Mudopmauns

18 ampeas 2014 ropa B Mockse cOCTOAAOCH 3acepaHne PocCHiICKOro SKCIIEpPTHOIO COBETA IO IMpobaeMe
TPOMOOTHUECKUX MUKPOAHITHOIIATHH, B COCTAB KOTOPOI'O BOIIAU IIPEACTABUTEAH BEAYIIHX POCCUUCKUX
HEe(POAOTHYECKUX IIKOA, B TOM UHCAE IIEANATPUIECKUX. 3aceAaHHe OBIAO ITOCBAILLICHO COBPEMEHHOM AU-
ArHOCTHMKE M ACYEHHIO ATUIIMYHOI'O FEMOAUTUKO-YPEMUYECKOIO CHUHAPOMA, OAHOTO M3 HEMHOTHUX Hedpo-
AOTUYECKHX 3a00ACBaHUI, BOIIEAIIINX B HACTOAIIEE BPeMA B CIIHCOK Op(aHHBIX 0oAe3Hel. Buumanue
K npobaeme TMA B Poccuu GbIAO IIPUBA€YEHO OTHOCUTEABHO HEAABHO, B CBA3HU C YEM I'AABHBIM (PaKTO-
POM, OFPaHH‘IHBaI-OH.IPIM YCIIEIITHYI0O AMATHOCTUKY N ACUCHHC, ABAACTCA HU3KaAA I/IHCI)OPMI/IPOBQHHOCTB
Bpaueii 00 3T0i rpymme GoAe3Hel. YUaCTHUKN SKCIIEPTHOIO COBETA, PYKOBOACTBYACH MEKAYHAPOAHBIM
OIIBITOM M HPI/IHHTI)IMI/I B paSHBIX CTPaHaX MI/Ipa HAITMOHAABHBIMHA PeKOMeHAaHI/IﬂMI/I, O6cyAI/IAI/I 3aAa-
un, croamue epeA Poccuiickum HedPOAOTHMUIECKHIM COOOIIIECTBOM B 00AACTH AUATHOCTHKY U ACUCHIUA
ATHUIIMYHOIO T€MOAUTUKO-YPEMUYECKOr0 CHHApoMa. Pe3yabTaToM paboThl 3KCIIEPTHOIO COBETA ABUAACH

PCSOAIOI_II/I}I, IIPEACTABACHHAA BAIlIEMY BHUMAHHIO.

Pe3ontoums skcneptHoro coeeta

no onNnTMMM3AuMn Noaxo[os K Tepanmm

ATUNUYHOIO FrEMOJTUTUKO-YPEMNYECKOTO CUHAPOMA
no utoram 3aceganus 18 anpena 2014 ropa, r. Mockea

B 3acepanumn SkcrieptHoro Cosera, NPUHSI/IN y4acTue CcrieAYyioLmne 3KCnepTbi:

Lnnos E.M., npo., a.M.H., Kosnoesckasi H.J1., npog., A.M.H., ImupoBa X.M, K.M.H.,
Ubirnu A.H. npog., a.m.H, 3BepeB [.B., K.M.H., TomunuHa H.A., npo¢., 4.M.H.,
CronapeBny E.C., a.M.H., lpokonenko E. U., npog., 4.m.H., Kaabak M.M., npoc., 4.M.H.,
Makaposa T.I1., npo@., A.M.H., MaHkpaTeHko T.E., k.M.H., l[eHepasoBa " A., K.M.H.,

My3ypoB A.J1., K.M.H., Karan M. 0., LLlaBknH A.J1.

Iean

VAydIlleHre KadecTBa MEAHIIMHCKON — ITOMOIIH
6oapuEM al 'YC B Poccniickoit Peaepariny, CHIKEHNE
CMEPTHOCTH B KOAUYECTBA HEOOPATUMEIX OCAOKHCHUH
y marmenToB ¢ al'VC. Paszpaborka Mep, IO3BOAAFOIITHX
CBOEBPEMEHHO OOECIIEUUTh ITATOICHETUYECKOH Tepa-
mueil 9KyAn3yMabOM BCeX OOABHBIX, HY/KAAFOIIIXCH
B HA3HAYCHHUM IIPCIIAPATA.

