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(BHE 3aperucTpUPOBAHHBIX MOKA3aHUN Ui 1eTeil — 3pPeKTUBHOCTD U 6€30MaCHOCTh HEIOCTATOYHO
H3Yy4YEHBI)

HIIBII — HectepouHbie MPOTUBOBOCHAIUTENBHbBIE U IPOTUBOPEBMATUYECKUE TIPETIapaThl

[1B — npoTpoMOUHOBOE BpeMst

PHCK — peakue HapyiieHusi CBEpThIBaHUS KPOBU

C3II — cBexe3amMOpoKEeHHAs 1a3Ma

T® — TkaHeBOH hakTop

TB — TpoMOuHOBOE BpeMst

IMHC — ueHTpanpHas HEpBHAs CUCTEMA

FIl — ¢baktop cBepThiBaHus KpoBu II

FVII — dakrop cBepThiBanus kpou VII

FVIII — dakrop cBeprhiBanus kposu VIII

FIX — ¢akTop cBepThiBaHus KpoBU [X

FX — ¢akrop cBepThiBaHus KpoBU X

ISTH — Mexnynaponnoe OobmiectBo mo Tpom603y u I'emoctasy

rFVIla — snrakok anbda (akTuBUpoBaHHBIN)** ((akTOp cBepThIBaHUS KpoBU VIla)

TepMI/IH])I H onpecacjacHus

bonesnus Crroapra-Ilpayspa — nepuuut paktopa cBepThIBaHHUS KPOBU X.
I'emapTpo3 — KPOBOM3IUSHUE B MOJIOCTh CYCTaBa.

Ctpanuua 1 u3 27


http://disuria.ru/

KnuHnyeckne pekomeHgauun — Pegkve koarynonatum: HacrneacTBeHHbIM aemunt daktopos ceepTbiBaHus kposu Il, VII, X — 2023-
2024-2025 (28.04.2023) — YT1BepxaeHbl MuHagpasom PO

I'emaTomMa — OrpaHMYEHHOE CKOILJICHHWE KPOBHU IIPU 3aKPBITBIX U OTKPBITBIX IOBPEKICHUAX
OpPraHoOB M TKaHEH C Pa3pbIBOM COCYAOB, B PE3yJIbTaTe 4ero oOpas3yercsl MOJIOCThb, COJEprKallas
KUJKYIO WU CBEPHYBIIYIOCS KPOBb.

I'emaTypus — HaJTMYUE SPUTPOLIUTOB B MOYE CBEPX (PH3UOTIOTHUUECKUX HOPM.

I'emocTaTndeckas Tepanus — Tepamnus, HallpaBJIeHHas HA OCTAHOBKY KPOBOTEUYEHHUSI.

I'umonpokonBepTHHEMHS — IeUIHT (haKTopa cBepThiBaHus KpoBu VII.

I'umonporpomOuHemMus — neduut Gakropa ceepTeiBaHUS KpoBH 1.

JucripoTpoMOuHEMIEs — QYHKIIMOHAIbHASL HEIOCTAaTOYHOCTH (DakTOpa CBepThIBaHMs KpoBH 1.

Koarynonarus — HapyleHre B CBEPTHIBAIOLIEH CUCTEME KPOBHU.

@dakTop CBEpTHIBAaHUS KPOBU — O€JIOK, COJAEpKalluiics B IJja3Me€ KPOBH U TpoMOOLUTAX,
Y4aCTBYIOIIUHI B CBEPTHIBAHUN KPOBH.

1. Kparkas wundopmanusi nmo 3a00/IeBAHHI0 WJIH COCTOSIHUIO (TPyNIbI
3a00J1eBAHNI1 WJIM COCTOSTHUI)

1.1. Onpenenenue 3a60/ieBaHNs UM COCTOSTHHS (TPyNINbI 32001eBAHUI WU
COCTOSTHMH)

HacnenctBennsiii aepuuur ¢akropa ceptbiBanus kpoBu Il (rumomporpomOuHemus) —
reMopparndeckoe 3a0oJieBaHUE, XapaKTEPU3YIOUIEeCs] CHIKEHHEM aKTHBHOCTH TPOTPOMOHMHA B
IUTa3Me,  BO3HUKAIONIMM  BCIEJACTBHE  T'E€HETHYECKHX  Ae(PEeKTOB,  0O0YyCIaBIMBAIOIINX
KOJIMYECTBEHHBIE (TUITOMTPOTPOMOMHEMHUS) WIIH Ka4eCTBEHHBIE (JMCTIPOTPOMOMHEMHUSI) HAPYIICHUS
(dakropa cepteiBanus kposu II (FII).

HacneacrBennsrit nedunut ¢akropa cBepThiBaHUs KpoBH VII (THIIOMpPOKOHBEPTUHEMHS) —
reMopparuiyeckoe 3a0oJyieBaHHE€, BO3HHUKAIOIEE BCJIEICTBUE T'€HETUYECKH OOYCIOBICHHOTO
CHWKEHUS aKTHBHOCTH (aktopa ceepThiBanus kpou VII (FVII) B mnazme.

HacnenacrBennbrit  gedunut (Qaktopa cBepThIBaHUA KpoBH X — TeMOpparudeckoe
3a00JieBaHMEe, BO3HHUKAIOIIEE BCIEACTBHE T€HETUYECKH OOYCIOBJIEHHOTO KOJMYECTBEHHOTO WIIN
KadecTBeHHOro aedexra FX, mpuBosiero kK CHmkeHuio aktuBHOCTH FX B masme [1].

1.2. DTHojioruss W mnAaToreHe3 3a00JieBaHUSI MJIH COCTOSIHUSL (TPyNIbI
3a00J1eBaHMii MJIH COCTOSTHHIA)

K penxum nHapymenusim cBeptbiBanusi kpoBu (PHCK) oTHOCST MOHOreHHBIE KOaryiaomaTuy,
BBI3BaHHbBIC NE(UIUTOM IJIa3MEHHBIX OEJNKOB, YYacTBYIOIIMX B TeMOCTa3ze, HE OTHOCALIHECS K
6one3nu Bumnebpannga u remodunnu A unu B. PHCK BkitouatoT HacieqcTBEHHBIE Ne(DUITUTHI TN
aHomanuu (pubpuHorena, nmporpomouna (pakropa II), pakropoB cBepreiBanus xkporu V, VII, X,
XI, XII, XIII. Bce st HapyuieHHS B MOJABISAIONIEM OOJIBIIMHCTBE CIy4aeB MPHUBOIAT K
HapymeHusM GopmupoBanus GudpuHa [2].

[Mpuunnamu pazsutuss PHCK  sBnstorcs, Kkak mpaBWIIO, pPEIECCUBHOE HacleAOBaHUE
YHUKAQJIBHOTO HApyIIeHUS WIW PEAKUX HYKICOTHIHBIX HM3MEHEHHH B TEHax, KOJIUPYIOIINX
KOaryJmsiiiMOHHbIE  (akTOpbl, uIW B OenkaXx, HEOOXOJUMBIX Ui TMOCTTPAHCISIIUOHHBIX
Moaudukanuii nanueix ¢paktopoB. PHCK nanbonee pacmpocTpaHeHbl B 3THUYECKUX TPYIIMax, B
KOTOPBIX IPUHSTHI OJU3KOPOICTBEHHBIE OpaKu, BCIEICTBUE OOMBIIIEH BEPOSITHOCTH TOMO3UTOTHOTO
HOCHUTENLCTBA AeeKTa reHa.

Ony6nukoBannsle omucanus PHCK 10 HemaBHero BpeMeHHM HCTOPHYECKH COCTOSIIM W3
WCCIIEIOBAaHUHN CIy4ail-KOHTPOJb WM MAJIOYHUCICHHBIX KOTOPTHBIX HccienoBaHuil. OjHako, B
TedeHue nocyieqHux 10 JeT mosBUIOCh HECKOIBKO CTIeU(PUUECKUX PErUCcTPOB [2-7], MO3BOIUBIINX
ynyumiute noHumanue PHCK. Coznanme wmexaynaponHoit 6a3st PHCK  cnoco6ctBoBao
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OTIPENICNICHUIO YETKUX J1a0opaTopHbIX KputepueB TspkecTH OonbimnHcTBa PHCK, KOTOpBIE OBLIH
paspaboTansl o srugoi Mexaynapoanoro O6mecrsa mo Tpom6o3y u I'emocrazy (ISTH) B 2012
rojuy.

HacnencrBennsiit nepunur dakropa ceepriBanust kposu Il (mporpoMOuHa) — ayTOCOMHO-
perieccuBHoe 3aboneBanue. Xapakrepuctuka: FII — rimkonporenn, oOpasyercs B IEUYEHU B
npucyrctBud BuTamuHa K. Ilog BiusHMEM aKTHMBUPOBAHHOTO (pakTopa CBEpPTHIBAHUSA KpPOBH X
(FXa) B mannuupyromeii (haze xoarynsnuoHHOTO Kackaja ¥ MpoTpoMOnHa3HOTO KoMIuiekca ((paza
aMITUUKAIMA) T[EPeXOauT B TpPoMOMH. TpomOWMH, B CBOIO OdYepenb, AKTUBUPYET Ipyrue
IUTa3MEHHBIE OCJKM CBEPTHIBAHUS KPOBM M TPOMOOIMTHI C KOHEYHBIM (HOPMHUPOBAHHEM
¢ubpunoBoro crycrka. Kpome Toro, TpoMOMH y4acTBYeT B aKTUBAI[MM HHTHOUTOPOB CBEPTHIBAHHS
KpPOBH M B peryiasiuuu GpudpruHonmsa.

Hedpunur FII oGycnosnen Bapuanusmu B F2 rene, koTopelii koaupyer nporpomOuH. He
CYIIECTBYET TMpsAMOW Koppesiuuu Mexay F2 renorunom u  deHoturnom 3aboJieBaHUS.
I'emocraTnuecku nocratounslidi ypoeHb FII cocraBisier okono 40%. Ilepuon nomyseiBeaenust FII
— okoJ10 60 yacos.

HacnenctBennsiit nepunut ¢akropa cBepThiBaHus KpoBu VII — ayrocOMHO-perecCHBHOE
3abonieBanue. Ousnonornyeckas poib FVII 3akimoyaercs B MHUIMALMK IPOLIECCa CBEPTHIBAHUS
KpPOBU B 30HE MOBPEXJIEHUS COCYAUCTOM cTeHKkH. B xomruiekce ¢ TkaneBbIM (aktopom (TD), FVIia
aktuBupyeT FX u FIX, yyacTByromux B reHepaiuu TpoMOHHa.

ITepuon mnonyswiBenenuss FVII cocraBmsier 4-6 wyacoB. JlocTaTOUHBIM TIeMOCTATHYECKHUM
ypoBeHb — He MeHee 10%. [Ipu TsxenbIx TpaBMax KIMHHUYECKH 3HAYMMOE KPOBOTEUEHUE MOXKET
pa3Butbcs npu aktTuBHocTH FVII 605ee 20%.

HacneacrBennbrit nedunut ¢akropa CBEPTHIBAaHUS KPOBH X — ayTOCOMHO-PEIIECCHBHOE
3a0oneBanne. AxtuBamuss FX MpoucxoauT B MHUIMHUPYIOUIEH (a3ze CBEPThIBAHUS KPOBU MIPH
yaactu  koMmruiekca T®d-FVIla w B dasze ammmpukaiuu ¢ TEHAa3HBIM KOMILJIEKCOM.
AxtuBupoBannbeiii FX (FXa) u ero xodakrop, dakrop cBepteiBanus kpoBu V (FV), BxomsaT B
COCTaB MPOTPOMOMHA3HOTO KOMILIEKCA, KOTOPBIN aKTUBUPYET MPOTPOMOUH.

