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Atunuunbrii remonutuko-ypemudeckuii curapom (al'YC) — opdantoe 3a6osieBaHue 13 rPy bl TPOMOOTHYECKUX MUKPOAHTUOIIATHUIT, KOTOPOE IIPU
€CTECTBEHHOM TEUEHUN XapAKTEPHU3YETCs HeGIATOMPUSITHBIM TPOTHO30M, HEPEKO C PA3BUTHEM CHHIPOMA MOJMOPTaHHO HEIOCTATOYHOCTH yKe
B jtebrore Gose3nn. BakHast posib B MEXKIMCIUIVIMHAPHON KOMAH/IE CIEIMAINCTOB, TPUHUMAIOIINX YYaCTHE B JICYCHUH TAKUX MAIMEHTOB, PHU-
HAJIIEKUT BPAuaM aHECTe3HoIoraM-peannMarosioraM. OHAKO B CUITY PEIKOCTH 3a00JIEBAHUS U CXOJCTBA €0 CUMIITOMOB € CUMIITOMAMH T1€JI0TO
psiia IPYTHX 3a00JIeBaHII 1 COCTOSTHIH, B TOM YHCJIE CETICHCA 1 CHHAPOMA IMCCEMIHIPOBAHHOTO BHYTPHUCOCYINCTOTO CBEPTHIBAHNS, IHATHOCTHKA
al'YC yacto 3anasjpiBaert, a crenuduyueckoe JeueHne U3-3a TOro HAUMHAETCSI HeCBOeBPeMeHHO. L1esIblo JaHHOIT CTaThy ABJISIETCS IIPe/ICTaBIeHHEe
OCHOBHBIX MOHATHH, OTHOCSIIUXCS K TPOOIeMe TPOMOOTHYECKUX MUKPOAHTHONATHH, U 00CY:KAEHHUE aKTYaJIbHBIX BOPOCOB MM dHePEHIIATBHON
muarnocTukn al'YC B OTIeIeHISIX peaHIMAIIN U MHTEHCUBHON Tepariy Ha MPUMepPE ABYX KINHUYECKIX HAOIIOEHMI.

Kmouesoie cnosa: TpoMbOTHYECKAS MUKPOAHTUONATSL, ATUITMYHBIN TeMOJIUTHKO-YPEMUIECKUN CHH/IPOM, CEIICUC, CHHPOM JAUCCEMUHUPOBAHHOTO
BHYTPUCOCYAMCTOTO CBEPTHIBAHUS
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Atypical hemolytic uremic syndrome (aHUS) is an orphan disease, representing one of thrombotic microangiopathies, the natural course of which leads
to an unfavorable outcome often accompanied by multiple organ failure in the onset of the disease. Anesthesiologists and emergency physicians play
an important role in the multi-disciplinary team of specialists managing such patients. However, this disease is rare and its symptoms are similar
to the ones of some other disorders including sepsis and disseminated intravascular coagulation syndrome, thus often aHUS is diagnosed late and
specific treatment is not started in time. This article aims to present main notions related to thrombotic microangiopathies and discuss topical issues
of differential diagnostics of aHUS in the intensive care units giving two clinical cases as an example.
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ATUTIMYHBIN TeMOJTUTUKO-YPEMUUYECKUN CUHIPOM  MOJTHMOPTaHHOU HemocTtatouHocTu [2, 3]. Kpome al'YC,
(al'YC) — opdannoe 3aboneBanue u3 rpymibl TpoM- — rpymmna TMA BrIiodaeT TpOMOOTHYECKYIO TPOMOOIIH-
6ornyecknx Mukpoanruonatuii (TMA) [3], pactipo-  tomenuueckyio mypiypy (TTII), mmra-rokcuH-acco-
CTPaHEHHOCTb KOTOPOTO cocTaBJigeT 1-9 ciayyaeB Ha  MUMPOBAHHBIN TeMOJUTHKO-YPEMUYECKUH CUHIPOM
1 000 000 nacenenus [22, 25]. TMA npexacrasasiior  (STEC-I'YC), panee nassiaBiuiicst Tunnanbim ['YC,
co6oii Tpyty 3ab60JeBaHMil, UMEIONINX PA3JUYHBIA  THEBMOKOKKOBbI ['YC, a Tak:ke eI Psi BTOPUY-
naToreHes, HO CXO/[HbIE KIMHUYECKUE MPOsIBIeHNs,  HbIX TMA, acCOIMMPOBAHHBIX ¢ PA3TUYHBIME 3200.T€-
XapaKTePU3YIONIXCsT OCOOBIM TUTIOM TTOPAKEHUST CO-  BaHUSIMU (ayTOMMMYHHBIMHE, 3JI0KAY€CTBEHHBIME HO-
CY/IOB MUKPOIUPKYJISTOPHOTO PyCJia, KIUHUIECKH  BOOOPA30BAHUSIMH, 3JI0KAYE€CTBEHHON apTepraIbHON
MTPOSIBJIAIONIETOCS HEMMMYHHOW MUKPOAHTHONIATHYe-  TUIIEPTOHMEH, BUPDYCHBIMU MH(MEKIUAMHU, B TOM YHUC-
ckoii remostryeckoii anemueii (MATA), Tpombonu-  Jie Bupyc nummyHozpebunura yenoeka (BUY), Bupyc
TOIeHKel moTpeOIeHUsT ¥ UIeMUYeCKUM MoBpexkae- — Jmmreitna — Bapp, rpunmn HIN1, nuromeranosupyc
HUEM OPraHoB (Jare BCero — MovYeK ¥ TOJIOBHOTO MO3Ta, ¥ JIP. M COCTOIHUAMHU — TIPUMEHEHNEM JIeKapCTBEeH-
peske — CepiIla, JEerKux, MedeHu, TOKeTyI0UHO Ke-  HBIX CPEICTB, OCIOKHEHUSIMEU OepeMeHHOCTH (TIpe-
JIe3Bl, KUIIEYHNKA, a TakKe KOXU U TJa3d), mpuBoad-  akjamrcus, HELLP-cuaapom), Tpancnaantamnmeit
UM K HapYIIEeHWIO UX (QYHKITUU BIJIOTH 10 Pa3BUTUS  COJUIHBIX OPTAHOB U CTBOJIOBHIX KJIeTOK (puc. 1) [12].
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Puc. 1. Anzopumm duaznocmuxi mpomoOOmudeckux MUKpoaHzuonamui.

A/6 mepanus — anmubaxmepuanvias mepanus; ATA — aymoumMmynnas 2eMONUMULECKAs AHEMUSL,

AT — anmuzunepmensuenas mepanus; AT — aumumena; TKC — emoxoxopmuxocmepouobt;

I'M — z006n01i m0o32; ICK — 2emonosmuueckue cmeonogoie kiemxu; 3T — 3amecmumenvras noueunas mepanusi;
KT — xomnviomepnas momoepagpus; IIKT — npoxanvuumonun; IICII — npecencumn;

CPE — C-peaxmuenuiii 6enox; ANA — anmumena xk s0ephvim anmuzenam;

anti-dsDNA — anmumena x dsyxuenoueunoit JITHK; EHEC — sumepozemoppazuueckue Escherichia coli

Fig. 1. Procedure for diagnostics of thrombotic microangiopathies

A/b therapy — antibacterial therapy; AHA — autoimmune hemolytic anemia; AH — antihypertensive therapy; AT — antibodies;

GCS — glucocorticosteroids; GM — the brain; HSC — hematopoietic stem cells; RRT — renal replacement therapy; CT — computed tomography;
PCT - procalcitonin; PSP — prespepsin; CRP — C-reactive protein; ANA — antibodies to nuclear antigens;

anti-dsDNA — antibodies to double-stranded DNA; EHEC — enterohemorrhagic Escherichia coli
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Takoe mHorooOpasue Gopm TMA 06ycioBIEHO
CYII[ECTBOBAHNEM PA3TUYHBIX MATOTEHETHUYECKUX Me-
XaHM3MOB, UMEIOIINX, OHAKO, OOIIYI0 MUIIIEHb — JH-
JIOTEJINH COCY1I0B MUKPOITUPKYJIATOPHOTO pycJia (apTe-
puH, apTepUoJIbL, Kamuyiapsl ). [lopaxkenue sumoTenus
MTPOSABJISIETCS OTEKOM M OTCJIONKON 9H/IOTENNATBHBIX
KJIETOK, pacIiupeHneM CyOIHAOTETNAIbHOTO TPO-
CTPAHCTBA C HAKOTJIEHNEM B HEM KJIETOYHOTO JIeTPUTA
u 6eJIKOB, 4TO, HApsAy ¢ (hopMUpPOBaHHEM TPOMOOB,
HAYMHATONUMCS B MECTaX 3H/I0TEJNNAIBLHOTO TTOBPEsK-
JleHud, TTPUBOINT K OKKJIIO3UN COCY/IOB C TIOCTIEYIO-
MM BOCTIAJIEHNEM COCYAANCTOH cTeHKU. Pe3ymsraTom
3TUX MPOIIECCOB ABALIOTCS MUKPOAHTHONATUIECKNN
(MeXaHUYeCKHiT) TeMOJIH3, TPOMOOIMTOIIEHUST TOTPe-
GsieHust 1 oprarHas auchynkuus [3, 12].