ATHIUYHBIA I'€MOAUTHKO-YPEMHYECKHI CHH-
Apom (al'YC) — cucremmoe 3aboAeBanme, OOGYCAOB-
ACHHOE HEKOHTPOAHPYEMOH aKTHBAIINECH AABTCPHATHB-
HOTO IIyTH KOMITAGMEHTA BCACACTBHE ICHETHYECKOTO
Aedekra (MyTAIIMM I€HOB, KOAMPYIOIIUX CHHTE3 OeA-
KOB-PETYASTOPOB CHCTEMBI KOMITAGMEHTA), THCTOAOTH-
YECKOI OCHOBOM KOTOPOTO ABAACTCS TPOMOOTHYECKAS
mukpoarrunonatusa (TMA). AI'VC npeacraBaser coboit
PEAKYIO ITATOAOTHIO (PACIIPOCTPAHEHHOCTD COCTABAACT
1 caywait ma 100 000 HaceAeHms), ITOPAKAFOIIYIO KaK
AETEH, TaK 1 B3POCABIX H XapaKTEPH3YIONIYIOCA IIPO-
IPECCUPYIOIINM TEYECHHEM M KpaiHe HeOAATOIpHAT-
HBIM IIPOrHO30M: 05%0 IAITHEHTOB YMUPAIOT HMAU AO-
CTHIAIOT TEPMUHAABHOH ITOYEYHOH HEAOCTATOYHOCTH
yiKe B TEYEHHE IIEPBOIO IOAA C MOMEHTA ITOCTAHOBKH
Aamarnosa. Heobparumoe mHapyrenue (pyHKLU/IH I10-
4eK, TpeOyrolee MPUMEHEHHUA AMAAUZHON TEPAIIHU,
HAM IIPOTPECCUPYIOIAA ITOYEYHAA HEAOCTATOYHOCTH
B HCXOAE IIEPBOTO SIIM30AA OOAC3HH PA3BHBAIOTCH Y
OOABIITHHCTBA IAIIMEHTOB HECMOTPA Ha IIPOBEACHIE
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maasmoodmena (I10) man nnrdysnit ceexesaMopoKeH-
soH maasmel (M), A0 HeAaBHETO BPEMEHH CAYKAIITHX
earHCcTBeHHBIME MeToAamu AedeHua al'VC. Oamaxo
IIAA3MOTEPAITUA HE MOKET OOECIIEUUTh CYIIECTBEHHOE
VAVUIIIEHHE IIPOTHO3a 3200ACBAHHUA: AO HACTOSIIEIO
BPEMEHH ITOKA3aTEAb CMEPTHOCTH cocTaafeT 32% 3a
mepuoA HaOAoAcHUSA 4,4 roaa.

Aazke B CAy9AX YCIEIITHOTO ACUCHUA IIEPBOI MaHU-
dpecranum al VC, y manueHToB B T€UEHUE BCEH KUHH
COXPAHACTCA PUCK PEIIHANBA 3200ACBAHUS C TCHEPAAU-
sareii TMA, 910 IPUBOAHT K Pa3BUTHIO MHOTOYHC-
ACHHBIX 3KCTPAPCHAABHBIX OCAOMKHCHUI, B TOM HYHCAC
nopaxennto [HHC, cepara, KeAyAOYHO-KUIIIEIHOTO
TPAKTa, ITOAKEAYAOTHOM KEAE3BI, AETKHX, KO/KIL.

TsxecTb KAMHWYECKAX IIPOABACHHE 1 BBICOKAS
cmeptHOCT 1Ipr al'YC orpaxaroT cymiecTBoBaHne He-
YAOBAETBOPEHHOM ITOTPEOHOCTH B ITOAHOIICHHOH Me-
AMIIIHCKON IIOMOIIH ITAIIMEHTAM C 3THM PEAKHM yIPO-
JKATOIIINM JKH3HH 3200 ACBAHICM.

