocrpaneH- ¢ 2017 1. (c 73 kr po 53 kr).

HoCTh KoaeOAeTcst oT 4,5 po 20 caygaes Ha 100 000 Ha-  HacaepcTBeHHBIN U AeKapCTBEHHBIN aHaMHE3 6€3 0Co-
ceaeHus. \eTr GOACIOT Yallle B3POCABIX, a ITMK 3a00A€Ba-  OEHHOCTEI: y MAIlUEHTKN M €€ POACTBEHHUKOB OTCYT-
€MOCTH ITPUXOAUTCS Ha TISITh ACT. CTBOBAaAW aAAepPTUYECKUE M ayTOMMMYHHbBIE 3a00A€Ba-
Hecmorps Ha To, uro nepsbie caydan pazsurus OIC  must, 3n0KadecTBEHHBIE HOBOOOPA30BAHUSL.

OBIAM OTTHCAHbI B mepnatpun, ero Manudecrarius Mo-  Becron 2018 r. [Tarmentka 11, otMeTnaa moseaeHme
JKeT HaOAIOAATBCS B AI060M Bozpacte. CornacHo nccae-  cAabOCTH M OABIIIKY IIPY HEGOABIIION (PU3NICCKON Ha-
aAoBaHuio, riposepeHHoMy B Aarmn ¢ 1977 r. o 2017 .,  rpyske, B CBA3U € 1eM 00pATUAACD K TEPAIIEBTY [10 MECTY

meamana sabonresaemoctu PIC cocrasuna 58,5 aet [3]. sKureabcTBa.
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[Tpn ambGyaaropHoM o6cAepOBaHUM B OOIIEM aHAAW3E
KPOBU  BBISIBAGHO CHIDKEHHE YPOBHS '€MOTAOOUHA AO
95 r/a, aetikorrel cocraBuam 5,8x107/A), rpoMGOTIATEI
HE OIPEAEAIANCH. be3 mccaepoBaHMS COAEPKAHIST Chl-
BOPOTOYHOTO yKeAe3a ObIA Ha3HAYeH IIPerapar >Kenesa,
KOTOPBIN MaIlMeHTKa IIprHUMaia 2 Mecsana 6e3 apek-
Ta. 3a 2 HEAEAU AO I'OCIIUTAAU3ALIUU TTIOABUAUCH OOAU
TYIIOrO XapaKrepa B IIUIACTPAABHON 06AACTH U Ae-
BOM T10pApebepbe 6e3 9eTKOM CBSA3U C MPUEMOM I
1 GU3MIECKON aKTUBHOCTBIO, & TAKXKE IIEPUOAMIECKOE
MOBBITIIeHUE TeMIepaTypsr A0 38 °C, 6e3 03HOOO0B, AAU-
TEABHOCTBIO AO 1-2 9acoB, ABKABI B HEACAIO, CAMOCTO-
ATEABHO IIPOXOAMIIee. AMCIICIICUIECKIE U AU3YPHHe-
cKue ssBAeHMst oTcyTcTBOBaAU. CTyA 0hOpMAEHHDIM, 6€3
IIpUMECEN KPOBU.

I1. o6parrrachk B IOAMKAMHHUKY I10 MECTY JKATEALCTBA,
OTKypa OpUraporl CKOPOW MEAUITMHCKOW ITOMOIIN
ObIAa AOCTABACHA B MOPOACKYIO KAMHUYECKYIO OOABHU-
ny nM. B.M. BysaHoBa ¢ HalpaBUTEABHBIM AMArHO30M
«Ocrpeiit rankpeatut (7). Ha arare obGeaepoBanmst
B IIPUEMHOM OTAEACHNUN AAQHHBIX 32 OCTPYIO XHPYPIH-
YECKYIO TATOAOTHIO TIOAYIEHO HE GBIAO (BBITOAHEHBL:
0030pHast peHTreHorpadus 1 yABTPA3BYKOBOE HCCAe-
aosanue (V3U) opraHoB GPIOITHON TIOAOCTH, OOIIHE
kanamaeckuit anaans kposu (OAK) u mouu (OAM),
KOHCYABTAIVsE Xupypra). B cBssum ¢ HesicHOM 1ipramnHOn
GOAEBOTO CHHAPOMA B JKMBOTE TOCITUTAAM3MPOBAHA
B racrposHTeporormieckoe orpeaetue (['90).

B I'90 y narpeHTKy COXpaHAAUCH Kar00bI Ha cAaG0CTb,
YTOMASEMOCTB, AUCKOM(OPT B IMUTracTPaAbHONU 06Aa-
cru. Cocrosmue 1. pacriennBanroch Kak cpeater crere-
nu tsoxecru. Temmeparypa — 36,8 °C. Muaexc maccst
teaa cocrasasa 18,75 kr/m? KoskHble TIOKPOBBI U BU-
AMMBIC CAM3UCTBIC OACAHBIC, 63 SKEATYIITHOTO OTTEHKA.
Aunmboysabl He yBeandenbl. Ha koke, B o6aacTu 1maxo-
BBIX CKAAAOK M Ha ITEPEAHEN TIOBEPXHOCTH 060muX Gepep
MMEAUCH PEMOPPATMIECKIE BBICHIITAHUS B BUAE ITOAOCHI
IPUHON 4 CM; aHAAOTUYHBIE BBICBHIIIAHUSA MEHBIIICH
WHTEHCUBHOCTU — B 00NACTU TOACHE (pUCYHOK 1).