ITepuon mnonyBeiBeaeHuss FX cocraBiaser 30-50 wacoB. JlocTaTOuHbId TreMOCTaTHYECKHUM
YPOBEHB: KPOBOTEUCHHUS HE HAOIIOIAIOTCS Yy JIMI] ¢ akTUBHOCTBIO FX > 40% [8].

1.3. DnuaemMuosorus 3a001eBaHUsA MM COCTOSIHUS (Tpynnbl 3a00JieBaHuUi
WJIM COCTOSIHUM)

PacripoctpaneHHOCTh  HaclieZICTBEHHOTO JeduiuTa ¢akTtopa cBepTbiBaHus KpoBu 1l
(mpoTpombuHa) B GosbinHCTBE cTpaH coctapisgeT 1:2000000 naceneHusl.

Pacnipoctpanennocts runonpokonseptuaemMud — 1:300000-500000 HaceneHwus.

CpenHss pacnpoCTpaHEeHHOCTh CIopaguueckux (Gopm HaciencTBeHHoro aeduuurta ¢axtopa
cBepThiBanus KpoBH X coctapisger 1:1000000 nacenenus [1].

1.4. OcobGeHHOCTH KOXUPOBAHUA 3200/ieBAHMS WJIH COCTOSIHUA (TPYyNIIbI
3a00/ieBaHUIl MM COCTOSIHUI) 10 MeKIYHAPOAHON  CTATHCTHYECKOM
kiaaccupukanum 60Jie3HeH U MPodJeM, CBI3aHHBIX €O 310POBbEM

D68.2 — nacnencTBeHHbINH AeUIUT Ipyrux (PakTOPOB CBEPTHIBAHUS KPOBU
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1.5. Knaccudpukanus 3a00/1eBaHUSI WIN COCTOSIHUS (TPynnbl 3a00J1eBaHUM

WM COCTOSTHUI)

CymectByer 3 ¢opmer Tspkectu PHCK B 3aBucumoctm ot aktuBHocTH FII, FVII, FX,
omnpenenseMoit madoparopuo (tads. 1) [9].

Tabmuma 1. ®opmer PHCK mo crenenu Tspkectr

@DakTOp CBEPTHIBAHUS ®opma 3a0601eBanMs (110 AKTUBHOCTH (PAKTOPOB CBEPTHIBAHUS
KpOBH KpoBH, %)
TSKeNas CpeIHel TshKecTH Jerkast
Fll HE OTpeensieTcs <= 10% > 10%
FVII <10% 10-20% > 20%
FX <10% 10-40% > 40%

Tsoxensrit neunut GakTopoB, KaK MPAaBUJIO, CBA3aH C PAa3BUTHEM TSDKENBIX CIIOHTAHHBIX
KpOBOTEUEHUI/KPOBOU3IUSHUH.

YMmepeHHbIH NeUIHUT (aKTOPOB MPOSBISETCS B BHUJE JIETKUX/YMEPEHHBIX CIOHTAaHHBIX H
MOCTTPABMAaTHYECKUX AITH30/I0B KPOBOTECUCHHIH.

Jlerkue dhopmbl nedunuta GaxkTopoB B OOIBIIMHCTBE CIIYIa€B MPOTEKAIOT OECCUMITTOMHO.

1.6. KauHuveckasi kapTuHa 3a00JjieBaHMsl WJIM COCTOSIHMSI (TPyHnbI
3a00J1eBaHMii MJIA COCTOSTHUIA)

Tunmuasivu 111 PHCK gBIsitoTCst KpOBOTEUEHUSI/KPOBOUBIIUSIHUS, BOZHUKAIONHE CIIOHTAHHO
WU  BCIEACTBHE TpaBMbI. ['eMOpparudecKuid CHHIPOM TMPEJACTaBJICH KpPOBOTCUCHUSMU W3
CIIM3UCTBIX (HOCOBBIC, JIECHEBBIC, JIYHOUKOBBIC), JKXMMO3aMH, TéMaTOMaMHU MSATKHX TKaHEH
pPa3IMYHOMN JIOKATU3AIMK, KPOBOTEYCHUSMU BO BPEMS M IOCIE XUPYPrHYECKUX BMEIIATEIHCTB,
MEHOpparusMu, reMaTypUsIMH, PeXe — KPOBOU3IUSHUSAMH B CycTaBbl (remapTpo3amu). Kpome Toro,
NPy 3HAYUTENBHBIX JAeduiuTax (aKTOpOB Yy TAIMEHTOB OTMEUYAIOTCS >KU3HEYIPOIKAIOIIHE
KPOBOTEUEHHS, K KOTOPbIM oTHOCsTCA [8, 10, 11]:

- KpoBoTeueHus/Kpopom3nusHus B [{HC;

- KpoBoTeueHust/KpoBou3nusHus B JKKT;

- KPOBOTEUCHHUSI/KPOBOM3IUSHUS B IICIO/TOPIIO;

- 3a0pIOIIMHHAS TeMaToMa.

IIpu runonporpom6bunemun c¢ aktuBHocThi0 FII < 10%, xak mpaBuiio, oTMevaroTcst Oosee
TsKENble KPOBOTEYEHHUS [0 CPAaBHEHUIO ¢ KPOBOTCUEHUSIMH, BO3HUKAIOINUMHU IIpA akTUBHOCTH FII
>= 10%. B mocnegneM cnydyae Haubojiee THIWYHBI JIETKHE W YMEPEHHbIE KPOBOTEUEHHS U3
cnu3ucThiX o6osouek. [TannenTs! ¢ aktuBHOCThIO FII Menee 4% He onmcaHsl.

Jns  qucnpoTpoMOMHEMHMM XapakTepHa ciabas B3aMMOCBSI3b MEXIY KIMHUYECKMM H
nabopatopHbIM (eHoTUNIaMu 3a0oJieBaHUs. Y TEeTepO3UTOTHBIX Hocutenei nedurura FII B
OoNbIIMHCTBE cllyyaeB ornpenensercss aktuBHocth FII B mpenenax 40-75% ¢ acMMOTOMHBIM
Te4eHueM 3a00JIeBaHUsL.

[Ipu runonpokoHBepTUHEMHUM NTpUOIM3UTENBHO B 60% cioydaeB TedeHue 3a00JeBaHMS
0ecCUMITOMHOE, M MOBOJOM [yl JUATHOCTHKH SIBJIIETCS CIydaiilHOe OOHAapy)KEHUE YBEIMUYCHHS
I1B. KpoBousnusinus B LTHC perucrpupyrores y 3-10% nauuentos ¢ pedpururom FVIL.
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Tsoxenple kpoBoTeueHUs: HarboJiee XxapakTepHbl pu akTuBHOCTH FVII <= 1%. V nanuenTos ¢
aktuBHOCTBIO FVII > 1% oTmeuaroTcsi, Kak IpaBUJIO, YMEPEHHbIE M JIETKUE KPOBOTEUCHUS W3
CIIM3UCTBIX 000JIOYEK MM OECCUMNITOMHOE TeueHue 3abosieBanus. OnHAKO B psle ClydaeB
PETUCTPUPYIOTCS TSKEIBIE TPOSIBICHUSI TEMOPPArHY€CKOr0 CHHAPOMA y JULl ¢ aKTUBHOCTHIO FVII
> 20%, 4TO TOBOPUT 00 OTCYTCTBUU NPSIMON KOPPENSALUU MEXIYy KIMHUYECKUM U Ja00PaTOPHBIM
(dbeHoTHIIOM 3a00JICBaAHUSL.

VY rerepo3urotHsix Hocutene nepunura FVII B OOJIBIIMHCTBE cCilydaeB ONpENEIseTcs
aktuBHOCTH FVII B mpenenax 40-60% ¢ 6ecciMITOMHBIM TE€YSHHEM 3a00JI€BaHUSI.

[Ipu nedummure FX TspKenble KpoBOTeUeHUs HawOoJiee XapaKTEpPHBI JUIS TAIMEHTOB C
aktuBHOCTBIO FX <= 10%. ¥V nammenTtoB ¢ aktuBHOCTHI0O FX > 10%, Kak mpaBuiio, OTMEYAIOTCS
YMEpEHHblE U JIETKME KpPOBOTEUEHHUS M3 CIU3UCTHIX OO00JIOUEK, KpOBOTEUEHHUS TOCIe
XUPYPrU4eCcKUX BMELIATENbCTB WM OECCUMITOMHOE TeueHue 3aboieBaHus. KpoBouzmusHus B
IMHC, kpoBoteuenus u3z cauzucteix KKT, remapTpo3sl 0TMEUAIOTCS Y MALMEHTOB C aKTUBHOCTBIO
FX <= 2%. Tem He MeHee, B pdale CIy4yaeB pPETUCTPUPYIOTCS TSDKENbIE MPOSBICHUS
reMOpPparu4eckoro cuHapoMa y Juil ¢ akTuBHOCTBIO FX 0,1-39%, yka3wiBasi, Takum 00Opa3om, Ha
OTCYTCTBHE TMPSAMOM KOppENSUUU MEXIy KINHUYECKUM M  JIabopaTopHbIM  (HDEHOTUIIOM
3a00JI€BaHMI.

VY rerepo3urotHeix Hocutene aepuuura FX B OONBIIMHCTBE cily4aeB aKTHUBHOCTh FX
cocTaBisieT 0koJio 50%, 3aboyieBaHHe MMeeT OecCCUMITOMHOE TeueHue [8].

2. ImarHocTuka 3a00/IeBAHUS WJIN COCTOSTHUS (rpynnbl 3a00jeBaHUH WU
COCTOSIHMI) MeIMIUHCKHE NMOKA3aHUSI U NPOTHBOMOKA3AHUSA K NPHUMEHEHUIO
METOJ0B IMATHOCTUKH

Kpurepuu ycranoBiaeHus: 1uar1os3a/cocTossHus: pu ycranoBke auarHo3a PHCK meoO6xommmo
WCIIOJIb30BaTh CIEAYIOIINE KPUTEPUHU, HE3aBUCUMO OT HAJMYMsI TEeMOPpPAaruyeckoro CHUHApoMa B
MEPCOHATBLHOM HJIH ceMeiiHOM aHamHese [8, 9, 12-16]:

1. OTCyTCTBME [aHHBIX O HaJIMYUU NPUOOpPETEHHOro aeuiuTa (PAKTOPOB CBEPTHIBAHUSA
KpOBHU;

2. camwkenue aktuBHOCTH FII/FVII/FX Humke pedepeHCHBIX 3HaUCHU;

3. nanuuue myraruii resos FII, FVII, FX.

Huarno3 nacneactBenHoro PHCK ycranaBnuBaeTcs nmpu HAIMYMM HE MEHEE JIBYX U3 TpeX
BBIIIEIIEPEUYUCIICHHBIX KPUTEPHUEB.

2.1. ’Kao0bI ¥ aHAMHE3

[[I/Ial"HOCTI/IKa PHCK naumHaeTcs ¢ BBISIBICHHS KIIMHUKH IréMopparu4cCKoro CoOCTosAHu:A, 0o
(HpI/I OTCYTCTBHUU IIPHU3HAKOB M30BITOYHOM KpOBOTO‘II/IBOCTI/I) BBISICHGHHUSI HaJIM4Ms CEMEMHOIO
adHaMHC3a HaPYH_ICHI/Iﬁ CBCPTBIBAHUS KPOBHU.

- Pexomenayercs npu cOope aHamHe3a 3a00JIeBaHUS U CEMEIHOTO aHaMHe3a BBISICHATh Y BCEX
MAIMEHTOB HAJMYKE MPOSBICHUN TeMOPParnuecKoro CHHAPOMA: Kajo0 Ha JIETKO MOSBIISIONIUECS
HKXMMO3bl U TE€MATOMbI B paHHEM JETCTBE; BOSHMKHOBEHHE CIIOHTAHHBIX KPOBOTEUYEHHH (B TOM
Yyclie TEeMaToOM pa3IMYHbIX JIOKaIW3aluil); IIUTEIbHBIX KPOBOTEUEHUH IIOCIe TpaBM WIH
XHPYpruyecKkoro BMeratenbcrsa [8, 11, 13, 17].