B mocaennne roger al'YC cran npeamerom mpu-
CTAJILHOTO BHUMAaHUS NCCIe0BaTe el 1 KIMHUITICTOB
Pa3HBIX MEIUIIMTHCKUX CIeIuaabHOCTel. B oTmane ot
STEC-T'YC, xotopbIii pa3BuBaeTcs BCIEACTBUE BO3-
NeNICTBUSA HA COCYAMCTBIN 9HIOTETNN MNUTA-TOKCITHA
(TokcuH, mpoxytpyembiii Escherichia coli w Shigella
disenteriae), IpeUMyIIEeCTBEHHO Yy AeTell, MaHube-
CTUPYS MPU3HAKAMU OCTPOU KUTITEYHOU WHMEKINH,
HepenKko ¢ KpoBaBoil mumapeeit, al'YC o0ycioBien
JUCPETYIANNEN CUCTEeMBl KOMIIJIEMEHTa M TTOpaskaeT
B3POCJIBIX 1 JIeTeH ¢ paBHOU yacToToit [3, 12]. Hapyrme-
HYeE PEeTyJISANNN aTBTePHATUBHOTO Ty TH KOMIITIEMEHTA
(AIIK) gamme nMeeT TeHETUIECKYIO TPUPOAY U acCO-
[IMUPOBAHO C MYTAIMSIMU T€HOB OEJIKOB-PETYJISITOPOB,
KOHTPOJIMPYIOIINX €T0 aKTUBHOCTD, Peske HOCHUT TIPU-
0OpeTeHHbBIIT XapaKTep U Pa3BUBAETCS KaK PE3yJIbTaT
BBIPAGOTKHM aHTUTEJN K OCHOBHOMY PETYJSTOPHOMY
npotenny AIIK — daxropy H (CFH). Caencrtsuem
060UX MPOTIECCOB SBJISIETCS HEKOHTPOTIUPYEMast aKTH-
BalMsl KOMIIJIEMEHTA, aTaka KOTOPOTO HAaIpaBjeHa Ha
SHIOTEJIHI ¥ TPOMOOIUTHL. ITO BO3IEHCTBIE, 00y CIOB-
smennoe pucperygiueii AIIK, mpuBoanT K pa3BuTHIO
TaK Ha3bIBAEMO KOMILJIEMEHT-o1iocpeioBaHHol TMA,
CUHOHNMOM KOTOpO# aBiseTcs TepmuH «al YC» [ 3, 12].

[Tpm ectrectBenHoM Teuennn al'YC mpezcraBiseT co-
6oii TsKe0e 3ab0sIeBaHe ¢ HeOIATOTPUSTHBIM HCXO0-
JIOM, TIproOpeTaroIiiee B psijie caydaes pyIbMUHAHTHOE
TeueHue. Paree CMEPTHOCTb ITPH ATOI TATOIOTUH ObLia
BBICOKOM, ¥ IaKe TeTePh, IOCJIe MIPOKOTO BHEAPEHNS
B KIMHNUYECKYIO TTPAKTUKY Tpanchy3uil cBexe3aMo-
POKEHHOII TIIa3MBbl, 0K0J10 60% TaIMenToB yMUPaoT
B MOMEHT ocTporo anusona TMA nu6o BeiaeacTsue
TePMUHAIBHON TTOUE€THOHN HEZOCTATOYHOCTH |3, 6, 12].
Kasasoch 6b1, 3T TaTOJIOTHS IOJKHA GBITH XOPOIIIO H3-
BECTHA B TIEPBYIO OY€Pe/b AHECTE3MOI0TaM-PeaHMaTo-
soram. O7IHAKO B IEICTBUTETHHOCTH BCE CKIIA/IBIBACTCS
MO-/IPYTOMY: B CBSI3U CO CJIOKHOCTSIMU TUATHOCTUKH
[36, 37], opdantbiM xapakTepoM 3a60JIeBaHNsI aHECTe-
3MOJIOTH-PEAHNMATOJIOTH PEAKO AMarHocTupyioT TMA
B 1resiom 1 al YC B wactHocTu. [IpuinMast Bo BHUMaHTE
ocobeHHOCTH U Xapakrep Tedenust TMA, ogHoBpeMeH-
HOE TIOpaskeHNe HECKOJIbKITX OPTAHOB C TIPU3HAKAMU UX
HEZI0CTATOYHOCTH, BHIPAKEHHOCTh aHEMUU U TPOMOO-
IIUTOTIEHUH, BBICOKHIT PUCK HEOIarOMpUsITHOTO UCXO/IA,
OYEBH/IHO, YTO TIO0GHBIE GOJIBHBIE YaIlle BCETO MOTYT
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FOCIUTATU3UPOBATHCS B OT/EJEHUST PeaHUMAaIU 1
narencuBHolt Tepanun (OPUT). Ot Toro, HaCKOJIb-
KO OPHEHTHUPOBAHbI AaHECTE3UOJIOTU-PEAHNMATOJIOIH
B BOIIPOCAX JAMATHOCTUKU U JieUeHUsT PasHbIX (HopM
TMA, 3aBUCST IPOTHO3 JJIST KU3HU HAIIUEHTOB U BO3-
MO’KHOCTH BOCCTaHOBJIeHUs (DyHKIIMH opraHoB. Llesb
paboTHI: TIpe/cTaBICHNE AJITOPUTMA IUarHOCTUKHU U
nedernst al'YC Ha ipuMepe KIMHUIeCKUX HaOII0IeHIIA.
Kimnnueckoe HaGmoenue Ne 1
[TanuenTtky 25 JjieT ¢ geTcTBa 6ECIOKONIN HOCOBBIE
KPOBOTEUeHMs, B IIyOepTaTHOM Bo3pacTe — 0OUIbHbIE
MeHCTpyaIuu. Y reMaToJjiora He Habmoznasack. [leppast
6epementocTb Gbiaa B 2005 1., B Bospacte 14 e, 1po-
Tekasa 6e3 ocsoxkHeHuit. IIpu cpouHBIX CAMOCTOSATE b+
HBIX POZIaX POAMJICS KUBOH JOHOIIEHHBIN MAJbUNK C
Maccoii Teaa 3 200 r. ITo moBoxy BTOpoil 6epeMeHHO-
CTH COCTOSJIa HA yUeTe B KEHCKON KOHCYJIbTAINH C
21-# HeJI. TeCcTaINN, TOCETHIA KOHCYJIBTAIUIO TPYKIBIL.
JlabopaTopHble moKazaTeau ObLIK B Mpeaeaax HOPMbI.
12 wrons 2016 1. B 23:40 Gbla gocTaBIeHa B IepUHa-
TAJIBHBIN IIEHTP C MATOYHBIM KPOBOTeYeHreM. /lnarnos
[PU TIOCTYIUIEHUH: «OePEMEHHOCTD 35 HEJL., TsKeaast
MpeaKJaMIIChs, TTpekAeBpeMeHHasl OTCIO0Ka HOP-
MaJIbHO PACIIOJIOKEHHOH TIIAIEHTHI, J0POZI0BOE KPO-
BOTeUeHIe, XpoHnYeckas heTorianeHTapHast HeJlocTa-
TOYHOCTB, OCTPasi BHYTPUYTPOOHASI THITOKCHUS TLIOJa».
[Ipu moctymnenuu aprepuanbHoe naBienue (A/l) —
150/100 MM pT. CT., KPOBOIIOTEPSI JI0 POAOPA3PEIIECHUS
cocraBuia 400 mur. 13 mionsa 2016 . B 00:02 sxcTpen-
HO OIIEPATUBHO PO/IOPA3PENIeHa, POANICT MATBUUK C
Maccoii Tesia 2 460 1, poct — 48 cm. O61Ias KPOBOIIO-
Tepst coctaBuaa 1 300 mur. ITocoe ponopaspernenus
COCTOSTHVIE MTAI[UEHTKH CTAJI0 CTPEMHUTENBHO YXY/IIATh-
cst: ¢ 00:00 1o 09:00 BoIenniaa Bcero 300 mur Mmoun, ¢
09:00 — anypus. OgHOBpeMEHHO HAOIIOAATIOCH YXY/I-
IIeHIe HEBPOJIOTHYECKOTO CTaTyca: ObICTPO Pa3BHUIICS
COTIOP, a 3aTeM — KoMa. B aHasm3ax KpoBu obpariasim
Ha cebsl BHUMaHUe HapacTaiomas TPOMOOIIUTOTIEHUS
1 aHeMUsl, TIOBBITIIEHE AaKTUBHOCTH TIEY€HOUHBIX (pep-
MEHTOB, TPEUMYIIECTBEHHO aJlaHMHAMUHOTpaHcde-
pasbl, yMEHbIIIEHNE TIJTa3MEHHON KOHIIEHTPAIuu G-
6punorena. 13 uions 2016 r. 8 15:30 nanuenTka 6piia
nepesezieda B OPUT kpaeBoil KIMHIYECKON 6OIBHUIBI
C IUAaTHO30M: «IIE€PBbIE CYTKU TIOCJEPOIOBOTO TIePH-
0/1a, COCTOSTHUE TIOCJIe OTlepalluy KecapeBa cedeHus,
TsKeJast MPesKIaMIICus, OTCIONKAa HOPMaJIbHO pac-
MOJIO’KEHHOM TLIAIIeHThI, IOPOJI0BOE KPOBOTEUEHHUE,
I BC-cunapom, octpast BHyTpUYyTPOOHAST TUTTOKCHUST
IJT0/1a, AaHEMUST TSKEJION CTENeH , TPOMOOIIUTOIEH S,
aHypUsi, CHHAPOM ITOJUOPTAHHON HEOCTATOYHOCTH,
nozno3penue Ha al ' YCs. 13 utonst 2016 1. B 16:00 cocTosi-
HUe NallHeHTKN 0CTaBaJIoCh KpaiiHe TsikebiM. Haburro-
nanach kKoma 111 crernenu, oTMedasnch HecTabuIbHasT
reMOJIHAMUKA ¥ aHyPUsT, KOJIUIECTBO TPOMOOIIMTOB
KPOBU YMEHBIIUI0CH 10 29 X 10/, KOHIIeHTpaInst
remorsobuHa KpoBu — 10 58 r/J1. BolsBiieHbl npusHa-
KU MUKPOAHTUOIIATUYECKOTO IeMOJIN3a; TOBbIIIEHUE
CHIBOPOTOUYHOM KOHIIEHTPAIIUY JIAKTATIETUPOTE€HA3BI
(JIAT) mo 1 995 en/n (vopma o 480 exn/mn), ymeHb-
IIE€HKEe ChIBOPOTOYHOM KOHI[EHTPAIIMHU TAlTOTJIO0NHA
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menee 8 mr/m (Hopma 35—250), nipsimast ipoba Kymo6-
ca rmpu 9ToM Oblia OTpUIaTeIbHON. B Maske mepude-
pUYECKOH KPOBU BBISIBIEHDI MIM3OTUTHI > 2% (HOP-
ma Meree 1%). O6HapyKeHbI TakxKe JadopaTopHbie
MapKepbl MOPKEHNS TTO/KETY/IOUHON KeJe3bl (aMu-
naza 700 ex/n) u cepana (TpononuH 1,4 HT/MIT, HOpMa
10 0,5; NT-pro-BNP — 3 405 ur/m, Hopma — 0—-200).
[Tpu xommbIOTEPHON TOMOTPadUU TOJOBHOTO MO3Ta
MATOJIOTUW He BbIsIBIEeHO. llalmeHTKy 1epeBesn Ha
WCKYyCCTBEHHYI0 BeHTHsAIMIO Jerkux (VBJI), mposo-
JIJTA Ba30TIPECCOPHYIO Tepanuio. [lockoibKy Anaraos
TMA comHenwuit He BBI3BIBAJI, OTHAKO €€ BapHUaHT He
OBLT yCTAHOBJIEH, /10 TIOJIYY€HUsT PE3YJIBTATOB HCCIIE0-
BaHUSA MJ1a3MbI Ha aKTUBHOCTD hepmenta ADAMTS-13
OBLITO HAYATO JiedeH e TIa3Madepe3oM B pesKuMe TLIa3-
Moo6Mmena (50 MJI/KT ¢ 3aMelleHneM OHOTPYTITHON
cBeXxe3aMOoposkeHHoM mnazmoit 1:1 + 20%-HbiM pacTBo-
pom anpOymuHa). ITocsie mpoBeaeH s I1a3Mo0OMEHOB
13 1 14 nionst 2016 1. JocTUTHYTa BpeMeHHast CTaOWIIn-
3al[iisi TeMATOJIOTUIECKIX TToKa3aresieit (TpoMOOIuTo-
MEeHUS ¥ aHEMUST OCTABAJINCH, HO HE TIPOTPECCUPOBAJIN),
OJTHAKO COXPAHJIACh aHYPHSI, HAPACTANA BhIPAKEHHAS
TUTIEPTUIPATAIINS, PA3BUJICS OTEK TOJTOBHOTO MO3Ta,
YTO MOCTYKUJIO TIOKA3aHUEM K HAYATy 3aMeCTUTENb-
Hoit movyeunoit tepanuu (3IIT). C 14 mo 17 uions
2016 1. B TeueHue 55 9 MPOBOANIN HETPEPHIBHYIO Be-