B Aerkux ApIxaHue BEe3UKYAAPHOE, TAXUITHOD — AO
24 AbIXaTeABHBIX ABVDKEHHI B MUHYTY. TOHBI cepalia
OCAQOACHBI, PUTM [IPABUABHBIN, TaXUKAPAUA — 9aCTO-
Ta ceppeanbix cokparenuit 100 ya/MuH, runoronus
(AA — 90 u 60 M™ pr.cr.). A3bIK BAaKHBIN. JKuBOT HOp-
MaAbHBIX PA3MEPOB, MATKUM, HEPEe3KO OONC3HEHHBIN
[IPY [TAABIIAIINY B BEPXHEN [TOAOBUHE KMBOTA, B I1pa-
BoM noppebepre. lledens u ceneszerka IepKyTOPHO
U [TaABIIATOPHO HE YBEAMYEHBL

ITo parabiM OAK ycranoBrena HOPMOXPOMHAS MUKPO-
LTapHast AaHEMUS AETKO CTerieHn (YPOBEHb IeMOTAO-
ouna — 94 /), aeitkonienus — 3,3x10° /A 6e3 capura
B ACHKOIIMTAaPHOM (POPMYAE U TSHKEAAS] TPOMOOIUTOLIE-
Hus — 14x10°/A. B anaauze KpoBr 0TMEYanCs PETUKY-
AoruTo3 (25%), B cBsA3U ¢ 4eM ObIA 3aII0A03PEH U BITO-
CAEACTBUM TIOATBEPKACH T1po6ort Kymbea reMoanTrde-
CKUI XapaKTep aHEMUU.

B OAM o6uapysken ypoouannoret (3,2 MKMOAB/A), Ka-
YeCTBEHHAS PEAKIIUS HA OUAUPYOUH — OTPUTIATCABHAS;
OEAOK, TAIOKO3a HE BbISIBACHbL

WceaepoBarbl GOXUMIIECKUE [TOKA3aTEAN KPOBH: ara-
nunosas (9 ME/A) u actiaparunosas (27 ME/a) amuno-
tpancdepaspl, 00111 GUAMPYOUH (15 MKOAB/A), KOHDBIO-
IMPOBaHHbBIA GUAMPYOUH (2 MKMOAB/A), HEKOHBIOTHPO-
BaHHbI OUAMPYOUH (13 MKMOAB/A), 1ieaounas pocda-
raza (108 ME/), nakrartperupporenasa (230 ME/A), 06-
it 6enok (66 r/a), Mouesuna (7 MMOAB/A), KpeaTUHIH
(92 MKOMAB/A), chiBOpoTOUIHOE Keae30 (11 MKMOADB/A),
raokosza (5.2 MMoab/A), a-amunaza (108 ME/A) — o1-
KAOHEHUIT He BbIIBACHO. B Koaryrorpamme oOHapysKe-
HO OOA€e YeM IITUKPATHOE YBEAMIEHUE COACPKAHMS
D-pnmepos (3020 MKr/A), OCTaABHbIE MCCAEAYEMBIE TTa-
pameTpbl (iporpoMbuHOBbIt nHACKC (100%), TpoMOM-
nosoe Bpems (17,4 c), pubpunoren (2.2 r/a), mexpyna-
POAHOE HOpMaAM30BaHHOE oTHoIeHue (1)) — B mipepe-
Aax pedepeHCHBIX 3HAYCHUT.

I1pu nipoBeaeHM 6AKTEPUOAOTMIECKOIO MCCACAOBAHIA
GMONOTIMECKUX CPEp (KPOBB, MOTa) pocTa MUKPOGHAOPLI
HE [TOAYYEHO.

OKI: HOpManbHOE ITOAOKEHUE IAEKTPUIECKON OCU
CEePALIR, IPUBHAKY TUIIePTPO(UI AEBOTO SKEAYAOUKA, Ta-
xuKkapays — 98 yp/Mum.

[Tpu V3 opraHoB 6pIOITHOM ITOAOCTH U IIOYEK I1aTO-
AOTMHMECKUX M3MEHEHUI MTeYeHN, OUAAPHO CHCTEMBI,
CEAE3EHKH, ITOYEK HE BBIABACHO; OTMEYEHA AUIIIb TOBbI-
IIIEHHAs 9XOTCHHOCTD [TOAKEAYAOTHON >KEAE3bL.
VaureiBas panreassbint puem HIIBC, anemuto, mpose-
ACHBI 9HAOCKOITIECKIE MCCACAOBAHUSI.