YposeHs yoeaurenbHOCTH pekoMeHnaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KomMenTapuu: mpuMepHO y 2/3 OOJIbHBIX HET YKa3aHW Ha TeMOpPPAaruvyecKue MpOsBICHUS Y
ONMU3KUX POJCTBEHHUKOB. JlaHHBIE JMYHOTO aHAMHE3a MOTYT COJiepKaTh HWH(POPMAIUIO O

Ctpanuua 5 u3 27


http://disuria.ru/

KnuHnyeckne pekomeHgauun — Pegkve koarynonatum: HacrneacTBeHHbIM aemunt daktopos ceepTbiBaHus kposu Il, VII, X — 2023-
2024-2025 (28.04.2023) — YT1BepxaeHbl MuHagpasom PO

reMOpparn4eckux MposABICHUAX y mamuenrta. [Ipu cOope anamHe3a 3abosieBaHUS HEOOXOIMMO
oOpamatb BHUMaHHE HAa HAIUYHE TeMOPPAarndecKux MpOsBICHUI B HEOHATAILHOM MEPUOJIE B BUJE
Ke(aroreMaTroM, BHYTPUUYEPEIHBIX KPOBOU3IUAHUIN, KPOBOTOUMBOCTH U JIUTEIHLHOM 3KUBJICHUU
IIYIIOYHOM PAHKU; y TPYAHBIX JETEH — HSKXMMO30B, HE CBA3aHHBIX CO 3HAYMMOM TPAaBMOW, TeMaTOM
MATKUX TKaHEH Mocie He3HAuUMTENbHbIX YIINOOB WK CIIOHTaHHBIX. BaxxHO oOpamiath BHUMaHUE Ha
HECOOTBETCTBUE BBIPAKEHHOCTH T'€MOPPArM4eCKUX MPOSBICHUM TSHKECTH MPEIIeCTBOBABIIECH
TpaBMbl, Ha PELUUINBBl KPOBOTEUEHHUI MOCIE MEPBUYHON OCTAaHOBKHU, HE CBA3aHHbBIE C IMOBTOPHOM
TpaBMOHM, MAacCHUBHBIC W/WIM MHOXKECTBEHHBIE TI'€MAaTOMBI, CHCTEMHOCTb TI'€MOPpPAarHYecKHX
MPOSIBICHUN (TPOSBICHUS PA3IMYHON JIOKAIM3AMK). Y JUI, ¢ HE3HAUYUTEIHbHBIMU JeDUIIUTaAMU
(akTOpPOB CBEpPTHIBAHUS KPOBH KPOBOTEUYECHHS MOTYT OTCYTCTBOBATH IO TEPBOW TPaBMBI HIIH
XUpypruueckoro BMematenbcTBa. COop kajmoO0 M aHaMHe3a IMO3BOJIUT OIpPEAEIUTh 00beM
o0cieoBaHus NalMeHTa.

2.2. DuzukaJbHOe 00C/Ie10BaHNe

- Pexkomennmyercs y BceX NamMEHTOB oOpamaTh BHHMAaHHE Ha HaJMYUE KOXHOTO
reMOpPParn4eckoro CHHIAPOMA PA3IUYHON BBIPQKEHHOCTH B BHJE MHOKECTBEHHBIX JKXHMMO30B U
reMaToM TP 3HAYUTEIIFHOM CHIKCHUW aKTUBHOCTH ()aKTOPOB CBEPTHIBAHMS KpoBU. Du3uKambHOE
oOciieZloBaHNE TO3BOJISIET ONPEACTUTh TSDKECTh COCTOSIHUS TAllMeHTa W HEoO0XOJIUMOCTh
MPOBEJICHUS TeMOCTaTHUeCcKo# Teparuu [1, 8].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHTapuu: BISIBIICHHE TPU3HAKOB TIOPAYKEHHUS CYCTABOB — MAJIOBEPOSITHO.

2.3. JlabopaTopHble TMATHOCTHYECKHUE HCCIeI0BAHUS

Jns  muarnoctukn PHCK  mpoBoasiTcss mostamHble  J1aOOpaTOpHBIC HUCCICIOBAHHUS —
KOaryJoJIOTHYECKUA  CKPUHUHT, OMpEIEICHUE aKTUBHOCTH (DaKTOPOB M MOJICKYJISIPHO-
reHetudeckas auardoctuka [10, 13, 14, 17, 18]. [TonydeHne MakCUMaJIBHOTO KOJMYECTBA JAHHBIX
crocoOCTBYeT BepU(HKAIMKA JUArHO3a U HMCKIIOYCHHUIO MPHUOOPETCHHBIX ACPUIIUTOB (PaKTOpOB
ceepteiBanus kposH II, VII, X, a Takke uckimoueHno 1eUIUTOB APYruX (PaKTOPOB CBEPTHIBAHUS
KpPOBH.

- PexoMeH1yeTcss BCeM MalMEeHTaM, Y KOTOPBIX ITOI03PEBAIOTCS TEMOPPAruIeCKHe COCTOSIHUSA,
BBITIOJIHEHUE OOIIEro aHalu3a KPOBH, B TOM YHCJIC HCCIICI0BAHUE YPOBHS TPOMOOIIMTOB B KPOBH, C
[EJBI0 YTOYHEHHS] OOIIEr0 COCTOSHHUS TAIMEHTa, TSDKECTH T'eMOPParuvyecKuX OCIOKHEHHH U
COCTOSIHHS CBEpTHIBaloOIIIei cucremsl [4, 5, 7, 10, 13, 19, 20].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- Pexomenayercs BceM MalMeHTaM, Y KOTOPBIX MOI03PEBAIOTCS TeMOPPArnyeckKie COCTOSIHUSA,
Ha TIEPBOM OJTare BBINOJHEHUE KOAryaorpamMmbl (OpPUEHTHPOBOYHOTO HCCIEIOBAHUS CUCTEMBI
reMocTasza), BKJIIOUAIONIEH MpOBENEHUE KOaryloJOTHYeCKOro CKPUHHMHTA, BKIIOYAIOIIETO
oTpeieiecHue  aKTUBUPOBAHHOTO  YAaCTHYHOTO  TpombOorutactuHoBoro  BpemeHun (AUTB),
npotpoMOuHoBoro Bpemenu (I1B), TpomOGuHOoBoro Bpemenu (TB), xonmentpanuu ¢pudOpuHOTEeHa
(mo Knayccy), Bpemenu kpoBoteueHus (BK) crangapTuzoBaHHBIM METOJOM U MOACUYET KOJTMUYECTBA
tpomboruToB o Ponwuo [4, 5, 7, 10, 13, 19, 20].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrtapuu: [lokazatenu CckpuHHHTOBBIX TectoB st gedummra FII, FVII, FX
Mpe/ICTaBJICHbI B TabIHIE 2.
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Tabnuia 2. CKpUHUHTOBBIE KOAryJIOJIOTHIecKre TeCThl it quarnoctuku PHCK

[TapameTpsl KOarynorpaMMbl Hedunut FII Hedunut FVII Hedunut FX
AUYTB VYBenuuenue Hopwma YBenuuenue
I1B YBennuenue YBennueHue YBennueHue
TB Hopma Hopwma Hopma
VYposens pubpuHOTEeHA Hopma Hopma Hopma

[Ipu mo0om ymiuHenunn [IB 1oskHBI OBITH HCKIIIOYEHBI BCE BHUJABI IPUOOPETEHHOIO
nedpunura HakTopoB MPOTPOMOMHOBOTO KOMILUIEKCA, B MIEPBYIO OUYepelb 00YCIOBICHHBIC TSKEIOU
[IaTOJIOTUEH TIEYEHH, MEXaHWYECKOM JKENTYyXOH, TOKCUYECKHM JIEHCTBHEM AHTHUKOATYJSHTOB
HEMPSIMOTO JENCTBHS, SHAOT€HHBIM K-TUIIOBUTaMHUHO30M.

Cnenyer uMeTb B BHJY BO3MOXHOCTh Haluuus mnpuodpereHHoro nedpunura FII npu
aHTU(POCHOTUIHUIHOM CHUHAPOME C BBIPAOOTKON aHTUTEN K MPOTPOMOMHY U JIpyrMM OellkaMm B
KpOBH, KOTOPBII OTIM4YaeTcsi OoT HacieacTBeHHoro naedunuta FII mo kimHMYeckoMy TedeHHIO U
MPUCYTCTBUIO aHTU(HOCPOTUIUAHBIX aHTUTEI, IPU OOJIE3HAX TMEUEHU U HKeTYEBBIBOAIINX MyTeH,
npu aeguuure ButamuHa K, a taxke npu npueme aHtaroHuctoB BuTamuHa K. M3onupoBaHHBIN
npuobperenHslii nepunut FVII, kak npaBuno, oOycioBIeH UMMYHHBIMU HapyHICHUSIMH, MOYET
HaOMoJaThCsl MpPU CHCTEMHOM aMUJIOMZ03€ M HeppoTHueckoM cunapome. IlpuobpereHHbII
nebunut FX moxket BcTpeuatbes B 9-14% ciydaeB mpu CHCTEMHOM aMHUJIOHUI03€, TIOCTE TSHKEIbIX
MH(EKIUH, Y OHKOJIOTUYECKUX OOJTBHBIX.

- Pexomenayercs BceM mMamWeHTaM C BBISBICHHBIMH Ha IEPBOM JTarie HapyIICHUSMHU
remoctaza (yBenmmuenue AUTB w/unm T1B, mHopmansaeie TB u ypoBeHb (huOpwHOTEHa) BTOPHIM
ATANoOM JIMAarHOCTHKHU C IEJbIO BBISBJICHHS 1e(DEKTHOTO 3BEHA TE€MOCTa3a BBIMIOIHATEH ONPECIICHUE
akTUBHOCTH (pakTopa V B CBIBOPOTKE KPOBH, OmpeneiacHue akTuBHOCTH (pakTopa VII B chiBOpoTKe
KpOBH, ompezesieHne akTuBHOCTH (aktopa VIII B CHIBOPOTKE KPOBH, ONpEICIICHHE aKTHUBHOCTH
(daktopa [X B CHIBOPOTKE KPOBH, OIpEACICHUE aKTHBHOCTH (akTopa X B CHIBOPOTKE KPOBH, TECT
Ha BOJYAHOYHBIM aHTHKOArynsHT. [lpm ymmuoennn BK — anamu3 ¢yHkmuum TpoMOOIMTOB U
HCCIIeIOBaHNE aKTUBHOCTH M CBOMCTB (akTopa Buiebpanna B kposu [4, 5, 7, 10, 13, 19-21].

VYposens yoeaurenbHoCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

Kommenrtapuu: Inarnoz PHCK cunutaeTcsi yCTaHOBJICHHBIM IIPHU BBISBICHUU U30JIMPOBAHHOTO
CHIDKEHMSI aKTUBHOCTH cooTBeTcTBYIOMMX (akTopoB — FII, FVII nnu FX.

- PexoMeHlyeTcs NMpOBEIEHUE MOJIEKYISIPHO-TEHETUYECKOW auarHocTuku HapymeHuid FII,
FVII, FX nipy BBIABICHUN CHUKEHUS UX aKTUBHOCTH B ILJIa3ME MAI[UEHTA C IEJIbIO TTOITBEPKIACHUS
BPOXKICHHOM Koarynomnatuu [12, 13, 15, 16].

VYpoBeHb yoeauTeabHoCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

Kommenrtapuu: ans uckimodenus npuoodperennsix aedunutos FII, FVII, FX.