NauymnenTtHa H., 25 net

TAMENaA NPeIKNAMNCHA
Poaopaspewenue
(kecapeso ceveHne)

13 wroHA 2016T.

HO-BEHO3HYIO TeMOANa(hUIBTpAIio. AHTUKOATY IO
nipu ipoBefieHun 31T ocyiecTBsAIM HETTPEPHIBHBIM
BBe/leHreM He(PaKITMOHNPOBAHHOTO TeTTapiHa B /103€
7 en/xr B 1 u. Yasrpaduasrparms coctasiia 10 570 v

K atomy BpemeHu GBI TOJIyYeH Pe3y IbTaT HCCIe0-
BaHMst 00PasIOB IIa3Mbl Ha akTHBHOCTE ADAMTS-13,
B3SITOI /10 Havasa MPOBEIeHUs T1a3Mo00MeHoB. OHa
cocraBuiia 38%, uto uckirouaso auariod TTIL OrcyT-
ctBue LE-kyeTok m aHTHTEN K ANEPHBIM aHTUTCHAM
(ANA), HopMastbHble 3HaYeHNsT aHTU(HOCHOTUTTHAHBIX
AHTHUTEJI TO3BOJIMJIN OTBEPTHYTH AMATHO3BI CHCTEMHOM
KPacHOH BOTYaHKHN 1 aHTH(HOCHOTUTTHIHOTO CUHAPOMA
(ADC), a cHUKEHHAST CBIBOPOTOYHAS KOHIIEHTPAIIUS
C3 xoMITOHEHTA KOMTITIEMEHTA CTaJa JOTIOTHUTETHHBIM
aprymMenToM B mosb3y amarao3a al'YC. Bermucka u3
ucropuu 6oJe3Hn ObLTa OTIIpaBJIeHa (hefepaTbHOMY
AKCTEPTY I ToATBepKAeHus auaraosa al' YC u BbI-
6opa Taktuku Jgedenus (puc. 2). 15 wrons 2016 . Ha
OCHOBAHUY 3KCIIEPTHOTO 3aKJII0UEHUS, IO TBEPKIA-
fontero auarao3 al'yYC, BeimosHeHa nepBas MHOY3uA
KOMILJIEMEHT-OJIOKUPYIOIIETO MperapaTa 9Ky Im3yMad B
no3e 900 mr. Haznauenne maToreHeTHYECKOH Tepanuu
MIpU IPOJIOJIKAIONIENCS KOMIIJIEKCHON MHTEHCUBHOM
Teparnuy, HAITPaBJIeHHON Ha MOAAepKaHue KU3HEH-
HO BakHBIX QyHKINi opraguama (UBJI, 3IIT u np.),
MPUBEJIO K OBICTPOMY YJIYUIIEHUIO COCTOSTHUSI TTaIl-
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BeinucKa uz CTauuoHapa B
YOAOBNETBOPHTENDHOM COCTORHKWMK
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Puc. 2. Anamnes nayuenmxu. Knunuueckoe nabmooenue No 1

Fig. 2. The patient s history. Clinical case no. 1
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€HTKU: HOPMAJTM30BATIOCHh KOJIUIECTBO TPOMOOIUTOB
KPOBH, KYITPOBAH T€MOJII3, OTMEUYEHbI CTAOMIH3AIINST
reMOJIMHaMHUKH, BOCCTAHOBJIEHUE CO3HAHUS, YTO T10-
3BOJIAIIO ycIenrHo 3apepiuth VIBJI, akcTyOrpoBath
60JIbHYI0, BOCCTAHOBUJIHCH (DYHKIUHU TIOYEK, B CBSI3H C
yem ipekpaniera 311 T. B Teuenne mocaenyommx 2 Hefl.
HabJTIO/IA/IACH TATTbHENTIAST TOIOKUTETbHAST IMHAMIKA
JabopaTopHbIX ToKasareseit (puc. 2), 08 utosst 2016 .
6oJibHAs BBIMICAHA U3 CTAIMOHAPA B YIOBJIETBOPH-
TEJIbHOM COCTOSTHUH.

[IpencraBiennoe HAGTIOIEHUE UILTIOCTPUPYET KJIac-
cudeckoe Tederue al'YC ¢ xapakTepHbIMU TPU3HAKaMHI
TMA: MATA, tpomGonuToneHueii, mopakeHneM BHY-
TpeHHUX opranoB. CodyeraHue aHeMuu u TPOMOOIU-
TOTICHUH C TIOJUOPTAHHON HEJ0CTaTOYHOCTBIO CPa3y
NoJKHO opueHTHpoBath Bpadeit OPUT Ha obHapy-
JKeHNe MUKPOAHTHOTIATIYECKOTO TeMOJIN3a, /I 9eT0
nokasano omnpexesnenue JI/IT, ranrormobuHa v 1mm-
301uTOB. TakuM 00pa3oM, B JAHHOM CJIydae JAUArHO3
cunzipoma TM A 6bi1 yeTaHOBJIEH Cpasy JKe MpU MOCTy -
mrennu manneaTku B OPUT, meree uem uepes 1 cyT ot
PasBUTHSA OCTPON CUTYAIUH, YTO TTO3BOJINIIO HE3aMeI-
JIUTEJILHO U30paTh BEPHYIO TAKTUKY JIEUEHUST, HAUAB C
poBeieHNs TasMadepesa B pexkiMe mIa3Mo00MeHa.
B nmocnenytonye 2 1HA HA OCHOBAaHWM CIIJTAHUPOBAH-
HOTO 00CJIe[OBAHUSI UCKIIOYEHDI APYTHE MPUUNHBI
TMA u Bepudurmposan aunarsos al'YC, uto sBumoch
MOKa3aHWeM K IPeKpanieHuIo Tepanun Tpancgysns-
MU CBEKe3aMOPOKEHHOH TIITa3MBbl I HAYJTy TapTeTHON
KOMILTEMEHT-OJIOKUPYIONIEel Teparuu, paHHUT cTapT
KOTOPO#i (Ha 3-U CyT 1ocJIe POIOB) IPUBEJ K OBICTPOIA
U TIOJTHON pemuccuu 3aboseBanust. Takum o6pasom,
MPe/ICTaBIeHHOE HAOMIOIEHITE MOKHO MTPAKTUIECKH
paccMaTpuBaTh Kak anropuTM feiictuii Bpadeit OPUT
TIPY TTOCTYTIJICHUH TAIfieHTa ¢ mojo3penneM Ha TMA.
Heo6x0a1uMo OTMETHTB, 4TO 3HAHKS Bpadeii B 001acTu
TMA, ckooparHUpPOBaHHAsI pabOTa MEK TCIUTLTNHAD-
HOW KOMaH/IbI U B3aMMO/IelCTBUE CIIEINAINCTOB B pe-
rroHe u penepansbHOTo 3KcepTa mo TMA mo3Bonam
OBICTPO YCTAHOBUTH THATHO3, CBOEBPEMEHHO HAYaTh
JledeHre W CIacTH KU3Hb MTalleHTKe.