B moaaBasrormem GoapIIHHCTBE peruoHoB Poccun
CHTYaIlHA OCAOKHACTCA OIPAHIYCHHBIMU BO3MOMKHO-
CTAMH IIPOBEACHUA AAOOPATOPHBIX MCCACAOBAHUE, He-
obxoanmMbIx AAf mAeHTHbmKAmH TMA u anddepen-
IIHAABHOH AHATHOCTHKH Pa3AMYHBIX €€ (pOpM, MAABIM
KOAHYECTBOM CIEIIHAANCTOB, 3HAKOMBIX C AAHHOM ITa-
TOAOTHEH H CIIOCOOHBIX B KOPOTKHE CPOKH YCTAHOBUTH
IIPABUABHEII HO30AOTHYECKHH AMarHo03. Bee a10 puso-
AUT K OTCPOYEHHOM ITOCTaHOBKE Anarao3a al 'V C u mosa-
HEMy HAYAAY AACKBATHOI ITATOTCHETHYECKOM TEPAIIHI,



9TO, B CBOIO OYEPEAb, ABAACTCA IIPUYUHON BBICOKOM
AETAABHOCTH ¥ DOABIIIOTO YHCAA MHBAAMAMZHPYIOIIHIX
OCAOKHEHHI Y AAHHOTO KOHTHHIEHTA OOABHBIX.

C 2009 r. HoBbIM TTOAXOAOM K AeueHmno al VC B Mewxk-
AYHAPOAHOI ITPAKTHKE CTAAO MCIIOAB30BAHHE IIPEITapa-
Ta DKyAH3yMa0, IIPOAEMOHCTPHPOBABIIIEIO B PAAE IIPO-
CIICKTUBHBIX KAMHIYICCKHX MCCACAOBAHHMI M PEAABHOM
KAMHIYECKON IIPAKTHKE BBICOKYIO 3(PMEKTUBHOCTD
1 OE30IIACHOCTD, YTO IO3BOAMAO KAPAMHAABHO H3Me-
HHUTb IIPOTHO3 3a00AEBAHHUA U HE TOABKO YMEHBIIHUThH
A€TAABHOCTD U IIPEAOTBPAIIATD TAKEABIC OCAOKHCHIH,
HO U YAYYIITHTD KAYECTBO KU3HH HAI[HECHTOB.

e Ilpemapar skyansymatb (Coanpuc®) ceroans spas-
eTCsl CAMHCTBEHHBIM CPEACTBOM IIATOTCHETUIECKOI
teparmu al VC. Dkyansymab mpeactaBadeT coOoi
IYMAHU3UPOBAHHBIE MOHOKAOHAABHBIC AHTHTCAQ,
HarrpaBAeHHbIe TPOTHB C5 KOMITOHEHTZ KOMITAE-
meHTa. CBA3BIBAACH C HHUM, IIPEHapat OAOKHpYyeT
pacrerracuue rmocacanero C5-koHBepTasoll, HHIU-
Oupya oopasopanne amacduroTokcnna Cba n Tep-
MUHAABHOTO KOMITAEKCA KOMITAGMEHTA — KOMITACKCA
membpannoit araka (MAK) C5b-C9, uro npusoaur
K OAOKaAe ITPOBOCIAAHTEABHOIO, IIPOTPOMOOTH-
YECKOTO U AMTHYECKOIO ACHCTBHA KOMIIACMEHTA,
IIPEAOTBPAITIAS ITOBPEKACHIE IHAOTEAHA C ITOCAE-
AYIOIIIIMHI TPOMOO3AMH COCYAOB MHKPOIIUPKYAS-
TOPHOTO PycAa U OOYCAOBACHHBIE HMHU THAKEABIE
AKU3HEyrpoKaromue ocAoxuenud. Ilpuvenenne
9KyAM3yMaba IIPHUBOAUT K OOPATHOMY Pa3BHTHIO
TMA n/HAN LIPEAYIIPEKAACT IIPOIPECCHPOBAHUE
HOPAKEHHA IIOYEK, YTO ITO3BOAAET ITAIIMEHTAM
¢ al'VC mpekpatuts TeMOANAAN3 HAH BOOOIIE H3-
OexKaTh AOPOTrOCTOAINEH 3aAMECTUTEABHOM IOYed-
HOH Teparmm.