2.4. UHCTpYMEHTAJIbHBIE INATHOCTHYECKHE MCCJIeI0OBAHUSA

- Pexkomenayercs IpoBeNeHUWE HHCTPYMEHTAJIBHOW JMATHOCTUKM Yy IALUEHTOB C
HacneacTBeHHbIM fedunurom FII, FVII wnmm FX s yrouHeHust nuarHosa W TNPOBEICHUS
middepeHnanbHON  AUAarHOCTUKA € JPYrUMHU  3a00JIEBaHUSIMM € BO3MOXHBIM  HaJMUUEM
reMOpPparu4ecKkoro CUHAPOMa, KOTOpas MOKET IO IOKa3aHUSM BKIIOYATH CIEAYIOIIHE METO/bI
uccnenoanus [2, 4, 13, 19, 20, 22-25]:

- 930(haroracTpo,1yo1I€HOCKOIUS,
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- yABTPa3BYKOBOE HCCIIEI0BaHUE CYCTaBa,

- yABTPa3BYKOBOE HCCIIEA0BAaHNE OPraHOB OPIOIIHOMN M0JIOCTH,

- YIBTPa3BYKOBOE HCCIICOBAHIE MOUYEBBIBOAALINX ITYTEH,

- YABTPa3BYKOBOE HCCIIEI0BaHUE OPraHOB MAJIOTO Ta3a,

- YABTPa3BYKOBOE HCCIIEA0BaHNE 3a0PIOIIMHHOTO IPOCTPAHCTBA,

- MarHUTHO-PE30HAHCHAsl TOMOTrpadus CycTaBa, MSTKUX TKaHEH,

- MarHUTHO-PE30HAHCHAsI TOMOTpa(usi TOJIOBHOTO MO3Ta,

- peHTreHorpadus cycrasa,

- KOMIIbIOTEPHAsi TOMOTpagusi OpraHoB I'PyIHOMN KIIETKH,

- KOMIIBIOTEpHAsi TOMOTpagusi TOJIOBHOTO MO3Ta,

- PUHOCKOIIHA SHAOCKOIINYECKasd,

- PEKTOPOMaHOCKOIIHSA,

- KOJIBITOCKOTIHS,

- TUCTEPOCKOTIHS,

- KOJIOHOCKOTIHS.

VpoBeHb yoeautenbHOCTH pekoMeHaauii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 3)

KOMMGHTapI/II/IZ HCCIICO0BaHNA IO3BOJIAIOT BU3YaJIM3UPOBATH KpOBOTequHﬂ/ KPOBOM3JIUAHUA
Pa3IMIHBIX HOK&HHB&HHﬁ, a TaKxXKe BBISIBUTD OCJIOKHEHUS, Pa3sBUBHINECCA BCJIEACTBUEC
reMopparun4ecKux MposBICHUM.

2.5. Uuble TMATHOCTHYECKHUE UCCICT0BAHUS

- PexomeHayroTCs KOHCYNbTAllMM  CJIEAYIONIMX Bpadyel-CIEeNUATMCTOB MalMeHTaM ¢
BoisiBIeHHBIM Jepuriutom FII, FVII wnmm FX i moarBepkaeHUsT Haaudus TeMOPpParndecKux
MPOsBJICHUH (MM UX TocaeacTBui) [2, 13]:

- Bpava-TpaBMaToJIora-opTorne/a,

- Bpava-xupypra,

- Bpava-ypoJiora,

- Bpava-HeBpOJIOTa,

- Bpa4ya-0TOPHUHOJIAPUHIOJIOT A,

- Bpa4a-cToMaToJiora,

- Bpava-aKyIiepa-ruHeKoJiora

VYposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5).

KommeHnTapuu: TO3BOJISIOT ONPEACTUTh HAPYIICHHS pPa3jMYHBIX OpPraHOB U CHCTEM
BCJICJICTBHUE COCTOSBIIETOCS (IIEPEHECEHHOTO PaHee) KPOBOTECUCHHS/KPOBOUIITUSHHUSL.

- Pexomenpayercs nanuentam ¢ PHCK B ciiyyae HEBO3MOKHOCTH TIPOBEICHHS MOJHOLIEHHOTO
JBYXATAIMHOTO KOAryJIOJIOTHYECKOTO UCCIEIOBaHMs, & TAK)Ke B HEKOTOPBIX CIy4dasX JUIsl KOHTPOJIS
3a MPOBOAUMOM Tepanue BHIMOIHATh HHTETPAIbHbIE TECTHI OLIEHKH TeMOCTa3a: TpoMOOIMHAMUKA,
TpoMmOodnacTorpadus, TecT TeHepaluu TPOMOMHA, C IENbI0 BBISIBICHUS W MOHUTOPHHTA
HapyIIEHUH CBEPTHIBAIOIIEH cucTeMbl KpoBH [26].

VpoBeHb yoeauTenbHOCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

3. Jleuenue, BKJIOYASI MEIMKAMEHTO3HYI0 1 HEMEIMKAMEHTO3HYIO Tepanuu,
AMETOTEPATINIO, 00e3001MBaHNE, MeIUIIMHCKHEe MOKA3AHUSA |
NMPOTHBONOKA3aHNU K MIPUMEHEHUI0 MEeTOA0B JieUeHUs

- Pexomennyercs mnpu HacneactBeHHoM nedunure FII mposenenue crenumdpuyueckoit
3aMECTUTENIbHON Tepaluy HEaKTUBUPOBAHHBIMM Ipemnapatamu, conepxkammmu  FII.  Ctporo

Ctpanuua 8 u3 27


http://disuria.ru/

KnuHnyeckne pekomeHgauun — Pegkve koarynonatum: HacrneacTBeHHbIM aemunt daktopos ceepTbiBaHus kposu Il, VII, X — 2023-
2024-2025 (28.04.2023) — YT1BepxaeHbl MuHagpasom PO

PEKOMEHAYETCSI  MCIOJb30BaHUE  IUIA3MAaTUYECKMX  OYMILIEHHBIX BHUPYC-WHAKTUBUPOBAHHBIX
KOHLIEHTpaToB npoTpoMOuHoBoro komiuiekca (KIIK — ornensHble npenapars! u3 rpynnsl BO2BD
no ATX knaccudukamun): Paxrtopsl cBeprbiBanus kpou IX, II, VII u X B xomOuHammm) —
#daxTopsl cBepThiBanus kposH 1I, VII, IX n X B koMOuHaIu [IpOTPOMOMHOBEIN KOMILIEKC | ** n
#daxrops! cBepTeiBanus KpoH II, IX n X B komOnHanmu™* (BHE 3aperucTpUpOBaHHBIX MTOKA3aHUH
st gereil — 3(PQPEeKTHBHOCT, M 0E30MacHOCTh HEJOCTATOYHO H3YYEHBI) C HHIUBHUIYaJIbHBIM
moA00pOM 1036l B 3aBHCHMOCTH OT cojiepxanus FII B mpemapate m macchl Tella mamueHTa (CM.
kommeHTapuit) [1, 8, 13, 20, 24, 27-29].

VYpoBeHb yoeauTenbHOCTH pekoMmenaanuii C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 5)

Kommenrapun: #KIIK BBomsTcs BHyTpuBeHHO. lcmonb3yercss OomtocHas HHQY3HS CO
CKOPOCTBIO, peKOMeHA0BaHHOU mpou3BoauTesneM. AKTHBHOCTh KIIK, oObi4HO, yka3biBaeTcsi 1O
aKTUBHOCTH coJiepxaiierocs B HUx ¢akropa cseprbiBanus kposu X (FIX). [Toatromy, HeoOxoaumo
OTAENIBHO YTOYHATH coxaepxkanue FII, koropoe ykasbiBaercs B MHCTpyKuuu. Kak mpasuino, KIIK
cojepxaT NpUOIU3UTENTLHO paBHOe KosmuectBO FIX wu mpm  pacdere 10361 U CXEMBbI
3aMeCTUTENbHON Tepanuu HeoOXxoauMo yuuThiBaTh, 4To BBeaeHHe 1| ME FII na 1 kr maccel Tena
ManuenTa noseimaet aktTuBHOCTH FII, B cpeanem, Ha 1,5-1,9% (BoccranoBnenue aktuBHoctu FII —
tect BoccraHoBieHus = 2). Ilepuon momyBeiBenenust FII cocrtaBnsier okosio 60 wacoB. Takum
obOpasom, cranmaptHas TepaneBTudeckas no3a KIIK 20-30 ME/kr maccel Tena manuenTa (31ech
nanee pacder mo FIX) moBemmaer aktuBHOCTH TutazmMenHoro FII mo 40-60%. Y marmueHTOB ¢
aKTHBHBIM KPOBOTEYEHHUEM 3TOT MOKa3aTeb MOXKeT ObITh MeHbIIe [8, 13, 20, 28].

[Ipu TspKENBIX KPOBOTEUEHUSIX WM OOJBIINX XHUPYPrUUEeCKUX BMEIIATEIbCTBAX y MAIl[MEHTOB
¢ nedummrom FII KIIK naznadaercs B craproBoit Haceimatomen noze 20-50 ME/kr maccel Tena
MalUeHTa C TOCIEAYIOIUMHI TOBTOPHBIMU HHPY3usMu nipenapata B go3e 10-30 ME/kr maccel Tena
MalyeHTa ¢ MHTepBajaMu B 24-48 yacoB IJi JOCTHXKEHUS W nojanaepxanus aktuBHocTy FII > 20%
[29, 30].

- Pexomennyercs mnpoBeneHue mpodrrakTudeckoro JsedeHus ¢ BBeneHuem #KIIK: y
nanuenToB ¢ aedunurom FII B no3e 20-40 ME/kr maccel Tena mareHTa ¢ UHTepBaJioM B 5-7 nHen
¢ uenbto jgoctuwxkenus aktuBHoctu FII >= 10%, ¢ uenplo npegoTBpaiieHus pa3BUTHS
reMopparu4eckoro CUMHAPOMa, Mpu HAIMYUK MEPCOHATBHOTO UM CEMEMHOr0 aHaMHE3a, TAKEJIO0TO
KJIIMHAYECKOTO (heHOTHUIIA, TPEANISCTBYIONINX KPOBOTCUCHUH WM MpU CHIDKeHUH akTuBHOCTH FII <
1% [13, 24, 27, 28, 30, 31].

VYposens yoeaurenbHoCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KomMenTapuu: cBeieHMi 0 BO3MOKHOM BO3HMKHOBeHUU ajioanTuten K FII He numeercs.

B cnyuyae HemoctynHoctu KIIK B03MOHO ucnonbs3oBanue kapanTuHuzupoBaHHo C3II B
no3e 15-25 mur/Kr Macchl Tella MalyenTa, MOBBIIarIIel miasMeHHyo aktTuBHOCTH FII mo 30-40%.
Ucnonp3zoBanne C3I1 BO3MOKHO B UCKIFOUUTEIBHBIX CIIydasX U HE JOJDKHO SIBJIATHCS MOCTOSIHHOM
MPAKTUKOM.

- Pexomenayercs Ui KymupoBaHHUs JIETKHX KPOBOTEUCHUI MM B CITydae MPOBEACHHS MAJIOTO
XUPYPru4eckoro BMenatreiabcTBa y nanueHtoB c¢ aeduuutom FII HazHaueHue #TpaHekcaMoBOH
KUCTOTBHI** B 103e 15-20 mr/kr maccel Tena nanuenta win 1,0 T x 4 pasa B cyrku [30, 32].