W Hast cuTyanus oImicata B CIIeIyoneM HaOTI0IeH .

Kimnnueckoe HadmoaeHune Ne 2

[TaruenTka 27 met. B mapte 2013 . B Bo3pacte 23 et
JMarHOCTUPOBaH T-KJIETOYHBIN OCTPbIil 1uMbOOIACT-
HBIH JIeKO3 M HaYaTa XUMUOTEPAIUs 110 NPOTOKOJLY
«OJIJI-2009». Pemuccust 3a60sieBaHus JOCTUTHYTA
mocye BTopo#l ¢daspl maAyKImK, n 18 mapta 2014 1.
narueHTKe Obla MPON3Be/IeHa TPAHCIIAHTAIINS Ay TO-
JIOTUYHBIX CTBOJIOBBIX KJIETOK, BeJiel 32 TeM ¢ 05 Mast
2014 . mo 11 espasg 2016 1. mpoBeneHo 24 Kypca moj-
nepsKuBaotiell Tepamyu mo Tpotokoay «OJIJI-2009».

Crycrs rox, B mapte 2017 1., y 6076HOM BBISIBIEH
perauB T-octporo muMdo0OIacTHOTO JTEiiK03a, moce
MpoBe/ieHNs 3 KypCOB XMMHUOTEPAITNN BHOBD JOCTUT-
HyTa PEMUCCUS. YUNUTHIBAsA KOMIJIEKCHBIN KapUOTHII,
PEIU/INB ¥ IOCTIKEHUE BTOPOIT peMUCCHE 3a00JIeBaHYs,
20 Host6pst 2017 1. BBIOJIHEHA TPAHCIUIAHTAIINS AJLI0-
TeHHOTOo KocTHOTo Mo3ra. Ha 100-i1 etb Ob11 JOCTUTHY' T
100%-Hblii TOHOPCKMIA XUMEPU3M, OOJIbHAS BBITIHCAHA
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U3 CTaloHapa, IPOBOIIIOCH aMOYIaATOPHOE JIeYeHIe
(TiepeTiBaHUe KOMIIOHEHTOB KPOBH, JIEYE€HIE XPOHUYE-
CKOW PEaKINU «TPAHCILIAHTAT MPOTHB XO35UHA ).

21 despasg 2018 r. mpu MPOMBIBAaHUH TIEHTPATTHHOTO
BEHO3HOTO KaTeTepa y MAIMEHTKU Pa3BUJIACh KIIMHU-
YyecKad KapTUHA CETTUYECKOTO TOKA, MOCTY KUBITAsT
ocHoBaHmeM g rociutanusanu B OPUT: rumep-
tepmust 10 40°C, A/l no 59/30 Mm pr. cT, Taxukap-
mus 1o 194 B 1 MuH, B apTepuaIbHON KPOBU KOHIICH-
Tparus jakrata 12,5 MMoJtb/J1, gedurut 6ydepHbix
ocHoBaHuil 10 -15 mMmosb/n. B ananuse KpoBu —
neiikoruTos 10 55 x 10° /1, rpomGormTer 117 X 10° /1,
remorsio6un 106 r/n. ITo JaHHBIM TPAaHCILYJIbMO-
HAJbHOW TEPMOAUJIIONUU — CEPAEYHBIN HHIEKC
3,96 n1/(MuH - M%), wHAEKC TEPU(DEPUIECKOTO COCY-
muctoro conporusierns 1 150 aun - ¢/cv. B moceBax
KPOBH U3 KaTerepa 1osyder poct Enterobacter cloacae.
KomnrenTpaiiusi poKabIIUTOHUHA CHIBOPOTKU COCTa-
Buta 49 ur/mir, C-peakTBHBIN Gestok 294 Mr /i1 (HopMa
1o 6 mr/m). bpiia HayaTa Tepanus KOJIUCTUHOM, UMU-
MUTHEMOM, Ba3011PEeCCOPHAs TePausl HOPaJIPEHAINHOM
(1,5 MKT/KT - MUH), TepaunpeccutoM (1,3 MKT/KT - 9).
B pesynsraTe mpoBoauMOl B TedeHUE 2 CyT Tepamuu
cocrosamre GONIBHON CTAOUIN3UPOBAIOCD, EIIE Yepes
1 cyt uHysus HOpagpeHaanHa Obljaa MpeKpaleHa,
AJl crabunmusnpoBasoch 6e3 BBeAEHUs Ba3ONPeECcco-
pPOB, HOPMaJIN30BAIACh TeMIepaTypa Teja, KOHIeH-
TpaIus JaKTaTa apTepuajbHON KPOBU YMEHBIIIIACH
110 1,8 Mmoub /11, eiikoruTos — 1o 14 x 10° /7.

Bompras mranunposanack k Bemucke u3 OPUT, ox-
HaKO Ha 6-€ CyT rOCTTUTAJIN3AINH Y Hee MOSIBUIIUCH TTPH-
3HAKU JIE30PUEHTAINHY B TIPOCTPAHCTBE, TAJLUTIOIIMHAIIAH.
Ha 7-e cyT pasBuiach anemMus (KOHIIEHTPAIUS TEMOTJIO-
OuHa KpoBU 52 T/J1) B OTCYTCTBUE KPOBOTEYECHUSI, 1IN~
301UThI 1%, BBIPAYKEHHBIN KOKHbIN TeMOPParnyecKuii
CUH/IPOM, OJIUTYPWU:I, a30TeMUsT (KOHIIEHTPAIUS Kpea-
TuaHA cBIBOPOTKH 300 MKMOJB/ ). B KOarymorpamme
He ObLII0 3HAYNMbIX OTKJIOHEHHI OT HOPMBbI (aKTUBHPO-
BaHHOE YacTH4IHOe TpoMboILIacTuaoBoe BpeMst (AUTB)
26 ¢, dubpunoren 1,8 r/1, mporpomobun mo Keuky
75%). Ilpn aBTOMaTudeckom mojcuere (POpMEHHBIX
3JIEMEHTOB KPOBM Ha JIBYX PA3HbIX CUETUUKAX KPOBU
KOJIMYECTBO TPOMOOIUTOB coctaBuio 155 X 10°/m1 u
113 x 10°/a1. ITockosibKy aHHble aHATU30B HE COOTBET-
CTBOBAJIU BBIPAKEHHOCTU TEMOPPArMYECKOTO CUH/IPOMA,
ObLJI TPOU3BE/IEH TOACYET KOJUIECTBA TPOMOOIIUTOB
o Mukpockornom — 13 X 10°/51, 1. e. anmmapatsr omu6o4-
HO TIOICYUTHIBAJIN B KQUeCTBE TPOMOOIIMTOB OCKOJIKU
KseToK. O6GHAPY/KEHO 3HAYNTENHHOE TIOBBIIIIEHNE CBO-
GOHOTO TeMOTI00MHA B TIa3Me KpoBu — 2 T/71 (HopMa
10 0,04 v/x), conepsxarme JI/II' B ceiBopoTtke 7 997 en/a1.
Ha ocHoBanum atux maHHbIX AMarHOcTpoBaHa TMA,
HayaTo JiedyeHne 1rasMadepe3oM B pesknMe IJ1a3Mo-
oOMeHa, a Ha CJIeYIONINe CYTKH, TIOCKOJBKY COXPaHSI-
Jlach aHypusi, — remonuaan3oM. C 11esblo yTOUHEHUS
npuuuHbl TMA KpoBb HamIpaBeHa HA WCCJIE0OBaHIE
akTuBHOCTH ADAMTS-13, K0oTOpas cocrasmiaa 50%,
yto uckmodasio TTII. /luaraoctupoBan al'YC, u HauaTa
Teparus 9Ky In3yMmaboM. B pesysisrate JiedeHusT KOH-
tienrpanust JI/IT causunack g0 1 659 e/, cBOGOAHOTO
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remMoryiobuHa rrasmbl — 10 0,3 /71, OTCY TCTBOBAJIN KJIH-
HUYECKHE MPU3HAKN TeMOJIN3a, KOJMYECTBO TPOMOOIIN-
TOB yBeMUMIOCh 710 124 X 10°/51. HecMoTpst Ha TpoBoO-
JIUMYIO TepaIuio, KyIUPOBABIIYIO TeMATOJOTHUECKUEe
nposiBiiernst TMA, cocrosiiue GOJIbHONW OCTaBaJOCh
TsKkeapiM. CrrycTs 43 ¢yT OT MOCTYILIEHUS B OT/ese-
HU€e PeaHnMAIUU OHA CKOHYAJIACh OT MH(PEKITMOHHBIX
OCJIOKHEHUT.

[TpencraBieHHoe HabGJMOAEHUE AEMOHCTPUPYET
TpyaHocTH auddepeHIInaIbHON TUATHOCTUKU TIPU
pazBuTuu cuagpoma TMA y manueHToB ¢ TOJUMOP-
6uanoi natonoruei. Pasrpannuenne al'yYC, cencuca
n /IBC cubHO 3aTpyZIHEHO TEM, UTO Pa3BUTHE T€MO-
JIN3a, TPOMOOIIUTOTIEHIH, IIOYEYHON HEIOCTATOUHOCTH
HabJTf01aeTCst TIPU MHOTUX 3a00JIEBaHUSIX, UMEIOIINX
Pa3JIMYHBIN TATOTEHE3, BKII0UAs epeuncieHHble [37].
[Tpumep onmcbIBaeMOI TAITMEHTKH CBUAIETETBCTBYET O
BO3MOKHOCTH Pa3BUTHS Y OJJHOTO U TOTO ke OOJIBHOTO
cemicuca, ocinoxuusIierocs cuaapomom [IBC u I'YC.