Pucynox 1.
Temexnarvnasn
COUILD HA HUIICHET
KOHeYHOCTN

y naynenmin I1.
Figure 1.
Petechial rash on
the lower extremity
in patient P.
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ITo panbbM  930daroracrpopyoperockorun  (ITAC)
BBISIBACHDL PO3ETKA KAPAUM CMbIKAETCS HEITOAHOCTBIO,
[MOBEPXHOCTHBIN IacTPUT (CAM3UCTAst OOONOYKA SKEAYA-
Ka A y3HO yMEPEHHO TUITEPEMUPOBAHA, NCTOHIEHA,
COCYAMCTBINT PUCYHOK YCHUAEH); M3MEHEHUN CAU3NCTON
[UIIIEBOAQ, ABCHAAIATUIIEPCTHON KUILKU HE O6GHapy-
sxeno. [pu pubpokoronockoruu (PKC) nposepen oc-
MOTP BCEX OTAEAOB TOACTOM KHIIIKIM, DHAOCKOII BBEACH
B KyIlOA caeront Kuiiky. CAmsmcras KUIIKU OACAHO-
pO30Bast, TAAAKAss, COCYAUCTBIN PUCYHOK HE M3MCHCH,
AWIIIb Ha OTACGABHBIX yIAaCTKaX CHUTMOBUAHOIN KHIIIKH
CAMBUCTAsE CETMEHTApHO I'MIIEPEMHPOBAHA, C ITOBEPX-
HOCTHO PACIOAATaIOIIMMUC KOHTAKTHO KPOBOTOYA-
UMY €AMHIIHBIMU 9PO3UAMHU A0 2-3 MM Ha (oHe
9YETKO IIPOCAESKUBAIOIIECIICA COCYAUCTON ceTH. broricna
CAMBMCTON KHUIILKU IIAIIMEHTKE HE [IPOBOAUAACH BBUAY
BBICOKOI'O PUCKA KPOBOTEICHMUAL

[TanmenTka ObIra TAKKe BCECTOPOHHE 0OCAEAOBAHA
B CBA3M C OHKOHACTOPOKEHHOCTBIO: IIPU KOMIIBIOTEP-
uoit romorpabun (KT) opraHos GprolliHOM 11oA0OCTH,
ManOTro Taza U IPYAHOM KAETKU ITATOAOIMIECKUX U3Me-
HEHUH BBIABACHO HE GbIAO.

AASL MICKAIOMEHVST OHKOTeMATOAOIMYECKOro 3aboneBa-
HUS TIPOBEACHA CTepHanbHast myHiust. [lynkrar kocr-
HOIO Mo3ra 6orar KAETOYHBIMU SAEMEHTAMH, OTCYT-
CTBOBaAM OAACTBI, KOAMYECTBO IIAA3MATUIECKUX KAETOK
2%. MerakaproruThl IIPUCYTCTBOBAAM B AOCTATOYHOM
koamdecrse (0,5%). O6parijano Ha cebs BHUMaHUE Ha-
PYIIIEHUE OTIITHYPOBKY TPOMOOIIUTOB OT HIX.

Takxe ¢ IeABI0 NCKAIOYEHHNS CUCTEMHOM KPACHOM BOA-
YaHKM Y TAIMEHTKN ¢ HAAMYIIEM AMXOPAAKY, I'eMoppa-
IMYECKUX BBICBITTAHUH, TPOMOOIIUTOIIEHUN TIPOBEACHO
orpepereHre  aHTUPOCHOANITMAHBIX, BOATAHOTHBIX
AHTHUTEA; [TOAYIEHBI OTPUITATEABHbIE PE3YABTATEL
VaureiBasg TSDKEAYIO CTCIIEHb TPOMOOILIUTOIICHUY, Te-
MOPPArMIECKUC IPOSBACHUS U HEOOXOAUMOCTb IIPOBE-
AEHUST MTHBA3WBHBIX METOAOB OOCAEAOBAHUS (CTE€PHAAD-
nas nynkius, ITAC, DKC, zabopbl KpoBu) HEOAHO-
KpPaTHO IIPOBOAMAOCDH IIEPEAMBAHKE TPOMOOLIUTAPHON
Macehl (B KoandecTBe 1 A03bI, ©KEAHEBHO, B TEYECHUE
20 anen). [Tocae Tparcdysnm rmpyu KOHTPOABHOM OITpe-
ACACHNU tepe3 2 vaca yPOBEHb TPOMOOITUTOB ITOBBI-
maacst A0 80x10%/a, oAHAKO Ha CAEAYIOIIIHE CYTKU BO3-
BPAITIAACs K ICXOAHBIM 1 paM. AMHAMIKY M3MEHEHIS
roKazaTeAell aHaAn3a KPOBU IIPEACTAaBACHA B TabAnTIe 1.
Ha ocHosanum 11poBepeHHOr0 06CACAOBAHUA Y IIalln-
errku I1. Gbia ycranosaen amarnos niepsuaroro MIC,
Hadara reparnus rakokoprukocreporpamu (IKC) —
44 mr Merunpepa.

Opnako Ha 14-e cyrku reparn ['KC ormedeno ycune-
HUE I'eMOpPPArnIeCcKOro CUHAPOMA, TIPOSBASBIIIETOCS IK-
XMMO3aMU CAMBHOTO XapaKTepa Ha [1PABON BEPXHEH KO-
HEYHOCTH U )KUBOTE, KPOBOUBAHSHUEM B KOHBIOHKTHUBY
ripasoro raaza. CocrosHne narueHTKH ObIAO PACIIEHEHO
KaK HECTaOUABHOE, B CBSA3U C Y€M [IPOAOKEHO TIEPEAU-
BaHME TPOMOOIIUTAPHON MaCChl B TOM JKe AO3€, a TAKKe
ripoepeta ryasc-reparvist 'KC B reqenne tpex cyrok —
NPEAHM30A0HOM B Ao3e 300 Mr/CyTKU BHYTPUBEHHO.