VpoBeHb yoeauTenbHOCTH pekoMeHaluii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTEIbCTB — 5)

- Pexomenayetcs uisi KynUpOBaHUs WM MPEIYIPEXICHUS KPOBOTEUEHUH Y MALlMEHTOB IpHU
TUIONPOKOHBEPTUHEMHUH TPOBEACHUE CHEeNU(UUIECKO 3aMEeCTUTENbHOW Tepanuu CIeayIOMUMU
npenaparamu: (akropoM cBepThiBaHUS KpoBu FVII** (#FVII** BHe 3aperucTpupoBaHHBIX
MoKa3aHui y aereil 1o 6 jer), snTakoroM anbpa (aKTUBUPOBAHHBIM)**, #(hakTOpOM CBEpTHIBAHUS
kpoBu II, VI, IX u X B KoMOMHAImu [MPOTPOMOMHOBBIN KoMIUIeKC|** wmm #dbakropom
cBepthiBaHus kKpoBH II, IX n X B koMOuHarun™** (BHe 3aperucTpupoBaHHbIX MMOKa3aHUM [T 1eTel
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— 3¢} pexTUBHOCTD 1 0€30MaCHOCTh HEIOCTATOYHO U3YUYECHBI) C MHIMBHUIYaTbHBIM TO00POM JI03BI B
3aBUCHMOCTH OT cojepxanusi FVII B mpenapate u mMaccel Tena maipeHTa (CM. KOMMeHTapwmii) [5,
22, 31, 33-37].

YpoBeHb yOSAUTEIBHOCTH PeKOMeH 1aluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

Kommenrapun: ['emocraTiueckas tepanus (GakTopoM CBepThIBaHUS KpoBU FVII** (#FVII**
BHE 3apErUCTPUPOBAHHBIX I[IOKa3aHUW y Jjered g0 6 JeT) MNpOBOJUTCS NpU  PA3BUTHU
KpoBoTeueHus/KpoBomsnusiHust B o3¢ 20-30 ME/kr maccel Tena mamuenTta Kaxjasie 4-6 4acoB 110
KYIUpPOBaHUA TeMopparuueckoro cusjapoMa. C LelIbl0 MOPEAYNPEeKICHUS BO3HUKHOBEHUS
KPOBOTEUEHHUSI BO3MOKHO IPOBEICHUE 3aMECTHTENBHON Tepanuu (akTOpOM CBEPTHIBAHUS KPOBU
VII** B no3e 10-30 ME/kr macchl Tena namnuenTa 3 pasa B Hezeno [36-38].

AnbrepHaTHBONl (QakTopy cCBepTbIBaHUA KpoBU VII** nnsg  nedeHus manueHToOB ¢
THIIOTIPOKOHBEPTUHEMHEH sBisieTcsl #onTakor anbda (aktuBupoBaHHBIN)** [8, 35, 36]. [nsa
OCTaHOBKHM JIETKOTO KPOBOTEUEHUS TMpemnapar BBOIUTCS OJHOKpAaTHO B j03€ 30-50 MKI/KT Macchl
TeNla TmanueHTa (J03MpOBKa BHE 3aperuCTpUpOBaHHBIX mMoka3anuit) [36]. [Ipu BO3HHMKHOBEHUH
YMEPEHHOTO WM TSKEJIOro KpPOBOTEUEHMS, a TakXe B CJIydae BBICOKOTO pHCKA Pa3BUTHUS
reMOpparu4eckix OCJOKHEHH BO BpeMsi M MOCJIE IMPOBEIEHUS XUPYPrUYECKHX BMEIIATEIbCTB
PEKOMEHAYIOTCS] MOBTOPHBIE BBEACHUS dMTakora ainb(da (aKTHBUPOBaHHOT0)** B no3e 15-30 MKr/kr
MAacChI TeJjia MaleHTa ¢ HHTEpBaoM B 4-6 yacoB (00BIYHO He MeHee 3-x nH(y3wmii) [8, 39].

[Ipy BBHIMONHEHMHM MaJbIX XHUPYPIHMUECKHWX BMENIATENbCTB WM HWHBA3UBHBIX MPOLETYP
MUHUMaJbHasl 103a 3MTaKoT aib(a (aKTHBHUPOBAHHOI0)** NOJDKHA COCTAaBIATH 15 MKI/KT Macchl
Tela MalueHTa 10 NPOBEACHHUS MAHUMYJSIIUM WU BBOAMUTCA, KaK MHUHUMYM, JBaXIbl IMOCIE
OKOHYaHHUS TPOIEAYPhI ¢ HHTEPBAIOM B 4-6 uacos [5, 35, 36].

IIpu mpoBeneHMHM XUPYPTUYECKOTO JIEYEHUS YacTOTAa BBEIEHHs IPENapaToB OIpeNeseTcs
00bEMOM XUPYPTHUECKOTO BMENIaTeIbCcTBA. PekoMenmyeTcst konTpospoBath [1B He pexe 1 paza B
12 4acoB 1 TPOBOAUTH 3aMECTUTEINbHYIO Tepanuto npu cHwkennu MHO menee 1,3.

- Pexomenpayercsi mpo¢uirakTideckoe BBEICHUE TpenapaToB (akTopa CBEPTHIBAHHUS KPOBH
VII* manweHTam ¢ THNOTPOKOHBEPTHHEMHEH IIPU TOBTOPHBIX KPOBOMBIHUSHUSIX B CYCTaBblI,
PELUIMBUPYIOIIUX KPOBOUBIMUSHUSAX U KPOBOTECUCHUSX JAPYrOd JIOKAIW3ALWK, TIPH YCIOBUH, YTO
reMOpparu4eckKuii CUHAPOM OIPEIeIsieT MPOTHO3 IS 370POBbs W JKM3HU MMAIMEHTa M 3HAYUMO
Hapymaer kauectBo ero xusuu [13, 31, 40].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEH IaIHii B (ypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 3).

Kommenrapun: YactoTa BBeIeHHI NpenapaToB MOJOMPACTCs WHIUBUAYAIHHO C Y4E€TOM
KJIMHHYECKOW KapTUHBI 3a00sieBanus. [IpodunakTudeckoe BBECHHE MPEMapaToB MOXKET OBITh Kak
KpaTKOCPOYHBIM,  (Hampumep, TPU  MATOYHBIX  KPOBOTCUCHHSAX:  #3MTakor  anbga
(axTuBUpOBaHHBIN)** B no3e 20-40 MKI/Kr Macchl Tella MalMeHTKH 3-4 WH(QY3UU C UHTEPBAIOM B
12-24 4yacoB 10 MOCTHXCHHS KIMHHYECKOrO OTBeTa (JIO3MPOBKA BHE 3aperHCTPUPOBAHHBIX
noka3anwuii) [31], Tak U UIUTENBHBIM (HAPUMED, TPU PELUIUBHPYIOIIMX TeMapTPO3aX — BBEICHHE

#bakropa cBepthiBanus kpoBu VII** B no3ze 20-30 ME/kr Macchl Teja manydeHTa 3 paza B HEJIEIIO)
[31].

- PexomeHayeTcss y HOBOPOXKJIEHHBIX C THUIMOMPOKOHBEPTHHEMHUEH, HE UMEIOIINX CEMEHHOTO
aHaMHe3a TSKENbIX KPOBOTEUEHUM, HO ¢ akTUBHOCThIO FVII <= 1%, npoBenenne KparkocpouHOU
npo(UIaKTUKKA #3NMTakoroM anbda (akTUBHPOBaHHBIM)** B no3e 20-40 MKI/KT Macchl Tena
narueHTa 3 pasa B HEJIENIO 10 TOCTIKeHUs 6-12-mecsianoro Bo3pacta [8, 31, 37, 41, 42].

VYpoBeHb yoeauTenbHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5).

Kommenrapun: O¢¢exkTHBHOCTh Tepanuu (akTopoM cBepThiBaHMs KpoBu VII** u
#ontakorom anbda (aKTUBHPOBAHHBIM)** wuaeHTHYHA. VIMEIOTCS CBEACHHS O BO3MOXKHOM
nosiieHuy aroanturel Kk FVII npu npoBeeHnu 3amMecTuTenbHOU Tepanuu. [Ipu ycnoBuu paBHOM
3¢(dEeKTUBHOCTH U YAOBIETBOPUTEIBHOW  WHAMBUAYATbHOM  TEPEHOCHMOCTH  BBIOOD
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JICKAPCTBEHHOTO  CPEJCTBA JUIS  3aMECTUTEIBHOW Tepaluud  3aBUCUT OT  BO3MOXKHOCTH
OecniepeboitHOro o0ecreyeHrs MaueHTa STUM MIPENapaToOM.

- Pexomenmyercst B ciydae OTCYTCTBUS #3mTakora anbga (aKTHBUpOBaHHOTO)** u #pakTopa
cBepThiBaHus KpoBu VII** nmns ocranoBkum kpoBoTeuenus npu nedunure FVII omHOKpaTHO
npumensts #KIIK B no3e 20-30 ME/kr (FIX) macce! Tena namuenta [8].

VYpoBeHb yoeauTenbHoCTH pekoMmenaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTtapun: B cBsI3M C MOBBIIICHHBIM PUCKOM Pa3BUTHS TPOMOO30B HPHU HCTIOIH30BAHUH
STHX MpPENnapaToB IOBTOPHAs HMHBEKIMS BO3MOXKHA HE paHee 24 4YacoB TOCIE MPEAbIIYLIETO
BBEJICHHS ITperapara.

- PexoMmennyeTcs, B ciydyae HEIOCTYIMHOCTH 3ITAKOT ainb(da (aKTUBUPOBAHHOTO)**, dakTopa
ceeprbiBanusg Kkpou VII** KIIK u aHTUMHrMOMTOPHOrO KOAryasHTHOTO KOMILIeKca*™*, y
nanueHToB ¢ PHCK npumenenune xapantunusupoBaHHoi C3II B goze 15-25 mu/kr maccel Tena
nanuenTa [8, 24].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrapuu: McnonbzoBanue C3I1 BO3MOXKHO B MCKJIIOYUTEIBHBIX CIy4asiX U HE JOJKHO
SIBJIAITHCS] TIOCTOSIHHOM MPAKTUKOM.

- PexoMeHyeTcsl py rMNONPOKOHBEPTUHEMHUN JUIsI KYIUPOBAHUS JIETKUX KPOBOTEYEHUH Y
MalMCHTOB WM B ClIydac IIPOBCACHHUA MAJIOT0O XHPYPrudye€CKOro BMEMIATCIIBCTBA C BBICOKHM
PUCKOM pa3BUTUA KpPOBOTCUYCHHA, a TaAKXE BO BCECX ClIydadX HHU3KOro pucCKa pasBUTUA
MOCIICONIEPAITMOHHOTO TeMOPPArnIecKOro CHHIPOMa MOHOTEPAITH #TPaHEKCAMOBOM KHCIOTOW™** B
no3e 10-15 mr/kr maccel Tesa nanuenta wid 1,0 T x 3-4 pasza B cyrku [13, 30].

VYposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Pexomennyercs i gedenus nanueHToB ¢ nepunuroM FX cnernuduueckas 3amectTutenbHas
tepanus KIIK: #dakropos cBepreiBanus kposu I, VII, IX u X B komOnHanmu [ipoTpoMOUHOBBIN
KoMIUTeKC | ** wnmm #paktopoB cBepThiBanus kpoBu II, IX m X B xomOuHanuu™*. Ilpu Oompmmx
XUPYPrUueCKUX BMEIIATEIbCTBAX PEKOMEHAyeMbIe 1ieJieBble MUHIUMalIbHbIe ypoBHU FX > 20-30%,
pekomenayemast nmoza 20-30 ME/kr mepen omepamueit u nanee mo mokaszanusmM 10-20 ME/kr
Kaxaple 24 dvaca. PekoMeHmyemble 1103bl Ui JedeHusi kpoBoTeuenwit 20-30 ME/kr, neneBoit
ypoBeHb > 40%. C uenbto npodunaktuku KpoBoTeueHuit pekomenayercs 20-40 ME/kr 2 paza B
uenenmo [1, 4, 8, 30, 43-45].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH 0Ka3aTEIbCTB — 4)

Kommenrtapuu: B Hactosiee Bpemss B P® 3apeructpupoBanbl 2 mnpemnapara KIIK,
comepxkamme FX: KIIK — c¢akroper cBepteiBanusi kpoBu II, VI, IX u X B xomOuHanum
[mpoTpoMOMHOBBIN KOMIUTEKC | ** 1 dakTopsl cBepThiBanus kpoBH 11, IX u X B komOunammm ™ *

- Pexomennyerca Bcem nanuentam ¢ PHCK ucnonp3oBaHue mia3MaTHYECKUX OYMINEHHBIX
BupycuHaktuBupoBanubix KITK [8, 13, 24, 31, 40, 43, 45, 46].