MaupenTra 3., 27 net

BoabimHCTBO aBTOPOB PEKOMEHYIOT PA3TPAHUYNBATD
JBC u al'VC [36, 37]. OxHako y G0JIbHBIX B KPUTIYE-
CKUX COCTOSTHVSIX ATH J[BA TIATOJIOTHYECKUX MTPOTIecca —
JIBCu TMA — moryT pasBuThcs oiHoBpeMeHHo. bosee
TOTO, HEMAJIO PabOT, B KOTOPHIX MMOKA3aHO, 4TO HEPEIKO
TpurrepoM Bo3HNKHOBeHNs TMA aBiseTca nabexnms
[9], BBI3BaHHAST CAMBIMU PA3TMIHBIMU TATOTEHAMHU — OT
Gakrepuii 10 rpu6os [8, 15], Bupycos [17], BUY [32],
MuKoOakTepuil TyGepkyJiesa [27]. B npeacraBieHHoM
Habmogennn tpurrepom al' YC siBuiicst KaTeTep-acco-
urpoBaHHbIii cerncuc (puc. 3). IToatomy, ecin y 60J1b-
Horo ¢ TMA n al'YC nmomo3peBaetcs/moKa3aH CETCuc,
KOMILTIEMEHT-0JIOKUPYIOTIast Tepanust T0JKHA TTPOBO-
JIUTHCSI OJJHOBPEMEHHO € Tepallheil cerncuca.

O6cyxaenne

[IpescTaBieHHble KIMHUYECKUE HAOJIIOMEHUST UILITIO-
CTPUPYIOT MPEUMYIIECTBEHHO TPAKTUYECKIE ACTIEKThI

Mapt 2017,
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>
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27 despana 20181,

28 despann 20181,
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peduumnt BydepHoix ocHoBaHWA go -15
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Hopmanwsauma AL

n MHBYIMK HO 1aNMHa

4

— 23 despana 2018,

CumMnNTOME! NOopaseHua LHC:
Ae30pHeHTaLMA
FannoUMHaLMM

AHanuz KpoeM:

nefkoumuTos Ao 55 x10%/n
TpomBouwTel 117 x10%n

remornoBun 106 rfn

NPOKANLUHMTOHWH CHIBOPOTHW 49 Hrfmn
C-peaKTWBHLIA Benok 294 mr/n

Noces KPOBM M3 KaTeTepa:
poct Enterobacater cloacae

TpaHCNyAbMOHANBHAA
TEPMOAUNIOLMA:

CI 3,96 n/muH m?
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Axemun Ge3 KpoBOTEYEHHA
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NN
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CrmepTh
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KOHUEHTpauuA ceoBogHoro
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TpomBouMTe 124 x10%/n
KOHUEHTpauuA ceoBogHoro
remornobuta e nnazme 0,3 rfa
NAT ceisopoTiu 1659 ea/n

Puc. 3. Anamnes nayuenmxu. Knunuueckoe nabmooenue No 2.
HIICC — undexc nepugpepunecrozo cocyducmozo conpomusnenust; OJII — ocmpouii aumgobracmmwlil 1€iKo3;
CH — cepdeunviii undexc; PTIIX — xponuueckas peaxyus <mpancniaHmanm npomue X03sauna>

Fig. 3. The patient s history. Clinical case no. 2

PVRI — peripheral vascular resistance index; ALL — acute lymphoblastic leukemia; CI — cardiac index;

GVHD - chronic graft versus host disease
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(KTMHUYECKHUE TIPOSBIEHMS, AJITOPUTM TUATHOCTUKY,
TTOIXO/IBI K JIEUEHUTO ) OTHOCUTEJIHO HOBOH 71 Bpaveid
AHECTE3MOIOTOB-PEAHNMATOJIOTOB TIPOOIEMBI — MPO-
6sembl TMA, 4acTHBIM BapUaHTOM KOTOPOil sIBJIsI-
ercsa al'YC. K coxkanennio, o HaCTOSIIEr0 BpeMeHT
Bpauam OPUT B nameii crpane sra mpobjeMa Majio
3Hakoma. O4eBUIHO, TOMY CYIIECTBYeT HECKOJIBKO
npuunH. Bo-mepBbix, peKocTb MHOTUX 3a00JI€BaHMIA,
OTHOCSIIUXCS K 9TOU rpymie, Bkiaodas u al YC [9]
(BOBMOXKHOCTD TOTO, YTO JIasKe ONBITHBIM aHECTE3U0-
JIOT-PEaHNMATOJIOT MOT PaHee He BCTPETUThHCS HU C OJ1-
HIM TTIO/JOOHBIM TTAIEHTOM ), BO-BTOPBIX, OJINHAKOBbBIE
KJIWHUYECKNEe MPOoIBIeHnus pa3audabix dopm TMA
(MATA, TpoMbGorToretus, oprantasi Auc@yHKIHS,
HEPEZIKO eOI0TUPYIONIAst OCTPHIM TOBPEKACHUEM MO~
YeK ¢ TOCJIeyIoNell TeHepaanu3aleii MUKpOaHTHOMa-
THYECKOTO MPOTIECCa, B KOTOPBII MOTYT OBICTPO BOBJIE-
KaThCsI ¥ JIPYTUE OPTAHBI, & X MOPaKeHUe 3aTeM OyIeT
JNOMUHUPOBATh B KJIWHUIECKOU KapTUHE, UMUTHUPYSI
OCTPYIO XUPYPTUUECKYIO, KapAHOJOTHIECKYIO WU
HEBPOJIOTUIECKYIO MATONOTHIO) [37], 94TO 3aTpyaHIET
MOCTAHOBKY HO30JIOTUYECKOTO JAMArHO3a. B-TpeThux,
4TO 0COOEHHO BaskHO st uarnocTrku al'YC, orcyT-
CTBHE eI IIecKIX Jab0PaTOPHBIX MAPKEPOB ATOTO
3abosieBanus [12]. Jlo HacTOSIIIET0 BpEMEHHU JAHArHO3
al'VC octaetcst amarnosom uckiaodenus [12], ycra-
HOBUTH KOTOPBIH MOXKHO, JIUIIb OTBEPTHYB JTUATHO3BI
MEPBUYHBIX U 11eJI0T0 psifia BTopuuHbix TMA [3], uTo
TpebyeT TIareabHOro cOopa aHaMHe3a, BKI0Yast He
TOJTPKO aHaMHe3 JKM3HU, HO TaKyKe HACJe/CTBEHHBIN
U aKyIIepCKuil aHaMHe3bl, yTIyOIeHHOro 06cTe10Ba-
HUS TAI[HeHTa C MPUMEHEeHNeM COBPEMEHHBIX J1abo-
PATOPHBIX ¥ UHCTPYMEHTAIBHBIX METOJIOB, KOTOPBIE,
K COXXAJICHWIO, He BCET/Ia 11 He Be3fie TOCTYIMHBL. TakmM
06pa3oM, OCHOBHBIMI MOMEHTAaMU B MPOIIECCE BEPH-
(pukanmu auarnosa al'YC gaBasioTcsa KoHncraTanus
TMA, uckmiouenne TTII u STEC-TYC [3, 12] ¢ on-
HOBPeMeHHBIM (hOPMUPOBAHUEM TIJIaHa 00CTIEIOBAHNSI.
N ecam nng yTouyHEHNS HO30JOTHYECKOTO AMATHO3a
MOTYT TIOTPeOOBATHCST BpeMst (KaK TIPABILIO, B IIPEIETaxX
3—7 nHeit) u caKeHHbIEe AeHCTBUS MYJIbTHANCITUTLIN-
HAPHOI KOMaH/bI CIEIIUATTUCTOB, TO JIJIST TUATHOCTUKU
TMA B ycnoBusix OPUT gocrarouno GbiBaeT HECKOJIb-
KKX 4acoB (He Gosee 1 cyT) U KBaINMUIIMPOBAHHOTO
Bpava aHEeCTe3M0JI0Ta-PeaHNMaTOJIOTa.

[Tonospenne na TM A 6azupyercst Ha HAJTUYUT TPOM-
GOIMTOTIEHNH U TEMOJIMTIHYECKO aHEMIH Y TTAIIHEHTa C
MIPU3HAKAMU OPranHo uchyHKIH (Yalle BCero — no-
paskeHue MoYeK WJIH 1IeHTPaJIbHOU HEPBHOU CUCTEMDBI,
OJTHAKO BO3MOKHO OZTHOBPEMEHHOE TIOPAKEHIE CEPIITIA,
JIETKUX, JKeJTyTOYHO-KUTIIEYHOTO TpakTa u ap.) [3, 37].
[Tozx TpoMOOIITOTIEHI €l TIOHUMAETCS CHIKEHUE YUCTTa
tpombotuToB Meree 150 x 10°/;1 umu GoJiee yeM Ha
25% OT UCXOMHOTO YPOBHS, €CJAU OH M3BeCTeH. Mu-
KPOAHTHOTIATHYECKUI TeHe3 TeEMOJIN3a yCTAaHABINBAIOT
Ha OCHOBaHWU OOHAPY’KEHUsI Yy TAIMEHTA ¢ AHEMUEN
Boicokoro yposust JI/IT Gosee 1% mu3onutoB B Mas-
Ke repudepruIecKkoil KpOBH, OTPHUIATETHHON TTPSIMON
pobsl Kymbca u, ecii JOCTYIIHO, PE3KO CHUKEHHON
KOHIEHTPAINH ranTorio6nHa cbiBOpoTku. CoueTamie
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MEePEYUCIEHHBIX TTPU3HAKOB TI03BOJISIET KOHCTATUPO-
Bath TMA [3].