o DKyAn3yMaO TaKKe IPEAYIIPEKAACT TEHEPAAHBAIINIO
TMA ¢ pasBuTHEM 3KCTPAPEHAABHEIX OCAOKHEHHI
y marueHToB ¢ al'VC 1 KapAMHAABHO YAYYIIIAET Ka-
YECTBO UX KH3HU.

e DxyAusymad 0OECIICUHBACT BO3MOMKHOCTD BBIITOA-
HEHUs TPAHCIAQHTAIIIH ITOYKH marpeHTaMm ¢ al'VC
B cayuae passurua TXIIH, npeaorspaman penman-
BHPOBAHIE OOAC3HU B TPAHCIIAAHTATE IIPU HAYAAC
AedeHHe eIé AO BBIITOAHEHUS IIEPECAAKH HAH KY-
IEPYs Pa3BUBIIMICA B IIEPECAKEHHOM OPraHEe pe-
IIHAUB.
3aBepIIEHHBIE K HACTOAIIEMY BPEMEHH KAMHIYE-

CKHE HCCACAOBAHUA II0 H3y4eHHIO 3(hEKTUBHOCTH
1 OE30ITACHOCTH 3KyAn3yMaba IIPOAEMOHCTPUPOBAAM,
9YTO paHHEE IPHUMEHEHHE IIPErapaTa CIOCOOCTBYET
AVHIIIEMY BOCCTAHOBACHUIO (PYHKIIHHI ITOYEK BIIAOTB AO
€ ITOAHOM HOPMAAU3AITHN

3aaepixka ¢ ycranopaeHueM AuarHosa al'VC m, co-
OTBETCTBEHHO, OTCPOYEHHOE HAYAAO AAEKBATHOMN Te-
paImm, HAIIPOTUB, YACTO IPUBOAHT K HEOOPATHMOMY
HMOPAKEHHUIO IOYEK UAU AQKE CMEPTHU ITAIINEHTA B Te-
YeHHE IIEPBOrO TOAA OT HadaAa 3aDOAEBAHHA BHE 3a-
BHCHMOCTH OT IIPOBOAUMOM IIAA3MOTEPAIIHI AQKE IIPH
HOPMAAUBAIUH T€MATOAOTHYECKUX ITOKA3aTEACH. DTH
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daxropsr 00yCAOBANBAIOT HEOOXOAUMOCTH Oe30TAAra-
TEABHOTO HAYAAA TEPAIINU dKYAH3YMAOOM KaK y ACTEH,
TAK U Y B3POCABIX IIAIINEHTOB C BEPOATHBIM AMArHO30M
al'VC. DddextuBHOCTD TAKOTO IOAXOAQ AOKA3aHA
OITBITOM MHPOBBIX 9KCIIEPTOB B OOAACTH AMATHOCTHKH
n Teparmn al'VC, HaIEAIIIIM OTPaKEHNE B PAAEC Ha-
IIHOHAABHEIX PEKOMEHAAIHH, OIYOAMKOBAHHBIX K Ha-
CTOAITIEMY BpPEeMEHH (B 9aCTHOCTH, (DPAHIIY3CKUX, HC-
IIAHCKNX, AHTAMFCKUX M TYPEIKUX).