VpoBeHb yoeautenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5).

Kommenrapun: KIIK BBomsTcs BHyTpuBeHHO. Mcmonp3yercss OontocHas HHQY3Us CO
CKOpOCTBIO, peKoMeHJoBaHHOU mpousBoaureneM. AktuBHocTh KIIK, oObIyHO, ykasbiBaeTcs Mo
aKTUBHOCTH cojiepxkaterocs B Hux FIX. IToaromy, He00X0AUMO OT/ENBHO YTOUHAThH COJAEp)KaHHUE
FX, xotopoe ykaspiBaercsi B uHcTpykuuu. KIIK cogepxkar FIX u FX npubnusurtensHo B
skBUBaieHTHONW akTuBHOCTU. Ilpm BBegmenum KIIK B mo3ze 1 ME/kr maccel Tena manueHra
akTuBHOCTH FX moBblmaercs, B cpeaHeMm, Ha 2% (BoccTaHoBieHue akTuBHOocTH FX — Tect
BoccTaHoBneHus = 2). Takum oOpaszom, ctannaptHas tepaneBrudeckas go3a #KIIK 30 (FIX) ME/kr
Maccel Tena marmmenta (20-30 (FIX) ME/kr maccel Tema y jaereidl) MOBBIMIAET AKTHBHOCTH
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mwiazmennoro FX mo 40-60% [8, 13, 31, 43, 45].

[Ipu TspKENbIX KPOBOTEUEHUSIX WM OOJBIINX XUPYPrUUECKUX BMEIIATEIbCTBAX y NAL[UEHTOB
¢ nedummrom FX #KIIK Haznauarorcs B crapToBoii Haceimatomieit go3e 20-30 (FIX) ME/kr maccel
TeJla MalUeHTa ¢ MOCIEAYIOIUMHI MOBTOPHBIMH HHDY3usiMu nipernapata B no3e 10-20 (FIX) ME/kr

MaccChl TeJa MaueHTa ¢ HHTepBaiaMu B 24-48 4acoB JUIsl JOCTUKEHUS U MO JIEP>KaHUsI aKTUBHOCTH
FX >20% [8, 13, 43].

- IIpu nepummre FX pexoMmeHIyeTcs MpOBENEHHE JOJTOBPEMEHHOTO MPO(UIAKTHYECKOTO
JICYCHUS TAIUCHTOB C IEJbI0 MPEIOTBPANICHUS PAa3BUTHS TEMOPPArMYECKOro CHHIPOMA IIPH
HaJU4YUU TEPCOHAIBHOTO WM CEMEHMHOro aHaMHe3a TSKEJIOro KIMHUYECKOro (eHorumna
MIPEIISCTBYIONMUX KPOBOTECUCHHH MITM TP CHIDKEHUH akTUBHOCTH FX < 2% [8, 13, 24, 31, 40, 43,
45, 46].

VYposenb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTapun: #KI1K naznagaercs B qo3e 20-30 (FIX) ME/kr maccel Tena nanuenTa 2-3 pasa
B HEJICITIO C IeJbI0 Mo iepkanus akTuBHOCTH FX > 1% y B3pocneix u > 2% y mereit [13, 31, 43,
45]. Ceaenuii 0 BO3MOKHOM BO3HMKHOBEHUHN M30aHTUTEN K FX He nMmeeTcs.

- Pexomennyerca B ciywae HemoctynHoctH KIIK ucnonp3oBaHne KapaHTHHU3UPOBAHHOW
C3II B mo3e 15-25 mu/kr mMacchl Tella MalKMeHTa, MOBBIIAIONIEH MIa3MeHHYI0 aKTUBHOCTh FX 1o
30-40% [8, 24, 47].

VYposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5).

Kommenrapuu: McnonbzoBanue C3I1 BO3MOXKHO B MCKJIIOYUTEIBHBIX CIy4asiX U HE JOJKHO
SIBJIAITHCS TIOCTOSIHHOM MPAKTUKOM.

- PekoMenayercss i KynmUpOBaHHUS JIETKMX KPOBOTCUCHHWH y IMAIIMEHTOB WM B Cliydae
MPOBEJICHUST MaJIoT0 XHPYPrHUECKOTO BMemIaTenbcTBa mpu  Aedummre FX  mposemeHue
MOHOTEpANKH #TpaHeKCaMOBOU KHCIOTOW** B m03e 15-20 mr/kr macchl Tena nmanuenta win 1,0 T X
4 pasa B cytku [8, 30, 32].

VYposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIIbCTB — 5)

4. MeauuuHckasi  peadWauTanMs, MeIUIMHCKHE  TOKa3aHUs U
NMPOTUBONOKA3aHUS K MPUMEHEHHI0 METOI0B peaduauTanun

Crienunuyeckas peaOunuTanus Ui NalMeHTOB C PEIKUMH KOaryJlonaTHsIMu He pa3paboTaHa.
PeabunuranmoHHble MEpONpUATHS TMOKa3aHbl ManueHTam nocie KpoBoumsnusuuit B IIHC, ¢
MOPKEHUEM OTNOPHO-ABHIaTeIbHOTO ammapara [1]. PazpaboTka peaOMIMTallMOHHBIX MEPOTIPHSTHIA
JOJI’KHA TPOBOJAUTHCA COBMECTHO CIIEUANIMCTaMU 10 peabuIuTaIiK, KypOpTOJOTUHA M BpayaMu-
reMaTojoraMy, UMEIONIMMH OTBIT JIEYeHHUS MAIMeHTOB C HapyIICHUSMH CBEPTHIBAHUS KPOBHU.
JleueHue MOXXHO TPOBOJUTH B CAHATOPHO-KYPOPTHBIX OPraHU3alUAX B CAHATOPHIX OOIIEro
npoduis B KIMMAaTUYECKOW 30HE MPOKUBAHUS MAllMEHTa, a TaKke Ha OalbHEOJIOTHYEeCKUX
KypopTax.

[enecooOpa3Ho MpoBeAeHKE KO ICUXOJIOoTHYecKoi anantanuu s naueHToB ¢ PHCK.

5. llpodpunakTuka U TUCMAHCEPHOE HADJIIOAeHHEe, METUIMHCKHE MTOKA3AHUS
U MPOTHUBOIOKA3aAHUS K MPUMEHEHHI0 METOA0B NMPOPUIAKTHKH

- PCKOMCH,Z[yeTCH nanueHTaMm MHpOBCACHUC HpO(I)HH&KTH‘-ICCKOfI 3aMEeCTUTENbHOM TCpannunu

npenaparamu rpynnsl B02BD ¢dakropsl cBepThIBaHNS KPOBH NMPH MOBTOPHBIX KPOBOM3IHMSIHUAX B
CYCTaBbl, PEUUAMBUPYIOIIUX KPOBOU3IUSHUAX M KPOBOTEUEHUSAX JPYrod JIOKaIu3aluu, INpU
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YCIIOBUH, YTO TEMOPPArnIeCKUl CHHIPOM OTPEIENIIeT MTPOTHO3 IS 3I0POBBS U )KU3HH MAIUCHTA U
3HAYMMO HapyIIIaeT KauecTBO ero ku3nu [5, 8, 11, 13, 31, 37].

YposeHb yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTtapun: OCHOBHBIM TPUHITUTIOM MPEIOTBPALICHUS BOSHUKHOBEHHS T€MOPPArHIeCKUX
AMU30/0B SBJSETCS TPOBEICHHE CBOCBPEMCHHON 3aMECTHTEIBHONW Tepanmuu KOHIEHTpaTaMu
nepuuuTHBIX (HaKTOPOB.

[Mpodunakruyeckas Teparnwus MOKET OCYIIECTBISITHCS mocJje MO CAHUS
WHOOPMHPOBAHHOTO  COTJIACHS  MAIMEHTOM WJIM €r0  3aKOHHBIMH  TIPEICTaBUTEIISIMHU.
[MpodunakTryeckoe JIeUeHNE MOKET IPOBOIUTHLCS HA IOMY IMAIIMEHTOM WU €T0 POJICTBEHHUKAMH.

- Pexomenmyercss BceM MamueHTaM MPOBOIWTH OCMOTpP IAIMEHTOB BPayOM-T€MaTOJIOTOM,
BpPauOM-TPaBMaTOJIOTOM-OPTOIIEIOM W BpauOM-CTOMATOJIOrOM HE MeHee 2-X pa3 B TOJ;
OCTaJILHBIMH CIICIIHATIMCTAaMU — IO HeoOxoaumocTu [1].

YposeHs yoeautenbHOCTH pekoMenaainii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHnTapun: menecooOpa3HO NMPOBENCHHUE AWCITAHCEPU3AlWU TMAlMeHToB 1 pa3 B roj B
CTIEIMAM3UPOBAHHOM IICHTPE HApYyIICHWH TEeMOCTa3a, €CIHM IIeHTP pacIoJlaraeT IOCTaTOYHOU
KJIIMHUKO-JTabopaTtopHoil Oaszoi. lucnancepHoe HabOmoneHue 3a maruentamu ¢ PHCK pomxHO
BKITIOYATH!

1. oOs3aTeneH JWHAMHUYCCKHMH MOHUTOPHUHT COCTOSHUS ITallMEHTA C OIICHKOW HAIHYHUS
HEXeJIaTeIbHBIX SBJICHUHN MPH MPOBEICHUHM 3aMECTUTEIIFHON Teparuu: MOSBICHHE HHTHOUTOpPA K
(dakTopaM CBepTHIBAHUS KPOBH, WHAWBHIyaJlbHAs HEIMEPESHOCHMOCTh IIPENapaToB, BUPYCHAs
KOHTAMUHAIWSI, W3MEHEHHS TICUXOJOTHYECKOTO WIIM COIMAIBHOTO CTaTyca IallMeHTa, OIEeHKa
COCTOSIHUS TIEpH(EPHUIECKON BEHO3HON CHUCTEMBI.

2. neuenune ocnoxxHeHuit PHCK: koppeknus nedunmra xene3a, THTHOMTOPOB.

3. BBISBIICHHWE M JICYEHUE COIMYTCTBYIOIMIMX 3a00JieBaHHMI, 0COOEHHO 3a00yieBaHUN 3yOOB,
noJjioctu pta, XKKT, JIOP-opranoB, naToyioruu cepaeqHo-COCYyIUCTON CUCTEMBI U JIP.

6. Opranuszanus okazaHus MeIMIUHCKOH MOMOLIH

[Tokazanust 1sl IJIAHOBOM TOCHUTATU3ALINU:
1) mnaHoBoE OnepaTUBHOE JICUCHHE.

[Tokazanust 1st SKCTPEHHON TOCIUTATN3ALINU:
1) xu3Heyrpoxaromiee KpOBOTEUCHUE;
2) mpoBeJIeHUE SKCTPEHHOTO OMEPATUBHOTO BMEIIATEIbCTBA.