[na nuddepeHTnaIbHON TUATHOCTUKU MEXKITY
al'VC u STEC-TYC MmexxayHapomHble 9KCIEPTHI pe-
KOMEH/IYTOT BBITIOJIHSITh AHAJIN3 KAJIa UJTA PEKTATBHOTO
MasKa Ha HaJmuue nmmra-tTokcuna Escherichia coli Bcem
60mpHbIM ¢ TMA, 01HAKO B KJIMHUYECKON IIPAKTUKE
9TO Yarie TpeOyeTCst TOILKO MAIHEHTAM C TPU3HAKAMU
MOPasKEHUS JKETYI0THO-KUIIIETHOTO TPAKTA, 0COOEHHO
¢ muapeeii [1, 3].

Pasrpannyenne al'YC u TTII ocnosano na omnpese-
seann aktuBHOCTH ADAMTS 13, MeTanmonporentassl,
pacIIerIsToNiei CBEPXKPYITHbIE MYJIBTUMEPDI (haKTOpa
dhon Busrebpania Ha Meskue (hparMeHThbl ¢ HIU3KOM
TpOM6OI‘eHHOCTbIOy YTO B KOHEYHOM UTOTE OTrpaHnYnNBa~
eT MUKPOIIMPKYJITOPHOE TpoMbooGpasoBanue. ledu-
IUT aKTUBHOCTYU (hePMEHTA UTPAET KJIIOUYEBYIO POJIb B
marorerese TTII, u ero 3nauenne menee 10% saBasgercs
JMarHOCTUYECKUM MapKepoM aToro 3abosieBanus [3].
[Tpu npyrux dopmax TMA, Brmouas al'YC, aktus-
Hocth ADAMTS13 60 HOpMasibHa, 1160 B pasHO
CTelleHU CHUKeHa, HO Beeria npesbitiaet 10%. AKTuB-
HocTh ADAMTS13 B GOJIBIIMHCTBE CIIy4YaeB MPSIMO
KOPPEJIMPYET C BHIPAKEHHOCTHIO TPOMOOIIUTOTIEHIH, B
CBSI3U C YeM TIPH YMEPEHHOM CHIKEHUH YHCIa TPOMOO-
1uToB (He Hiske 70 X 10°/71) ee onpeesieHreM MOXKHO
npere6peus [16]. TTockonbKy mccae0BaHe aKTHB-
Hoctu ADAMTS13 ne Bcerzia 10cTyIHO, a €ro BBIIOJI-
HeHMe 3aHUMAaeT B JiyulieM ciaydae 1 cyT, ¢ BBICOKOM
BepodaTHOCTHIO HckatounuTh TTII mo3BossgeT coyera-
Hue yncsa Tpom6onuToB > 30 X 10°/1 v nOBbINTEHUST
CBIBOPOTOYHOI KOHITeHTpaIuu kpeatnauHa = 200 MK-
Mo/ 1 [7]. OfHAKO M0 TMOMyYeHUs pe3yabTaTOB UC-
cJIeIoBaHust B JIIOOOM ciiydae HeoOXOAUMBI TpaHchy-
3WH CBEXKE3aMOPOKEHHO T1a3Mbl. B3siTne KpoBu Ha
uccaenosarnrie ADAMTS13 HeoOX0AMMO BbITTOJIHSTH
CTPOTO /IO HavaJia JieueH!sI CBEKe3aMOPOKEHHOM 11J1a3-
Moii [3].

YcranoButh auarHo3d al'YC co cTompomeHTHOU
TOYHOCTHIO, OE3yCTOBHO, TTO3BOJISIET TEHETUIECKOE
UCCIe/JOBaHe CUCTeMbI KoMIieMeHTa. OIHAKO It
€To BBITIOJHEHUST TPpeOyeTcss MHOTO BpeMeHu (He-
CKOJIBKO MECSIIEB), B CBSI3M C YeM B MOMEHT OCTPOTO
snuzona TMA ono Gecnosesto. Kpome toro, remneru-
yeckuil eheKT yaaeTcs UAeHTuMUINPoOBaTh JUITh y
50—70% marreritoB ¢ al YC, Tak 4TO Jaske BBITIOTHEHTE
uccae[oBaHus B OyyIleM He TapaHTHPYeT ero oOHa-
PY’KEeHUs, TPIUYeM OTCYTCTBUE My TaITUil He NCKITI0UaeT
muartosa al'YC [5, 13, 24]. Bepudukaruio 1anuoro
JlUarHo3a 3aTPy/HseT elle OJUH Ba)KHbII MOMEHT.
ITo coBpeMeHHBIM TIPEACTABIEHUSIM, TeHETUYECKAsI
AHOMAJTUSI CUCTEMbBI KOMILJIEMEHTA JIUITh MPEIPACIIO-
smaraeT K pazsutuio al' YC [3]. [lng peanmuzarnuu 2ok
MPEAPACTIONOKEHHOCTH HEOOXOMMMO BO3/IeiCTBIE
BHENIHNX (DaKTOPOB, ABJAONIXCSA TpurrepamMu TMA —
UHGEKINH, JIEKapPCTB, Ay TOUMMYHHBIX 3200JIeBaHUIT
(B EPBYIO OYEPEIb CUCTEMHAS KPACHAST BOTYAHKA UJTN
ADC), HO 0COOEHHO GEPEMEHHOCTH € €€ BO3MOKHbI-
Mu ocaoxkHeruaMu (mpeaxaamncusg, HELLP-cun-
IIPOM, KDOBOTEeUYEHUE, OTIepAaTHBHOE POIOpa3pelieHme
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u ap.) [12]. Pons B unnykiun al'YC MHOTOUMCTIEH-
HBIX aKyNIepPCKUX OCJOKHEHUH, CIeyIoNUX OHO 32
JIPYTUM B KOPOTKN TIepHO/l BpeMEH!, NILTTIOCTPUPYET
nepBoe KJIMHUYecKoe HabsroaeHne. XoTs 3abojeBa-
HIe IeOI0THPOBATIO TIPU3HAKAMU MTPEIKTAMIICHH, PO-
Jlopa3pernieHne He COMTPOBOKIATIOCH MOJOKUTENbHON
JUHAMHUKOHN B COCTOSTHUU MAIIMEHTKH, HAITPOTUB, T10-
cJeiHee HEYKJIOHHO YXYAINIATI0Ch, la’ke HECMOTPS Ha
CBOEBPEMEHHO HAYaTyI0 MHTEHCUBHYIO TE€PAIHIO, YTO
1 mano ocHoBanwue 3anono3puth al'YC yxe B 1-e cyT
nocJie pozioB. IlepeuniciieHtbie OCIOKHEHUST OepeMeH-
HOCTH CETOIHS PACCMATPUBAIOT KaK IOTIOJTHUTETHHBIE
KOMILIEMEHT-aKTUBUPYIOIIHE COCTOSTHIS, CIOCOOHbBIE
MPUBECTU K YPE3MEPHON aKTUBAIIMU KOMILJIEMEH-
Ta y TeHEeTUYEeCKU TpenpacnonoxeHHbx auil [30].
ITpu aTom caenyeT MOMHUTH, YTO MPEIKJIAMIICUSA U
HELLP-cunapom camMu SBISAIOTCS crieniunaecKuMU
«akymepckumuy» popmamu TMA [12], e TOIBKO KITH-
HUYeCKHe TPOABIEHUA KOTOPBIX aHajmorndubl al' YC,
HO ¥ TUCTOJIOTUYECKHe MPU3HAKH (TJIOMEPYJISPHBIH
AHJIOTENNO3) IEHTUIHBI TAKOBBIM TIPU TIEPBUYHBIX
TMA[16,19, 34]. To ke kacaercs u ADC — ero crienu-
(pmaeckmii, Tak Ha3bIBAEMbIH MUKPOAHTHOTIATHIECKITH
Bapuant — Katactpoduueckuii ADC, pazBuBaercs
BCJIEZICTBUE TTOBPEXACHUS HAOTENNANBHBIX KIETOK,
OTIOCPEIOBAHHOTO BO37ielicTBUEM aHTHU(oCchOTITN/I-
HBIX anTuTea [12]. 9T mpuMepsl TOJABKO TOATBEP-
K0T CTIOKHOCTH, C KOTOPBIMU CTATKUBAIOTCS BPAYU
OPUT npu nocTymieHnn B UX OTAENEHUS B3POCITBIX
marerToB ¢ TMA. /Iuddepenninanbias AmarnocTnka
TMA B meguaTpmyecKkoii MpakTHKe TaKKe UMeeT CBOU
0COGEHHOCTH, KOTOPbIE 3aCIYKUBAIOT OTIEIBHOTO OC-
BEIIeHIS.

HauboJee ciioxubiM B quddepeHnnaibHON [uarno-
ctuke TMA asnsercs pasrpanmdenne al YC u cericrca
¢ ABC-cungpomowm [37].

Bzanmootnomtenus al'YC u cemncuca, al'YC n
JIBC-cunapoma He 9acTo OCBENIAioTCA B IUTEPATYPE,
XOTSI TOYHBIN HO30JIOTHYECKUH TNATHO3 B 9THUX CIyJIasdx
0COGEHHO BaKeH, MMOCKOJBKY 0GecednBaeT CBOEBpe-
MeHHOe Hayajo afieKBaTHOW Tepamuy M OmpeeasgeT
TTPOTHO3.