C y9eToM BBIIIEH3AOKEHHOTO, SKCIIEPTH CUHTAIOT
HEOOXOAMMBIM PEKOMEHAOBATH CACAYIOIINE MEPHI, Ha-
IPABACHHBIE HA YAVUIICHHE KA4eCTBA MEAHIIMHCKOM
nomornn 60oabHEIM al'VC B Poccniickoit Peaeparum,
CHIUKEHHE CMEPTHOCTH H KOAMYECTBA HEOOPATHMBIX
OCAOKHEHHH y maruenTos ¢ al' VC:

1) C meapro yckopenns mponecca AuddepeHm-
AABHOM AMATHOCTHKH BCEM BHOBDH BBIABACHHBIM
IAIIICHTAM C KAUHHYECKUMH B AAOOPATOPHBIME
nposBAenuaME TMA A0 HagaAa TAA3MOTEPAITHH
nccaepoBats aktuBHOCTE ADAMTS 13 Anf mc-
KAIOYEHHA TPOMOOTHYECKOH TPOMOOIIHTOIICHH-
geckoit yprypsr (I'TTI), a Take C3 u C4 dax-
TOpEl KomItAeMenTa. [lanmenTam ¢ mpusHakamu
nopaxerus /KKT, B ocobeHHOCTH, IIPH HAAMYIHH
Anapen, BRIIOAHUTD TecTsl Ha [Iura-Tokcnn and
uckarouenus STEC-I'VC. Aas obecriewenus Ao-
TICTHYIECKON M TEXHITIECKOM ITOAACPKKI B YCKO-
PEHUA TIOAYICHUA PE3YABTATOB 110 BO3MOMKHOCTH
IIpUOEraTh K IIOMOIIH COIIMAABHO OTBETCTBEHHO-
ro 6usHeca, HAATOTBOPUTEABHEIX (DOHAOB U IIa-
IHEHTCKAX OPTaHU3AIINIL.

2) C 1eABIO CHIKEHHA CMEPTHOCTH M KOAMYECTBA
TAKEABIX ITOYCYHBIX U BHEIIOYCYHBIX OCAOKHE-
HHH BCEM IMAIlHEHTAM C KAHHHYECKUMH U A200-
paropueivu npossaeanamu TMA mocae B3ATuA
00pA3IOB KPOBH AAfl AHAAH30B AOAKHA OBITH
HEMEAACHHO HAYaTa I1Aa3MOTEPAITUA IIPEAIIO-
YTHTEABHO B PEKIME ITAA3MOOOMEHA, 4, B CAyJae
HEBO3MOKHOCTH IIPOBEACHHSA ITOCACAHETO, B pe-
KuMe MH(Y3HiA. Y HAIMEHTOB C ITOAO3PEHHEM
Ha al'VC npu codeTaHnu ocTpoil IoueuHol He-
AOCTATOYHOCTH, TPEOYIOIIEH 3aMECTUTEABHON
nouevHoI Teparmn, ¢ nopaxerneM LHHHC (cyao-
poru, KoMa), IIEA€COODPAZHO HAYNHATD TEPAITHIO
3KYAH3YMaOOM AO HOAYVYCHHS PE3YABTATOB BbI-
IIIETIEPEINCACHHBIX AHAAH30B.

3) V maruenros ¢ akrusHOCTEI0 ADAMTS13 BBIIIE
5% n OTpHIIATEABHBIMH TECTAMH Ha ITHIa-TOK-
CHH, TA€ IIPUMEHHIMO, HEOOXOAHMMO HE3aMEA-
AMTEABHOE HA3HAYECHHE IIPEIApaTa IKYAH3yMad
(Coanpuc®) B COOTBETCTBAM € MHCTPYKLHMEH 110
MEAMITHHCKOMY ITpUMeHEHHIO. B cAydanx mepos-
MOKHOCTH HEMEAAECHHOTO HCCAEAOBAHUSA AKTHB-
wocru ADAMTS13 y manumenra ¢ kpaiiHeil -
KECTBIO COCTOAHMUSA, OOYCAOBAMBAFOIICH yIpo3y
KH3HH FAU BBICOKHI PHCK TAKEABIX IOYEUHBIX
U/MAM BHEIIOUCYHBIX OCAOKHEHHIL, HCIIOAB30-
BATB IIPABUAO, B COOTBETCTBHH C KOTOPHIM 3HAYE-
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Hus KpeatnHuHa ChrBopoTKH >150-200 MkMOAB/ A
(1,7-2,3 Mr/AA) B COYETAHMH C YHCAOM TPOMOO-
mroB >30 000/MKA IIPAKTUYECKH HCKAFOYAIOT
Anarzo3 TTTI, Aafl IpUHATHA pEIIeHns O HA3HA-
YEHHN 9KyAU3yMaOa.