Tabanya 1. Aunamura ocHosnux Aa60pamoprux nokasamerei y naymwenmxu 11,
Table 1. Dynamics of the main laboratory parameters in patient P.

ITokasareawn,
pedepencubie snauenus /
Indicators,
reference-isolated values

23.06.18

25.06.18

26.06.18 | 09.07.2018 | 21.07.2018 25.07.18

Temorno6un / Hemoglobin

(112153 1/a) 94 95

Apurponuret / Erytrocytes

(3.8-5.15*10"%/) 3.60 3.31

Temarokput/ Hematocrit

(34.9-45.6%) 28.6 26.9

Cpeanuii 06bEM 9puTporuTos/
The average volume of erytrocytes 79.4 81.0
(82-98 ¢a)

Cpeanee copepranne remorao6una /
The average hemoglobin content 26.1 28.2
(26.7-33 1r)

TpomGonurer / Platelets

(150-375*10%/a) 14 10

Aeiikonurot / Leukocytes
(3.4-10.8"10%/n)

Keaeso / Fe
(9.0-30.4 MKMOAB/A)

3.3 3.10

Ipokaabiuronun / Procalcitonin
(0.05-0.50 ur/ma)

C-peaxrusnsiii 6eaok / CRP

(0.4-7.0) : 19

87 93 105 106

343 3.39 3.68 3.54

26.0 28.6 314 30.4

83.1 84.0 85.3 86.0

212 274 28.5 30.0

11 9 16 81

1.90 6.80 4.50 5.40

10.5 - 10.4 -

177 3.9
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BBupay orcyrerBHS ITOAOKUTEABHOM AMHAMUKUA B CO-
CTOSIHUM TIAIMEHTKNA Ha 25-€ CYTKY TOCIUTAAU3AIINN
AOTIOAHUTEABHO B AedeHMe 1. BKAIOUEH crUMyAsTOp
TPOMOOIIUTOII033a — IATPOMOOIIAl OAHOKPATHO B A03€
50 mr per os (B iepuop, 25-35 CyTOK rocrimrarnsariim).
Havaro nocrenennoe cumskenue po3bl I'KC.
[TanenTka 6b1aa BbITMCAHA HA 35-€ CYTKU C 3aKAIOMHU-
TEABHBIM AMATHO30M [IEPBUYHOIO, OCTPO PA3BUBIIIETOCS
DIC (rpoMboMTONIEHNS KpalHE TSKEAOM CTETeHH,
QHEMUsSI ACTKON CTETIeHN, MUHUMAAbHAS ACTKOITCHUS).
Ochoxaenus: 9po3uBHb curMmonant. CoIryTeTByIO-
IT1asT TATOAOTHST: TUTIEPTOHIMECKast GOAC3HbB 2 CT., 2 cTe-
[IEHU, PUCK 3 (aHAMHECTUYECKY). XPOHUYECKask GOAC3Hb
mouek 3a (CKOpOCTh KAYOOUIKOBOM (DUABTPALIMM 10
CKD-EPI -54.73 ma/mun/1.73 m?). XpoHndecknit ra-
CTPUT, HEAOCTATOIHOCTh Kapauu. PacripocrpaneHHbIn
OCTEOXOHAPO3 € AOPCAATHETL.

Ha ¢one mposepennoro aedenuns cocrosHue [I. cra-
OGUAMBHPOBAAOCH (COXpAHANACH HOPMAABHOM TEMITe-
parypa, IAOIIAAb U MHTEHCUBHOCTD T'e€MOPPArHIECKIX
BBICBIITAHUI YMEHBIIINAACH, BbIPAKEHHOCTh CAAGOCTH
TAKKE YMEHBIIAACE), YPOBEHb TPOMOOLITOB, FEMOTAO-
6rHa, ACVKOIIUTOB C TEHACHIINEN K HApacTaHuio (tab-
amria 1).

[TarperTKe GBINO PEKOMEHAOBAHO ITIPOAONKHUTD TIPUEM
aaTpomboriara B poze 50 Mr B CyTKU C IIPUEMOM IHUIIIL;
16 mr meruripep (8 mr 8 07.00 4 u 8 mr 8 10.00 4); ome-
rpazonr 20 mr Beuepoy; pebamurvp 100 Mr TprKpBL
B cyTKy; aHararpua 10 mr ppaxabt B cyrku. Haripas-
ACHA K '€MATOAOTY I10 MECTY SKUTEABCTBA AAS AAABHETI-
LIIETO BEACHUS U KOPPEKINN IIPOBOAUMON TEPAIILML
[Ipu nnposepeHIN MHBA3UBHBIX METOAOB 0OCACAOBAHII
U ACYCHUSA C LIEABIO MPOPUAAKTUKY MeMOPPATTICCKIX
ocaokHeHn manueHTke 1. reaecoo6pasto mpoBoAUTS
repeanBaHne TPOMOOIIMTaPHON Macchl. Pekomenpyer-
cs1 m3berath MHCOASIINM; IIPHUEMA [IPErapaTos, OAOKHU-
pyrormux GyHKIIO TopoM601uToB; nckaanTs HITBC,
n306eraThb KOHTAKTOB C GOABHBIMU C BUPYCHBIMU MH(DEK-
muamu. [IposepeHne BakMHOIIPOMUAAKTHKYA AOAKHO
PEIIaThCs CTPOTO MHAUBUAYANBHO.