IToxa3aHus K BBINIMCKE MTallMEHTa U3 crTaguoHapa:
1) IIOJIHAaA OCTaAaHOBKA KPOBOTCUCHUA

7. JonojHuTeIbHAS UHGOpMaLUs (B TOM 4Yucae (PaKTOPbI, BIAUAIONIHE HA
HUCXO0/1 3a00J1eBaHUSI MJIA COCTOSIHUS)

HpnMeHeHne Hecneun(]mqecmlx reMOCTAaTHICCKHX IpemaparoB

ITomumo crnennpuyeckoil reMocTaTHUECKOW M 3aMECTHTEIbHON Tepanmuy Bpad-reMaroJior
MO>KET MCIOJIb30BaTh JONOJIHUTEIbHBIE JIEKAPCTBEHHBIE cpencTBa B eueHnu nannenTos ¢ PHCK,
HamnpuMep, FTOPMOHAIBHYIO TEPANUI0 Y KEHIIUH C PEeUUAMBHUPYIOIMIMMHU TSHKEIBIMH MaTOUYHBIMHU
KPOBOTEUEHUSIMH.

TpanekcamoBass kucinora** u  apyrue  aHTUPUOPUHOIUTHYECKHE CPEJICTBA  MOTYT
MPUMEHSATHCS JJIS1 KyIMPOBAHUS MEHOPPAruid U JISTKUX KPOBOTEUEHHUH M3 CIM3UCTBIX 000JI0YEK, 3a
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UCKITIOUEHHEM  TOYEYHBIX  KPOBOTEYCHUH. AHTU(UOPUHOIMTUYECKHE  CPEICTBA  MOTYT
HCIIOJIb30BATLCA B MOHOTepaHI/II/I NI B JOOIIOJIHCHUC K KOHI_[eHTpaTaM q)aKTOpOB CBepTBIBaHI/ISI
KpoBU. B ciyuae BBICOKOTO PHCKa BO3MOXHBIX TPOMOOTHYECKHX OCJIOXHEHHA NpPUMEHEHUE
AaHTHU(UOPUHOIMTHICCKUX CPEACTB HEIOomycTUMO. [l mpemaymnpexaeHus XUPYPrudecKuX WIH
aKyIIepCKUX KPOBOTEUCHHUH TpaHEKcaMoBasi KHCIOTa** noykHa ObITh Ha3HAYEHA MEePOPATHHO HIIH
BHYTPUBEHHO HE€ TMO3JHEE, YeM 3a 2 yaca JI0 ONEpalydd WIM POJOB IS JAOCTHKEHUS MUKOBBIX
3HAYCHUH B IJIa3Me BO BPEMs MPOBEACHHS MaHUMYJISAIUH. TpaHekcaMoBas KUCIOTa** IoJpKHA ¢
OCTOPOYKHOCTBIO HCIOJb30BaThesl oqHOBpeMeHHO ¢ KIIK wu3-3a BBICOKOrO pucKa pa3BUTHUA
TPOMOOTHYECKUX OCIIONKHCHHIA.

Oco0ennoctu nepunmra FII y nereit

[IposiBnennem peduumra FII y pgereit Moryr ObITh NyNOYHbIE KPOBOTEUEHHUS WIH
kpoBomznusiHus B [IHC. BaxkHo MOMHUTB, UTO y JIeTeil B IepBOM MOJIYrOJUU >KU3HU HOpPMaJlbHas
aktuBHOCTh FII cocraBnser 26-70%. B3spocnbix 3HaueHuit axtuBHOcTh FII nmocturaer k 6-
MeCSYHOMY Bo3pacTy. HeoOxoaumo mpoBeaeHHE HEOJIHOKPATHBIX MOBTOPHBIX OOCIEAOBaHUN
MMAMEeHTa TI0CNIe JOCTHKEHUA 6-mMecsyHoro Bo3pacrta. llo3ToMy TOYHO YCTAaHOBHUTH JMAarHo3
nedunurta FII moxHo y nereit crapmie 1 roga. B mobom cimydae npu nuarnoctuke ynnenus [1B y
JIeTel B 9TOM BO3pacTe Moka3aHo HazHaueHue npenapatoB Butamuna K1 [1, 20, 41, 48].

Benenne :xxenmuH ¢ ge¢punurom FII Bo Bpemsi 0epeMeHHOCTH U POIOB

B Tedenne HOpManbHO TpoTekaromiel OepemMeHHOCTH akTUBHOCTH FII cymectBeHHO He
MEHSETCS M OOBIYHO OCTAETCA HEJOCTATOUYHOM JIIsl HEOCIOKHEHHOTO POAOPa3peLIeHHs Y )KEHILUH C
TsoKenbIM AeuuuroM npotpombObuna. Ilpu aktuBHOcTH FII < 20% ¢ wenbio mpenoTBparieHus
Pa3BUTHS TeMOPPArHYECKUX OCIOKHEHMH B pojaax HeoOxomumo BBeaeHue KIIK* B moze 20-40
ME/kr macchl Tena ManUMEHTKH OJHOKPATHO NpU Hayaje pOJOBOM JESITENbHOCTH WM Tepen
KecapeBbIM ceueHueM sl nocTkenus aktuBHoctd FII 20-40%. TloBTopHble nH(Y3uN npenapara
MPOM3BOIATCSA ¢ MHTEpBaIoM B 48 4dacoB B g03e 10-20 ME/kr maccel Tena MalMeHTKH C IEJIbI0
nojepxxanust aktuBHocTu FII > 20% B TedeHuwe, kak MUHUMYM, 3-5 JHEW MOciie BarMHaJIbHBIX
pomoB miau 5-7 nmueit mocie kecapeBa ceucHus [8]. Ilpu OTCYTCTBMH KIMHHYCCKHX IPOSIBICHHI
3a0osieBaHus BO BpeMsi OepemeHHOcTH 3amectutenbHas Tepanus KIIK ne mpoBomutcs, B ciiyuae
Pa3BUTHUS KPOBOTCUCHHUS TEPAIHsI TPOBOAUTCS 1O 00IUM npuHiunam [49].

Oco0eHHOCTH TeuyeHHsI THIIONPOKOHBEPTUHEMHH Y JieTel

VY HoBOpox)JeHHBbIX ¢ Aepunurom FVII cymecTByeT onacHOCTh BO3HUKHOBEHUS CIIOHTAHHBIX
kpoBouzusiHui B [IHC mnn mynmo4HsIX KpoBOoTeueHMH. J[pyrue mposiBiIeHHs] reMOopparudeckoro
CHUHJpoMa HexapakTepHbl. dusmnonoruyeckas akTuBHocTh FVII mpu poxiaeHun coctabiser 28-
104% wn mocTuraeT HOpMalbHBIX 3HAYEHUU K 6-Mecs4HOMY Bo3pacry. Ilo3Tomy, oxoHYaTenbHBIN
JIMarHO3 YCTaHABIMBAETCS B Bo3pacte mocie 6-12 mecsies [41, 42].

BeneHnue KeHIMH ¢ TMIIONPOKOHBEPTHHEMUEH BO BpeMsl 0epeMEHHOCTH H
ponos

B Teuenune HopmanpHO mpoTekarouieil 6epeMeHHocTH akTHBHOCTH FVII dusmonornuecku
nosbimaercs. JKeHmuasl ¢ jerkuMm geguuutoM FVII MOryr AOCTMTHYTH K MOMEHTY pOJIOB
HE00X0AMMOT0 TremMocTaThuyeckoro ypoBHs akTtuBHocTH FVII Ge3 mpoBeaeHus cnenudpuueckont
3aMECTUTENIBLHON TEepaIuu.
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VY OGepemenHbIX ¢ TsoKenbiM gedunutoM FVII ecTe pUCK pa3BUTHS T'eMOpPparduecKux
ocyoxxHeHui B pojax. JKenmunam ¢ aktuBHocThio FVII <= 20% nepen npoBeneHueM Kecapesa
CeUCHHs] WJIM C HAYaJOM POJOBON JEATEIHHOCTH HEOOXOJWMO TIPOBEICHHE 3aMECTUTEIbHOU
TEpamuu SNTAKOT anb(pa (aKTUBHPOBAHHBEIM)** B no03e 15-30 MKI/Kr Maccel Tella MAIMEHTKH
Kaxple 4-6 yacoB B T€UEHHE HE MeHee 3-X AHEW. [l Bcex OCTalIbHBIX JKEHLIMH C JIe(UIUTOM
FVII snrakor anbda (akTUBUPOBAHHBIN)** Ha3HAUYaeTCs TOJIBKO B CIydae pa3BUTHS KPOBOTECUECHMUS
cornacao FVII o6umm npuanumnam tepanuu [50, 51].

Oco0ennoctu Teuenus aepunura FX y nereit

VY HoBopoxneHHbIX ¢ Aedunurom FX Bo3moxHbl kpoBouznusHus B [[HC unu mynounsie
kpoBoTeueHus. dusmnosnorumueckass axTuBHOCTh FX mpu poxaeHun cocrasiser 12-68% u
MOBBIIIAETCS K 6-MecsyHOMYy Bo3pacTy. llo3ToMy OKOHYaTelbHOE YCTAHOBJIEHHE JMarHo3a
nepunura FX y HOBOPOXJIEHHBIX TpeOyeT 005S3aTelbHOr0 CPaBHEHUS MOJIyYEHHBIX PE3y/bTaTOB
71a00paTOpPHOTrO HCCIEAOBaHUA C pedEepeHCHBIMH HHTEpBajlaMU JIOMYCTUMBIX B HEOHATAaJIbHOM
Mepuojie 3HAYCHU M TMOBTOPHOTO OOCIIENOBAaHUS MAllMEHTa IOCTE JOCTHKEHUS 6-MECSYHOTO
Bo3pacta. [Ipu BbIsIBICHUU y AeTEld NEPBOrO MOJYroAusi CHWKEHHOW akTUBHOCTHM FX moka3zaHo
HasHauyeHue npenapaToB Butamuna K1 (rpymmna BO2BA no kinaccudukammu ATX) [4, 19, 41-43].

Benenmne :xenmuH ¢ ge¢punurom FX Bo Bpemsi 0epeMeHHOCTH M PO/JI0B

V xenmuH ¢ akTUBHOCTBI0 FX Menee 30% BO3MOXKHBI TPOOIEMBI ¢ 3a4aTHeM. bepeMeHHOCTh
OCJIO’KHSAIETCS PAHHUMHU BBIKUJBIIIAMH B IIEPBOM TPUMECTpPE, T€MOPpPArudecKUMU MPOSIBICHUIMHU
("are reMopparu4ecKiuM IMCTUTOM) BO BTOPOM M TpeTbeM TpuMectpe. Heobxoaumeiii ypoBenb FX
JI0 ¥ BO BpeMsi O€pEeMEHHOCTH JI0JKEeH ObITh He MeHee 30%.

Hecmotpss Ha (usnosornyeckoe TMOBBIMICHHE aKTUBHOCTH FX B TedeHHME HOPMaIbHO
MpOTEeKarIe O0epeMEHHOCTH, y KEHIIMH ¢ TsokenbiM aedunurom FX ero ypoBeHb K pojaam
OOBIYHO OCTaeTCsl HEAOCTAaTOYHBIM il oOecreueHuss HOpMalbHOTO remMocrasza. JKeHmHHaM ¢
aktuBHOCThIO FX <= 30% B TperbeM TpuMecTpe OEpEeMEHHOCTH C HAJIUYUEM B aHaMHe3e
KpOBOTEUEHUI 10 OEpeMEHHOCTH, a TakK)Ke IMepes IMPOBEICHHUEM KecapeBa CEYeHMsI C HaudajioM
pPOZOBOM JIEATEILHOCTH HEO0OXoauMo TpoBeneHue 3amectutenbHoi Tepanuu KIIK: #dakropos
ceepteiBanus kposu 11, VII, IX u X B koMmOuHaIuu [IpoTpoMOMHOBBIN KOMILIEKC]** mn pakTopos
ceepteiBanus KpoBH I, IX n X B koMOnHanmu** (BHE 3aperucTpUpOBAaHHBIX TOKA3aHUH I ACTEH
— 3¢ dexTUBHOCTh M 6€30MacHOCTh HeIOCTaTOUYHO M3y4eHbl) B 03¢ 20-40 (FIX) ME/kr maccel Tena
MAUEHTKU 1715 JocTikeHus: akTuBHOCTH FX > 40%. JlanpHeimue nndysun #KIIK npoBoasrtes c
uHTepBaJioM B 24 yaca B mo3e 10-20 (FIX) ME/kr macchl Tena TNMalMEHTKH B TEYCHHE, Kak
MUHHMYM, 3-X THEH ¢ IeNbio moanaepkanus aktuBHoctd FX He menee 30% [8, 46, 47, 52].