4) Ha mpoTsKeHHH BCETO IIEPHOAA OKHUAAHHA ITO-

CTYIAGHHUA IIPENapaTa IIPOAOAKATH ITAA3MOOO-
MeH AHOO HHQY3UH [TAA3MEL B 4ACKBATHBIX 00Be-
Max.

5) B caydasx, koraa B mporiecce IpOAOAKAFOIIETOCHA
AuddepeHIIIAAPHO-AUATHOCTHYECKOIO  IIOUCKA
BBIABAAIOTCA 3200AEBAHUA U COCTOSHUA, CIIOCOD-
mele ObrTh IpuyuHOH Bropmynoii TMA (BUMY,
CKB, anTrd0chOANITHAHBIT CHHAPOM, 3AOKaYe-
CTBEHHBIE HOBOOOPA30BAHMA, IIPHEM MEAMKAMEH-
TOB U T.IL), Auarao3 al'VC mokeT OBITB HCKATO-
YCH, TEPAIIMIO dKYAU3YMAOOM CACAYET OTMEHHTb
U HAYATH CHEII(DHICCKYIO AA ALATHOCTHPOBAH-
HOTO 3a00A€BAHMS/ COCTOSHUS TEPAIIHIO.

0) AAfl BHEAPEHHA BBIIIECIIEPEINCACHHBIX PEIIICHIUIH
U PEKOMEHAALIMH B KAHHITYCCKYIO IIPAKTHKY He-
ODOXOAHMA CKOpEHIIaa pa3paboTKa KAMHUYECKHIX
IIPOTOKOAOB (PEKOMEHAAITHIA) 110 AupdepenIn-
aabHOM AmarHocruke u Teparmu al'YC ¢ mocae-
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AVIOIIHM HX Pa3MEIIEHUEM AAfl OOCYKACHUA Ha
caiitax HOHP u PAO B mae 2014 1., yrBepixae-
nueM u HaupasaeaueM B M3 P® B cootBercTBIM
C PErAAMEHTOM.

7) Aas obecriedeHne KOOPAHMHAIIMOHHOM, METOAH-

9YECKOI 1 0OPa3oBATEABHON ACATEABHOCTEH B 00-
Aactn AmarHoctuky u Aedenud al 'VC kax y Aererd,
TaK U y B3pocabx manuertos PP, meobxoanmo
CO3AAQHHE CHCTEMBI YIIOAHOMOYEHHBIX IKCIIEPT-
HBIX IIEHTPOB, PabOTY KOTOPBIX OYAET KOOPAMHI-
poBatb PeAcpaABHBII SKCIIEPTHBIH IEHTP Ha Oase
KAMHUKN HeDPOAOTHH, BHYTPEHHHUX H I1podec-
cnonaApHbIX OoAesHeit 1 MI'MY nm. .M. Ceue-
HOBA.

8) AAfl IIOBBIICHUA OCBEAOMACHHOCTH Bpadeil

PASAMYHBIX CIEIIMAABHOCTEH M VAYUIIICHHSA BbI-
apademoctn marmentoB ¢ al'VC nHeobxoanmo
pa3paboTaTh OOPA3OBATEABHYIO IIPOIPAMMY AAS
Bpadeii-He)POAOIOB, I€MATOAOIOB, PEAHIMA-
ToAoroB n neanarpos 1o teme TMA m al'VC
U B XOA€ OOYYAFOINUX MEPOIPHATUI AOOUBATHCH
BHEAPCHISA KAHHHYECKAX IIPOTOKOAOB B PEAAb-
HYIO KAMHIYECKYIO IPAKTHKY.