O6cyxapenue

Ha srarte nepsuaHoro ocMorpa y mareHTky 11 kau-
HUYECKasT KapThHa ObIAa OOYCAOBACHA AHEMUYCCKIM
CUHAPOMOM. TPYAHOCTH TIEPBUYHON AMArHOCTUKH 3a-
KAIOYaAMCh B HEOOXOAUMOCTH TIpOBeAcHUS Andde-
PEHIIMAABHOTO AMArHO3a MEXKAY CTaGUABHO TEKYII[UM
XPOHUYECKUM 3a00ACBAHMEM U SKU3HEYTPOSKAIIEH T10-
AOCTPOIA naTonrorueit. Haamdue taXurmHos, TMIoToHIH,
TaxXUKapAK Ha GOHE AUXOPAAKU TPEOOBAAN UCKAIOYC-
HUS CUHAPOMA OpraHHoi prchyHkimuy. B casu ¢ atum
PEIITanCs BOIIPOC O MECTE HAXOMKACHUS TAITMEHTKA —
B OTAGACHMM 0011ero 1poduAS UAM WHTEHCUBHOM
TePAINN.

B KAMHIYECKON IIPaKTUKE AN OLICHKH CHHAPOMA Op-
raHion AuCOYHKOUHM ucroab3yercs 1kana SOFA.
ITo paHHBIM AMTEpaTYPbI, BAKHEHMITINM aClIEKTOM B Ae-

YEeHUU TTOAMOPTAaHHOM HEAOCTATOYHOCTY, BKAIOYAs
CETICUC, SBASIETCSI €ro0 CBOEBPEMEHHAas AMAarHOCTHKA.
C 11eABIO0 CKPUHIHIA OPTaHHOM AUCPYHKIIUN Y TIOCTEAN
60abHOrO, paspaboransr kpurepun Quick SOFA. V na-
1€ TTalMeHTK UMEAOCh 2 6aanra (crcroamdeckoe A\
nipu nocryriaeann 90 mm pr.er, YAN — 24/mun), uro
TAKKe YKa3bIBaAO Ha BBICOKYIO BepositHOCTh (80%) Ha-
AMMHS CeIICHca.

Nsmenenuss AabopaTopHbIX TTOKa3aTeAe (IIUTOIIEHS
Y BBICOKMIT YpOBEHb D-AMMEPOB) He MCKAIOYAAU BO3-
MOKHOCTh T€HEPAAN30BAHHOIO OTBETAa OpPraHm3Ma Ha
HEYTOIHEHHBIT NHEKNOHHBIN areHT. OpHAKO, KAac-
CHYECKUE CUMIITOMBI BOCIIAACHUS Y TTAI[UEHTKN OTCYT-
crBoBann. Ilpm mHCTPYMEHTAABHON AMATHOCTUKE WH-
(beK1IMOHHOTO O4ar BBIABACH HE OBIA.

HemanoBakHyIO pOAb B AMArHOCTHKE CEIICHCA OTBOANT-
CS OIIPEAEAEHUIO OMOMapPKEepPOB. YPOBEHb IIPOKAABII-
tormna y I1. cocraBua 0,11 Hr/MA, 9TO yKa3bIBA€T C BbI-
COKO CTEIIEHBIO AOCTOBEPHOCTH HA OTCYTCTBHUE CEIICH-
ca. CyIecTBEHHBIM ITOATBEPKACHMEM ITOIO SBUAUCH
OTPUIIATEABHBIE PE3YABTATBI ITOCEBOB OMOAOTMYECKUX
cpep. Takum 06pazoM, TAKECTb COCTOSAHMA MALIMEHTKY,
Hanboaee BepOATHO, ObIAa OOYCAOBAEHA XPOHUIECKUM
3a60AeBaHUEM.

AnbddepeHIMarbHO-AMArHOCTUYMECKUI  TTOMCK  BKAIO-
4aa: 1eMOOAACTO3bl, MUEAOAMCIIAACTUYECKUE TTapaHe-
OTIAACTMYECKUE CHUHAPOMBI, AlAACTUIECKYIO aHEMUIO.
OrcyTcTBUEe CIIACHOMEIaAWM, HOPMAABHBIN YPOBEHB
AKTUBHOCTU NAKTATACTUAPOTUHA3BI TTO3BOASIAML UCKAIO-
9UTh MUEAODUOPO3, OCTPBIN ACTIKO3 U Ap.