Cericuc, ¢ 0HOM CTOPOHBI, MOKET SIBUTHCS TPUTTE-
pom I'YC, a ¢ mpyToii — ocstoKHSAET TeIeHNe TTOCTETHETO
[3], kax 2TO TPOM3OIILIO ¥ MTAIIMEHTKY B KIUHIIECKOM
Habmonenun Ne 2. B simteparype onvcanbl cydan
TMA, nngynupoBannble wHMeknuel. B peTpocmexk-
TUBHOM HCCJIEIOBAHWH, oXBaThiBatomnieM 10-seTHuit
HepHoI, IPUBEIEHO 65 TAIMEHTOB C Pa3JIndHbIME (hop-
mamu TMA (I'YC, al'YC, TTII), npuuem y 69% n3 aHrx
passutuio TM A mpenriecTBoBaa WHGEKIN, KOTOPYIO
aBTOPBI PAaCCMAaTPUBAIOT KaK (HhaKTOp PUCKa Pa3BUTHUS
TMA [9]. Hau6oJee yacto TM A Gblia HHIyIIMPOBaHA
GakTepuaIbHON MH(bEKINEH, BO3OYIUTEISIMUA KOTOPOI
6uL1H Streptococcus pneumoniae, Staphylococcus aureus,
Klebsiella pneumoniae, Escherichia coli [9]. Kpome Toro,
OTIVICAaHBI JIBA CJIyYasl CeTicuca y MalneHToK B BO3pac-
Te 23 u 49 Jser, BoI3BaHHbBIX Acinetobacter baumannii,
ocyoxkuuiuxcst TTII, aktusaocts ADAMTS-13 B
OJTHOM cJTy4ae ObLIa CTOJIb MaJia, 4To €€ OIPEIETUTh He
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YIAJI0Ch, @ B JIPYTOM cocTaBuiIa 4%. Y o0enx mannen-
TOK BBIsIBJIeHBI THTHOUTOPHI K ADAMTS-13 B KOHIIEH-
tpanusax 5 u 10 ex/miu coorBerctBerHo. OmybmnKoBa-
HO HaOmoieHne 69-1eTHel TAalMeHTKH C CeTITHYECKAM
IIOKOM, BBI3BAHHBIM MUKOOAKTEPUAME TyOepKyJiesa,
ocsoxkHUBIMUMCS pasButueM TMA [26]. Tpurrepom
TMA MOryT SIBUTBCSI HE TOJIBKO GaKTepuasbHbIE TTa-
TOTEHbBI, HO 1 BUPYChl. Ornucanbl ceMb ciydaeB TMA,
UHAYIUPOBAHHBIX [[UTOMEraJOBUPYCOM Y OOJbHBIX
1ocJie TPAHCIIAHTAIIMHU COJIUHBIX OPraHoOB, IPUYEM
s nedenust TMA TosbpKko y oHOTO ManuenTa mpu-
MEHSLIICS 9KyIM3yMal, Y OCTaIbHbBIX MAIlMEHTOB (-
ekt ObLI JOCTUTHYT B pe3yJibTaTe IIPOTUBOBUPYCHOI
Teparuu raHIUKJIOBUPOM UJTH (DOCKAPHETOM, a TAKKe
BHYTPUBEHHOTO BBE/IEHUST UMMYHOTJIOOYINHOB 1 T1JTa3-
MooOMena [17]. TMA gaBuiiach nepBbiM KINHUYECKIM
posIBIeHneM WHDeKIINY, BbizBanHol BUY, mpudem
pemuccust TMA focTurayTa ¢ MOMOIIBIO T1a3M000-
MEHOB UM aHTHpeTpoBUpycHoi Tepanuu [32]. Takum
o6pa3oM, achdexTrBHAST aHTHOAKTEPHATBHAST 1 TPOTH-
BOBUPYCHAs TEPAIHNS SBJISIOTCS 3aJI0TOM yCIIEITHOTO
nedennss TMA. Ilpeanonararor, uto 6aKTepraibHbIE
WJIN BUPYCHBIE TTATOTEHBI TIPUBO/IAT K TMOBPEXKIECHUIO
TPOMOOIIMTOB M SHAOTENHs, CIIOCOOCTBYSI Pa3BUTHIO
TMA y GoJIbHBIX, Y KOTOPBIX MMEIOTCS MPEAPAcIioia-
rajommue HakTopbl (AyTOUMMYHHBIE, TeHETIYECKHE,
JIeKapcTBeHHbIE U T. 11.) [9].

B npuBeieHHOM KJIMHUYECKOM HabTI0IeHUH Y 60JTb-
HOM TTOoCJIe TPAHCIIJIAHTAIIMN KOCTHOTO MO3Ta TPUTTe-
pom TMA aBuiics cercuc, BoI3BaHHbIN Enterobacter
cloacae. B 31011 CBsI31 1TpeICTABIISIET MHTEPEC IPUMEHE-
Hue 9Ky n3ymMada. Jledenne sy in3yMaboM TTOBbBITIAET
PUCK MEHMHTOKOKKOBOH MH(MEKIIVH, TOTOMY €r0 Ha3Ha-
YEHWIO I0JKHA MTPEIIIIECTBOBATH BAaKIIMHAIIMS ITPOTUB
MeHUHTOKOKKA. OiHAaKO y GOJIbHBIX MTOCJIE TPAHCILIAH-
TaIMX KOCTHOTO MO3Ta, MOJIyJafoluX MACCUBHYIO aH-
THOAKTEPUATBHYIO TEPAINIO, SKYIN3yMad MOKET Ha-
3HauaThCsl O€3 TPENIeCTBYOIIEH BaKIIMHAIIMN: HU Y
omuoro u3 30 GOJIBHBIX, TTOTYYABITUX 9KYIM3yMab 110
nososy TMA mocsie TpaHCILIAaHTAIIMY TEMOTIO3THUYE-
CKHUX CTBOJIOBBIX KJIETOK, HE BBISIBJIECHO MEHUHTOKOK-
kopoii uudexiwu [ 18]. C apyroii croponsl, cam 1o cebe
9KyJIM3yMab MOKET OKa3aThCst 3(h(HEKTUBEH B TEPAITHH
cericrca. AKTUBAIMST CHCTEMbI KOMIIJIEMEHTA SIBJISIET-
CsI OJTHVIM M3 ITATOTEHETUYECKNX MEXAaHU3MOB CETICHCa,
nostomy GJiokaga Cda cucTeMbl KOMILIEMEHTA MOKET
VIIYUIIUTh PE3yJIbTaThl tedenus cerncuca [21]. B axe-
MePUMEHTaX Ha KPbICAX JieUeHNEe MOHOKJIOHATbHBIM
anTu-C5a UMMYHOTJIOOYJIMHOM (aHAJIOT 9KYyJIM3yMada)
B MO/IEJT TPAMITOJIOKUTETBHOTO ¥ TPAMOTPUTIATEIBHO-
ro cericrca (IIYHKIUS ¥ JIMTUPOBAHME CJIETION KUTITKN )
3HAYKMMO TIOBBITIAJIO BbIKUBAEMOCTb 110 CPABHEHUIO C
JKUBOTHBIMHU, TTOJIYYABITUMU ITOJTUKJIOHAIBHBIT UMMY -
Horto0ysmH (72% nipotus 40% yepes 12 4 HabJrogeHust
u 63% npotus 37% depes 36 u Habsronenust) [21].

Ocobyto octpory mpobiema TMA mpuobpena ce-
TOJIHS B aKyIIEPCKOM MpakThuke. Pazobparhcsi B 9TUX
MIPUYMHHO-CJIE/ICTBEHHBIX CBA3SIX — CJIOKHAS 3a/1a4a,
Ha pellieHre KOTOPOH Y aHeCTe3U0JI0TOB-PEaHuMaTo-
JIOTOB B CHJTY TSIKECTH COCTOSTHUSI TIOIOOHBIX MaIMeH-
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TOB OTITyIIIEHO MaJio BpeMeHu. TeM He MeHee cieqyer
MIOMHUTb, YTO JIUXOPAJIKA Y TAITUEHTOB C XapaKTePHOI
tpuaznoit TMA TpebyeT 00s13aTeIbHOTO UCKIIOUEHMSI
cericuca [ 11], XoTs oBbIIIeHNE TEMIIEPATYPBI TeIa MO-
et HabsroaaTbest u ipu nepsudtbix TMA [36]. Baxk-
HBIM AuddepernanbHO-TMAaTHOCTHIECKUM TTPU3HA-
KOM MOJKET CJYKUTh BesmunHa A/l: 7151 TAIIUEeHTOB ¢
al'VC xapakrepHa aprepuajbHasi TUIIEPTEH3UsI, B O0JIb-
IITUHCTBE CIy4YaeB TsDKeasd WK 3J0KadecTBeHHas [ 3],
TOT/Ia KaK CENCUCY CBOWCTBEHHA apTepuasbHas THUTIO-
tensus [33]. Heo6XoanMo 0TMETHTB, 4TO MOBbIIIEHE
KOHIIEHTPAIINK B KPOBU MapKePOB CUCTEMHOTO BOCITA-
JINTEJILHOTO OTBETA, B TIEPBYIO 0uepesib C-peakTHBHOTO
Gestka, He Beerzia momoraet Mg depeHiimpoBaTh CEIICUC
u al'YC, MOCKOMbKY pa3BUTHE CUHAPOMA CUCTEMHOTO
BOCTIAJIUTENBHOTO OTBETA XapPAKTEPHO HE TOJIBKO JIJIs
TSKEJIOTO BocnajeHud [29], Ho u 11 reHepain30BaH-
HOTO UIIIEMUYECKOTO MMOBPEKIEHIUST OPTAaHOB B PAMKaX
TMA, onnako B mocjegHEM CJIydae BBIPAKEHHOCTH
CUHIPOMA CUCTEMHOTO BOCIIATTUTENHLHOTO OTBETA, KAK
npaBuiio, ObiBaeT MeHbineit [11, 22]. /Ipyrue nokasa-
TeJId, BaXKHBIE [ 9eTKOU anddepeHnnaabHON 1ua-
rmoctuku TMA u cericuca, npeacrabierbl B a6, 1
[3, 4, 11, 20, 31].

Kak jimnib y 15% marmentos ¢ [IBC nquarnoctupyior
TMA [37].