OrcyrcTBUE TPOABACHUI AMCCEMUHHPOBAHHOIO BHY-
TPUCOCYAUCTOTO CBEPTBIBAHUSA IIPY HAANYUL IEMOAU-
TUYECKOM aHEMUM CTABHAO 10 COMHEHHE Yy OOABHON
TAKOM PEAKOM IATOAOTMH KaK ITapOKCU3MAAbHAs HOY-
Hasg reMorroOuHypurs. A yauTbiBas 1peoOrapaHme re-
MOPPArMIECKOr0 CUHAPOMA, HE MCKAIOYAAACh ITATOAO-
rust COOCTBEHHO TPOMOOIIUTOB B KaYeCTBE OCHOBHOIO
(baxropa, 06yCAABAMBAIOINIEIO KAMHITIECKYIO KaPTIHY.
STHUOAOTVISL TEMOPPATNIECKOTO CHHAPOMA PazHo00pas-
Ha. Pagandaror BacKyAUTBHI, TPOMOOLIUTOIIATHH, KOAry-
Aortatuu. TUIT KPOBOTOYMBOCTY B 9TUX CAyYasAX MUMEET
MUKPOLIMPKYATOPHBIN XapaKrep U BCTPedaeTca IIPU
TPOMOOIIUTOIIEHNAX W TPOMOOIUTONATUAX, OONC3HN
dbon Buanebpanpa, HepocraroaHOCTH PAKTOPOB IIPO-
rpombuHoBoro komriaekca (VII, X, V u II), Hekoropbix
BapUaHTasAX I'MII0- 1 AnchubpPUHOreHEMU, YMEPEHHOM
IePEeAO3UPOBKHA aHTUKOATYASTHTAMU.

Cheayer TakKe IOAYEPKHYTH TO, YTO TPOMOOIIUTO-
MEHUS MOKET ObITh KaK MEPBUYHON ITATOAOTUEH, TaKk
U 1ipoTekarh Ha poHe oHKoriporiecca. CoraacHo pe3yab-
TaraM TIIATEABHO TPOBEACHHOI'O WHCTPYMEHTAABHOIO
o6eneposanus (KT opranos rpyaHoit kKaetku u GpIoli-
Hott rtorocTH, Y3V opraHoB OPIOIITHOM TTIOAOCTH, TIOYEK,
Manoro Tasa, 1mmuToBupHoi xeaesnl, ITAC, DKC), npu-
3HAKOB OITyXOAEBOT'O IIPOIiecca 0GHAPYKEHO HE ObINO.
B anaamsupyeMoM cAydae BEAYLINM ITATOAOTHMIECKUM
CHMIITOMOM Y ManueHTku 11 B KAnHmaecKon kaprune
ABASNACH TTAHI[UTOIICHUS B COYETAHUM C IEMOPPAru-
YEeCKUM, aHEMHYECKMM CHHApOMaMu. lureprepmus,
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PA3BBOP KAMHMYECKUX CAVIAEB

[I0-BUAMMOMY, HOCHUAA HECHCHU(PUICCKUI XapaKTep.
VAU ThIBasg KAMHUYECKYIO KAPTUHY U, IPUHNMAs BO BHU-
MaHHE PE3YABTaThl IPOBEACHHOIO OOCACAOBAHMA Y I1a-
tentku I1., Hamu 6bia yeranosaen PIC,

Takum o6paszom, puddepeHIIMarbHAS AMATHOCTUKA
TPOMOOITUTOIICHUI IIPEACTABASIET COGOI BEChbMa TPYA-
nyio 3apady. Ha pucynke 2 npepcrasaerst Hanbonee 4a-
cTO BeTpedaomuecs: 3a00AeBaHNsA, aCCOLIUIPOBAHHbIE
¢ TPOMOOTTUTOTICHUSIMIA

IIpesxpe Bcero, Ha HAIIl B3TASIA, CACAYET UCKAIOIUTD Y-
FEHTHYIO [IATOAOTUIO, TPEOYIOITYIO 9KCTPEHHO FOCIIN-
rarmzann. Oco6ylo KaTeropuio MarueHTOB COCTaBAA-
10T OOAbHBIE MH(EKOUOHHON maTonroruent. Hanmane
OTATOIIEHHOIO  SMUAEMHOAOTMYMECKOTO — aHaMHe3a,
[IPOAPOMAABHOTO TIEPUOAQ, AUXOPAAKN SIBASIIOTCST Ha-
ACKHBIMU MapKepaMyu AMArHOCTUKKU AAHHOTO COCTOS-
H11s1. OCHOBHOM NPUIIHON TPOMOOITUTOIICHIH B OTAC-
ACHMAX peaHNMAIIUH ABASCTCS CETICHC, OCAOKHCHHBIN
CMHAPOMOM  AMCCEMUHHMPOBAHHOTO — BHYTPHCOCYAU-
CTOTO CBEPTHIBAHWA, Hanboaee HTaCTO OOYCAOBACH-
HBIM ITHEBMOHUCH, YPOCEIICUCOM, MHMEKITUCH MATKIX
TKaHEen.

VaureiBag 0co6yl0 MEAMKO-COITMAABHYIO 3HAYIMOCTB,
caeayeT obparrarth BHUMaHUE Ha SKCHITIMH ACTOPOAHO-
ro Bo3pacra. Hamboaee 4acTort pUIMHON ABASCTCA T'e-
CTaIIMOHHAA TPOMOOIIUTOIICHIS, OHA XapaKTePU3yeTCs

Oxnancus

AMCTPODHA

Bupycst
repnec-rpynns:

XanTasupycst

MporeanposaHue
Knanawos cepaua

AAOpTOKOPOHapHoe

Auespuama aoprst pill s

lemaronoruueckue B’OPW‘NER

saBonesanun

MopransHas
npu

x3n runepreHans

é‘

Apyrue
NeKapcTeeHHble
cpepcTea

HELP-cunapon
OcTpan xuposas

CIIOHTAHHBIM PETPECCOM TIOCAE POAOB U HE ACCOITUNPO-
BaHa C HEOAATOIIPUATHBIMU HCXOAAMU AN MATEPU U pe-
6enka. OpHAKO HE cTOUT 3a6BIBATh O TAKUX TKCABIX
COCTOSIHUAX Kak dKaamricus/ipeskaamiicus u HELP-
CHHAPOM.

IToMuMO xapaKTepHBIX AAS TecTaly TPOMOOIUTOLIIE-
HU, Y JKCHITIUH HE NCKAIOYACTCA HAANIIE TeMaTONOTU-
yeckou naroaroruu, B tom uncae UTIL

BropeM 9TarioM B AMArHOCTHKE TPOMOOIIMTOIICHIH
CACAYET CYNTATh MCKAIOYICHHUE TEXHUIECKON OIITMOKMI
I1PY [1POBEACHNH COOCTBEHHO AaG0PaTOPHOIO AHAAN3A,
410 TPebyeT OrleHKN MOPHOAOTMIECKON XapaKTePUCTH-
KU 1 opcaera TpoMGorTos o Poano.

Hanrme crineHoMeraann xapakTepHO AAS [TaTOAOTUN
KaK T'eriaToOMAMAPHON 30HBI BCAEACTBUE IIOPTAABHON
TUIIEPTEH3NHM, TaK UM TEMATOAOTMYECKON TTaTOAOTUML
AnddepeHnmarbHbI AMATHO3 CTPOUTCA C YIETOM Ile-
YEHOTHO-KACTOTHOM (PYHKIIUH (COACPKAHIIT TIPOTPOM-
6mHa, ob11jero 6eaka 1 ¢paku, akTMBHOCTH (hepMeH-
TOB IJUTOAM3a U XOAECTa3a), UCKAIOYCHUST BTOPUTHON
ITOPTaABHON M'MIICPTEH3NN. B TPyAHBIX cAydasx IIpoBo-
AUTCS CTCPHANBHAS ITyHKITHL.

AnarHocTrka AeKapCTBEHHO-MHAYITPOBAHHBIX TPOM-
6orurorieHuit crokHa. [lo MHeEHMIO pspa aBTOPOB,
HaAMMIC aHTUTPOMOOIIUTAPHBIX AHTUTEA HE SBASCT-
CS1 HAAGKHBIM MapKepOM AAHHOM ITaTOAOrMH. AWIIb

lecrayuonnan
TPOMBOUUTONEHHA

Kposoreuesie
MaccusHsiii Tpom603
HGapKT Cenesemky

Cencwe ¢ 1BC
CUHBPOMOM

YprenTHble
COCTOAHMA

Meracratuveckoe flopaxeHue KOCTHOrO
MO3ra NPY XMMUO!

nyuesoit Tepanin

lapaneonnacruueckw

cuMapom s

3aGonesanun

Bonesnb
Ocnepa-Panawo

BpoxaeHsle
aeDeKTHI NPOAYKLHM

Pucynox 2. Cocmoanns, accoynnposanmsie ¢ mpomooynmonenmi

Figure 2. Conditions that associated with thrombocytopenias

Hpumeuanne: AUT — ayroummynnsiii tupeonput (autoimmune thyroiditis), ADC — antudocdornnuamstit cunapom (antiphospholipid syndrome), BUY — supyc
nmmynopeduiura veroseka (Human immunodeficiency virus), 'VC — remoanrtuko-ypemnueckuii cunppom (hemolytic uremic syndrome), ABC- ancceMmmunmposannoe
BHYTpUCOCyaucToe ceeproiBanme (disseminated intravascular coagulation), HIIBC — necrepoupmbie 1poTuBoBocaruTeAbibie cpeactsa (nonsteroid anti-inflammatory drugs),
CKB — cucremnas kpacnas Boauanka (systemic lupus erythematosus), X3I1 — xponnueckue saboresanus negern (chronic liver disease), HELLP-cunpapom — reMoaus, yBeandenue
AKTUBHOCTH IEICHOIHBIX hepMenTos, rpombonuronenu B 11 rpumectpe 6epemennocru ( syndrome of hemolysis, elevated liver enzymes, and low platelet count: a severe

consequence of hypertension in pregnancy)
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HapacTaHue KOAUIECTBA TPOMOOIIUTOB MTOCAE OTMEHBI
AEKapPCTBEHHOTO TIperapara MO3BOASET €€ AMAarHOCTH-
pOBaTh.

[ToMrMO  KAAacCHYECKOM  PeriapyH-UHAYIIMPOBAHHON
TPOMOOIIUTOIIEHNH CYIIIECTBYET MHOTO OITMCAHUI CAY-
9aeB CHIDKCHUA KOAMYECTBAa TPoMOOIMTOB Ha (oHe
npuema HIIBC, anrmapurmudeckux u aHTHOAKTC-
puanbibix cpepcts. Haubonee wacro AekapcTBEHHBIE
TPOMOOIINTOIICHUN pa3BUBaIOTCs B Tevenue 1-5 cyrok
rpreMa rperapara.

[ToMuMoO 9TOrO, CYIIIECTBYIOT BTOPUYIHBIE TPOMOOIINTO-
[IEHNU Y TIAIJMEHTOB PEBMATOAOIMTIECKOTO M1 OHKOAOT -
9ECKOr0 IIPODUALL.