Huddepennmanphas guarnoctuka Mexay al'yYC
n /IBC upe3BbIaifHO TpyZHA HE TOJIBKO ITOTOMY, YTO
06a 3TUX CHHIPOMA MMEIOT CXOIHYIO KINHUYECKYIO
KapTHHY, HO ellIe ¥ TOTOMY, YTO HU /I OJTHOTO U3 HUX
HE CYIIEeCTBYET CETO/IHS eIMHCTBEHHOTO crelunduie-
ckoro abGoparopHoro Mapkepa [3, 14]. luarnos al'YC
BO3MOYKHO YCTAHOBUTDH TOJBKO MOCJE UCKITIOUEHUS
NIMPOKOTO CTEKTPa MEePBUYHBIX U BTOPUYHBIX TMA,
a nuarno3 JIBC-cungpoma cTaBUTCSA MO KOMIITIEKCY
J1abOPaTOPHBIX ITPU3HAKOB, XapPaKTEPUIYIOIINX Pa3HbIe
3BEHbsI CHCTEMbI TEMOCTa3a, IPUYeM TPOMOOIITOTIE-
HUS XapakrepHa B oboux caydasx [3, 12, 14]. Takum
obpasomM, nuddepennmanbiasa auarnoctrka al YC u
JIBC npexycmarpuBaeT 00s13aTeIbHOE UCCIET0BAHNE
KOATyJIAIMOHHBIX TECTOB U MapKepOB BHYTPHUCOCY-
JIMCTOTO CBEPTHIBAHUS KPOBU B AWHAMUKE Y JIOOOTO
nmaruenTa, moctynaioniero B OPUT ¢ momo3pennem
Ha TMA (tabu. 2).

Taonuua 2. Tuddepennuansuas guarnocruka TMA /al'yYC
u JIBC
Table 2. Differential diagnostics between TMA/aHUS and DIC

Taonuua 1. {uddepennuansuas auarnocruka TMA /al'yYC Nla6opaTopHbie TMA/AYC e
U celncuca nokasaresiu
Table 1. Differential diagnostics between TMA/aHUS and sepsis anTorno6uH CHUMEH HopMa
DrbprHoreH Hopma <2r/n
JlabopaTopHble MpoayKTbI
parop TMA/al'YC Cencuc poay Hopma noBblILEeHne
nokasarenu aerpagaunm pubpuHa
JNakTataernpgporeHasa | noBbileHWe HOpMa WK NOBbILEHNE HopMa un
D-anmep HOBbILLIEH noBblILIEHNE
lanTorno6uH CHUEeHWe HopMa
LLIn30UMTHI >1% <1% AHTUTPOMOMH I Hopma CHUXEHWe
C-pEaKTBHbIN 6EM0K HOpMa unun noBbiLLEHWE B 2 pa3a Bbllle A4TB HopMa 60”‘3?3:&“’;1;’5'\;: pasa
rnoBblLLEHNE HOPMbI P
MPOKANLUMTOHMH HopMa Gonee 2 Hr/mn MpoTpom6rHOBOE Hopma KPUTUYECKOE YBENIMYEHNE
Bpemsa 6onee 1,5

He menee coxxmas! Takske B3aumooTHotmenns al'YC
u JIBC-cunapoma, 0cOOEHHO eCJIN yUeCTh, 4TO MOCTIE]I-
Huii, kak u al'YC, xapaktepnsyeTcss pa3BUTHEM MU-
KPOIUPKYJISATOPHBIX TPOMOO30B € TPOMOOIIUTOTIEHUEN
norpebeHuss 1 MoJUopraiHoi quchyHknueit [37].
Opnaxo B otymmune oT al'YC, oCHOBHBIM 3BEHOM IIa-
ToreHe3a KOTOPOTO SBJSETCS KOMILIEMEHT-0TIoCpe-
JOBaHHOE TIOBPEKIEHUE IHAOTENNS U TPOMOOIIUTOB,
B ocHoBe /JIBC-cunapoma JeXUT aKTUBAINS T1J1a3-
MEHHOTO 3BeHa Koarysnuu u pubpunosnusa [23, 35].
NBC-cunnpom u al'YC MOTYT UMeTh 00TITHE TPUTTEPHI,
B YaCTHOCTH, 6EPEMEHHOCTD U €€ OCTOKHEHUS WU
uneknuu. [Tocaenrre crnocoOHbl aKTUBUPOBAThH HE
TOJIbKO CHCTEMY KOMILIEMEHTA, HO M CHCTEMY TEMOCTa-
3a 3a cyeT 0CBOOOKIeHNs GaKTepUaIbHbBIX JIMITOOJIN-
caxapw/I0B 1 TPOBOCTIAJINTENBHBIX ITMTOKIHOB [ 10, 28].
Cemnicuc moxet ctath Tpurrepom u JIBC, n al'YC, x0T,
6e3ycnoBHO, [IBC-cuHAPOM BCTpEUAETCsT CYIIECTBEH-
mo uvamie (mpumepro B 150 pas) al'YC [36, 37]. On-
HAKO CJIe[yeT MOMHUTb, 4To JMiobass TMA, BKoyast
al'YC, mepenko ocimoxkusercs pazsutueM /IBC, Torma

IIpn atom y nmanmenta ¢ al'YC, ocoxxHEeHHBIM
JIBC-cuHAPOMOM, KOArysiiiuOHHBIE TIOKa3aTes I Oy-
IyT cooTBeTcTBOBATH JIBC-cunapomy.

BriBoBI

TpoMmboTHYecKre MUKPOAHTHOTIATUH, MPEACTaB-
Jstione coboil rpymiry 3abojieBaHUil ¢ OJUHAKO-
BbIMU KJII/IHI/IKO'.T[360paTOprIMI/I IIpOABJICHUAMU U
MOPGOJOTUYECKUMU TTPU3HAKAMU TIPU PA3JIUIHBIX
MaTOT€HETUYECKUX MeXaHM3MaX, IIPEBPATUINCDH CE-
TOJIHS B CEPHE3HYIO OOIIEMEANITTHCKY IO TPOOIeEMY,
IS pelleHusl KOTOPOH HeoOXOAMMO O0benHeHne
yCI/UII/Iﬁ KJIMHUIIMCTOB PA3/IMYHBIX CHeHI/IaJIbHOCTef/}I.
[Mockoabky g muorux TMA, u B ToM 4ucie mis
al'YC, xapakTepHo TsKesn0e, mHOTAA (hyIbMIUHAHTHOE
TeyeHune, HEPEAKO Pa3BUTHE CHHAPOMA MOJUOPTraH-
HOIT HEIOCTaTOYHOCTH y3Ke B sebroTe 3abo/ieBaHusd,
O4Y€eBUAHO, UYTO BaXHasA POJIb B Me}KZ[HCHHHJIHHapHOfI
KOMaH/Ie CIIeIaJNCTOB, IPUHUMAIONINX y4acThue B
JIEYEHUN TAaKMX TTAlMEHTOB, MOJKHA IPUHALIEKATh
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aHecTe3noJoraM-peanumarosoraM. K coxanenuto, 10
HACTOSIIIEr0 BPEMEHHU TIOC/eAHNEe ObLIM MaJIo 3HAKO-
MBI ¢ 3a00JIeBaHUSIMU, BXOAIUMHU B Tpynmy TMA.
IT10 OBLIO 06YCIOBIEHO PEAKOCTHIO JaHHOTO BHUJA
MATOJIOTWH, CJIOKHOCTSIMU TUATHOCTUKHU, CBONCTBOM
KIAWHUYEeCKON KapTuHbl TMA MacKupoBaThCs MOm
6oJjiee yacThle ¥ MPUBBIYHBIE /IS Bpaya aHECTe3HO0-
JIOTa-peaHnnMaToJiora 3a00JeBaHus U UX OCJIOKHE-
Hus, B yactHOCTHU cericuc u JABC-curapom. OmgHako
cerojitsi, 6J1aroapsi COBEPIUIEHCTBOBAHUIO METO/IOB
JIMATHOCTUKU U IIOJXOL0B K JiedeHUIo O0JbHBIX TMA,
Bpaun OPUT mosyynam Bo3MOKHOCTD TOCTATOYHO
JUTUTENbHO HAOJI0JaTh UX, a 3HAYKUT, U YCTAHOBUTD
JIMarto3 TOTO WJIK WHOTO KOHKPETHOTO 3a00/IeBaHNUST
U3 3TOH TPyl ITO TPeOYET OT Bpaueil aHecTe3no-

JIOTOB-PEAaHNMATOJIOTOB PACIIMPEHNS 3HAHWH 110 MPO-
6eme TMA, ymenust B KOPOTKUHN CPOK 3aTI0I03PUTD
Y TIOJITBEPANTD MAarHO3 3TOTO CHH/APOMA, HAMETUTD
IJTaH HEOOXOAMMOTO JIJisi BepU(DUKAIINT HO30JI0TH-
YECKOTO [IMaruo3a 00caeI0BaHusl, TIPUHSTH PEIIeHe
0 He3aMeTUTEIbHOM Havaje «Teparuu IepBoH Jin-
HUW» — JIEYeHNN TPAHCPY3UAMYU CBEKE3AMOPOKEHHON
niasMel. Vimenno atoii nesm — Hayunthb Bpaueit OPUT
CBOEBpPEeMEHHO nuarHocTupoBaTth TMA — u cayxur
JTaHHAs CTaTbhsd, B KOTOPOH M3JI0KEHBI OCHOBHBIE TT0-
HATHUSA, OTHOCAHecsT K mpobieme TMA, oxapakre-
PHU30BaHbI €€ KJINHUKO-Tab0paTOPHbIE TIPOSIBIECHS,
Mpe/iCTaBJIeH AJITOPUTM ANarTHOCTUKY cuHApoMa TMA,
HaMeuyeHbl MyTH AuddepertnaabHol ANATHOCTHKA
TMA, cenicuca u JIBC-cunapoma.
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