Taxoke He Bcerpa ImoppaeTcss KOPPEKINKU TPOMOOINTO-
[IEHII Y ITAIIMEHTOB C TSHKEABIMI CEPACTHO-COCYANCTBI-
MU 3a00A€BaHUAMY, OCOOCHHO ITOCAE TIPOBEACHIUS OITe-
pPATUBHBIX BMEIIIATEABCTB.

JaknaroueHue

DIC aBasgercsa AMarHo3oM McKAlodeHus. BMecre ¢ Te,
IIOMUMO TPYAHOCTEN B AMArHOCTUKE ITOTO CHHAPOMA,
CACAYET TIOAUEPKHYTHh HAAMIHUE PE3UCTCHTHOCTH K TC-
parmy B CAyJac HaIICH TalIMCHTKIL.

CornacHo POCCHMICKUM U 3apyOEsKHBIM ITYOAMKAITAAM
repanuent riepsott A PIC sBasieTcs npuMeHeHe
I'KC (B wacrHOCTH, TIpEAHM3OAOHA) B A03€ 1-2 Mr/Kkr
MacChl TEAQ.

V manmenrxu [ npumenenme 44 mr merunpepa re-
POPAABHO U IIYABC-TCPAIIMS HE OKa3aAd O’KMAAEMOIO
apdexrra. YV 6onee 70% Bapocabix narmenrtos ¢ GIC
TaKKe AdHHAS TaKTUKa OKasblBaerca He 3¢QeKTus-
uot [1, 5].

B cBa3u ¢ HEGOABIIINM IMCAOM TTAI[UEHTOB PAHAOMU3N-
POBAHHBIC MCCACAOBAHUS APYTUX TEPATIEBTUIECKUX OIT-
nuit ipu MIC He 11POBOAMAKCSH, @ AATOPUTM Tepariu
He pa3paboTaH.

B kadecrse BTOpom AMHMHM Teparmu IIPUMEHSIOT PU-
TyKcrMab, TUKAOCIIOPUH A, MUKODeHOAaTa MODETIA,
BUHKPUCTHH; TIPOBOAAT CITACHIKTOMUIO U TPAHCIIAAH-
TAIUIO CTBOAOBBIX I'eMOIIOITUIECKUX KAETOK [4, 5].
Hamm 6pina 9gHeKTUBHO IIPpeAIIpUHATAa METOANKA KC-
ITOAB30BAHMSA arOHMICTa TPOMOOIIOITIMHOBBIX PEIIEIITO-
poB aaTpoMboITara. A\aHHBIN TIOAXOA C YCIIEXOM TIPHIME-
HANCSA Y TTAITUEHTOB Pa3HbIX BO3PACTHBIX TPYIIIL, IIPUIEM
BIIEpPBBIE UCTIOAB30BaH y peteit ¢ DIC.

OrpenbabiM BoripocoM B Aedenun PIAC obeykpaet-
cs NPUMCHECHHUE KOMIIOHEHTOB KpoBu. CoraacHo pe-
KOMCHAQIIMAM POCCHIICKOTO OOIIIECTBA IEMAaTOAOIOB,
IIEPEAUBAHNC KOHIICHTpATa TPOMOOIINTOB HE dPheK-
trBHO. OAHAKO, IIPYU CHIDKEHUN YPOBHSA TPOMOOIIUTOB
A0 50x10? A TTOSIBASIIOTCST PUCKK PEMOPPArMIECKUX CO-
6brTuit [1, 5], B CBsI3M ¢ 3THM TepeAnBaHue TPOMOOITH-
TAPHOI'0 KOHIICHTPATA B TAKUX COCTOSHIAX HEOOXOAU-
MO, a IIPU MOSABACHUYM MEAKOTOYEUHBIX FeMOPPArUl Ha
BEPXHEN TTIOAOBMHE TYAOBUIIA, KDOBOM3AMAHNUN B KOH'Db-
IOHKTUBY U Ha TAQ3HOM AHE, AOKAABHBIX KPOBOTCICHUIT
(KEAYAOUHO-KHUIIIEYHBIN TPAKT, MaTKa, [IOYKU, MOYEBOL

I1y3bIPb) — I[EPEAUBAHUE TPOMOOIIMTAPHOTO KOHIEH-
Tpara SBASETCS OKCTPEHHOM, SKU3HEHHO ITOKAa3aHHOM
IIPOLIEAYPOIL.

Takum o6pazom, DIC oTHOCKUTCA K CAOKHBIM AMa-
PHOCTUYECKUM M TEePalleBTUYeCKUM I1poGAeMaM, Oc-
BEAOMACHHOCTH O KOTOPOM IIO3BOAUT BpadaM OGOAce
apPekTuBHO M CBOEBPEMEHHO OKa3blBaTh IIOMOIIlb
narmentam. Opnako B 11eaom ripornos MIAC ocraercs
CEPbE3HBIM B CBS3U C PEIUMAMBUPYIOITUM XapaKTePOM
3a00ACBaHUS, a TaKKe pa3BUTUEM UHQGEKITMOHHBIX
U TEMOPPATUICCKUX OCAOKHEHUN Ha (HOHE MPOBOAU-
mott 'KC-reparum.
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