IIpoBenenue 1a60paTOPHBIX MCCIETOBAHNM

JlaGopaTopHble aHAIM3BI JIe)KAT B OCHOBE JUArHOCTUKU M KOHTpousia y manuentoB ¢ PHCK.
TpebGoBaHusi K yCIOBUAM M TEeXHHUKE OTOOpa OOpa3lOoB M BBINOJHEHUS HCCIEIOBAaHUN HE
OTJIMYAIOTCS OT CTaHJAPTHBIX. Ba)XKHBIM acriekTOM T1a00paTOPHBIX UCCIEIOBAHUN SABISIETCS y4acTHE
B cucTeMme KoHTpousia kadecTBa. [Ipu muarnoctuke PHCK onTumanbHO yyacTBOBaTh HE TOJIBKO B
TrOCyIlapCcTBEHHOW, HO ¥ B MEXIYHApOJHOW CHCTeME KOHTpOJS KayecTBa J1abOpaTOPHBIX
HCCIIeIOBAaHU#, OXBATBIBAIOIIEH OCHOBHBIE Koarymoyornueckue mapametpsi [10, 14, 17, 18].

Baknunanus

[MaruenTsl ¢ PHCK moryT Ob1Th BakinHUPOBaHbI. OCOOEHHO Ba)KHO MPOBEICHNE BaKIIMHAIIUN
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ot renatuta B. [Ipu BakIIMHAIIMY IPEIIOYTCHUE OTAACTCS OPATbHOMY HIIH TIOJKOKHOMY BBEICHUIO
npernapara, 1o CpaBHCHUIO C BHYTPUMBIIICUHBIM UM BHYTPUKOXKHBIM. ECITH 171 JaHHOM BaKI[MHBI
JOCTYIICH TOJBKO BHYTPHMBIIICYHBINA MyTh BBEICHHS, HEOOXOAUMa 3aMECTHTEIbHAS TEPAIUs IS
MPEIOTBPAILCHHUST Pa3BUTHS T€MaTOMbl. B 3TOM cilyuac 3aMECTHUTEIbHYIO TEparHi0 IMPOBOJST
HaKkaHyHEe BaKIMHAIMK. B JieHb BaKIMHAIMK BBEICHHE Mpemapara He pekomenjayercs. Hembss
MIPOBOJINTH BaKIIMHAIIMIO BO BpeMsi KpoBoTeueHus [8].

O0y4yeHue MAalMEHTOB M YWICHOB UX ceMeil

OOyueHne MaMeHToB M WICHOB UX CeME — He00X0AUMOe yCIOBHE 00eCTIeYeHHs aeKBaTHOM
nomoiu OonbHeIM ¢ PHCK. OOyuenue HauMHaeTcs cpasy IOCJE€ YCTAaHOBJIEHMsI AMArHo3a u
MIPOBOJUTCS. HAa IMOCTOSIHHON OCHOBE BpauaMd M MEAMLMHCKMUMM CECTpaMH ILIEHTpa, B KOTOPOM
HaOmogaercss mauueHt. OOydeHue MpPOBOAMTHCS MHAMBUAYAJIbHO NPU MOCEUICHUM LEHTpa U B
pamkax mkossl nanuenta ¢ PHCK.

OcHoBHBIE HampaBjeHUs1 OOydeHMs] TalrueHTa W 4jaeHoB ero cembu: uto Takoe PHCK,
0COOEHHOCTH 3a00JIeBaHMsI B JIETCKOM BO3pPACTE€, HABBIKU OLIEHKH COCTOSIHUSI peOEHKa, HaBBIKU
OLICHKM CHMIITOMOB, XapakTepa M TSDKECTH KpPOBOTEUEHHS, XpaHEHHWE U UCIOJIb30BaHUE
KOHLIEHTPAaTOB (aKTOPOB CBEPTHIBAHUS KPOBHU, IMOKAa3aHUS M JO3bl 3aMECTHTENbHOM Tepanuu,
HaBbIKM MPOBEACHUS MH(QY3UU B JIOMAIIHUX YCIOBHUSX, YXOJl 32 BEHaMH, NMPUMEHEHHE IPYrux
reMOCTaTHYEeCKUX IIpernaparoB, (u3nyeckas aKTHMBHOCTb, IICMXOJIOTMYECKass W COIMaJIbHas
ajanranus, npodeccuoHaIbHasi OpUEHTALNs, IOPUINYECKHE ACTIEKTHI.

[Tomumo Bpaueit U Mmencectep K oOydeHHIO MAIlMEHTOB M YJIEHOB MX ceMeld Heo0XoauMo
[IPUBJIEKaTh IICUXOJIOTOB, IOPUCTOB M UIEHOB OOLIECTBEHHBIX OpPraHM3ALUH, MPEICTABIIAIOLINX
MHTEpECHI OOJIbHBIX C HAPYLIEHUSMHU CBEPTHIBAHUS KPOBH.

KpuTtepun oieHKH Ka4yecTBa MEeAMIUHCKON NOMOIIH

N Kputepun kauectna Yposens | YpoBeHb
JOCTOBEp | yOeauTenbH
HOCTH OCTH
JIOKa3aTen | peKoMeHIa
bCTB 1002071
1. |[lamumeHTy ¢ TOJO3pEHHEM Ha TEeMOpPPAruyeckue COCTOSHUS |5 C

BBITIOJIHEH OOIIUI aHanu3a KPOBH, B TOM YHCIE HCCIEIOBAHUE
YPOBHS TPOMOOIIUTOB B KPOBU

2 HaL[I/IeHTy C IMMOAO3pPpCHUECM Ha TICMOPPArudeCKUC COCTOAHHA 5 C
BBIIIOJIHCHA KOaryjaorpamMmma (OpI/IeHTI/IPOBO‘IHOG HCCICOAOBAaHHUC
CHUCTCMBbI FCMOCTaSa), BKJIIO4YAaromas OIIPCACIICHUC

aKTHBUPOBAHHOTO YaCTHYHOTO TPOMOOIIJIACTHHOBOTO BpPEMEHHU
(AUTB), mnporpombunoBoro Bpemenu (IIB), TpomOuHOBOTO
Bpemenun (TB), xonuentpamum ¢ubpunorena (mo Kiayccey),
BpeMeHu kpoBoTeueHus (BK) cranmapTH30BaHHBIM METOJIOM H
M0JICYET KOJUYecTBa TpoMOOIUTOB 1o doHMo

3 |IlaumeHTy c BBIABIEHHBIMM Ha TIEPBOM JTale HapyLUIEHUsSMH |5 C
remoctaza (yBenunuenue AUTB w/mnmm I1B, nopmanbhueie TB u
ypoBeHb (PUOpHUHOTEHA) BBIMOJHEHBl OINpPENEIeHNUE aKTHBHOCTH
¢daxTopa V B CBIBOPOTKE KPOBH, ONpEETIeHNE aKTUBHOCTH (PaKTOpa
VII B cBIBOpPOTKE KPOBH, ompeenenue aktuBHocTH (aktopa VIII B
CBIBOPOTKE KpPOBH, OIpeAeJeHHe aKTUBHOCTH akrtopa I[X B

Ctpanuua 16 us 27


http://disuria.ru/

KnuHnyeckne pekomeHgauun — Pegkve koarynonatum: HacrneacTBeHHbIM aemunt daktopos ceepTbiBaHus kposu Il, VII, X — 2023-
2024-2025 (28.04.2023) — YTBepxaeHbl Munsgpasom PO

CBIBOPOTKE KPOBH, OTIpE/ICIEHUE aKTUBHOCTH (pakTopa X

4 |Tlaumenty co cHwxkeHHOU aktuBHOCThIO FII, FVII, w/mmu FX|5 C
MpOBEJIeHa MOJICKYJISPHO-TEHETHYECKasi TUArHOCTHKY HapyIICHUHN
COOTBETCTBYIOIIETO (hakTopa
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[Tpunoxxenue Al

CocrtaB padoueii rpynnbl 1o pa3padoTke u NepecMOTPy KINHHUYECKUX
pexoMeHxaumnin

3o3yns Hanexna MBanoBhHa, a.m.H., ®I'BY "HMMUI] remaromorun" MunszapaBa Poccun,
MockBa, HanpioHaasHO€E reMaToJiorudeckoe o0IecTBO

Csupun IlaBen BsuecnaBoBuu, I'BY3 1. MockBbel "Mopo3oBckas AeTckas TropojicKas
KIMHUYecKass OosibHMIA [lemapramenTta 3mpaBooxpaHeHus Topojma Mocksel", Mocksa,
HanmonansHoe 00111eCTBO JETCKUX FeMaTOJIOTOB U OHKOJIOTOB

Kapxos IlaBen AnekcangpoBud, A.M.H., PI'BY "HMUIL[ AT'ONU um. Imutpus Porauesa"
MunzapaBa Poccun, MockBa, HarmmonansHoe 0OIIECTBO AETCKUX T€MAaTOJIOTOB M OHKOJIOTOB

Koudmaukt unTepecon: aBTOpbl HE UMEIOT KOH(DIUKTA HHTEPECOB.

[Tpunoxenne A2
MeTtonoJi0rusi pa3padoTku KIMHUYECKHX PeKOMEH AU

IeseBast ay uTOPUA JAHHBIX KIMHUYECKHUX PeKOMEH AU :

. Bpauu-remaTosioru

. Bpauu-neguatpsl

. Bpauu-tepaneBTbl

. Bpaun-xupypru

. Bpauu-cromatosioru

. Bpauu-otonapunrosioru

. Bpaun-TpaBMaToJIoru-opTorne bl
. Bpaun-akymepsl-THHEKOJIOTH

03N N W -

METOIII)I, HCIIOJIB30BAHHBIC TJIA cﬁopa/ce.ﬂelcmm AOKa3aTeJabCTB:
- Ilouck l'[y@'[PIKaI.[PIﬁ B CICHUATIU3UPOBAHHBIX TECPUOAUYCCKUX TICYATHBIX HU3AAHHUAX C

umnaxT-(akropom > 0,3.
- [Touck B 3EeKTPOHHBIX 0a3aX JaHHBIX.
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ba3bl JaHHBIX, HCII0JIB30BAHHBLIX JJIf COOPa/ceIeKIMU T0KA3ATEJIbCTB:

Jloka3zarenbHOM 0a30i s peKOMEHAAUWH SBISIIOTCA IyOJMKAaIlMM, BOIIEAIINE B Oa3bl
nanabix PUBMED, MEDLINE, KoxpanoBckoit 6ubnauorexku. Ilouck mpoBoawicsd Ha IIyOUHY
6outee 20 ier.

MeTOIlLI, HCIIOJBb30BaHHBIC IJIF aHAJIHN3A J0KA3aTECJIbCTB:

- OO030pbl MeTaaHAIM30B, PaHAOMU3UPOBAHHBIX MPOCIEKTUBHBIX KOHTPOJIUPYEMBIX
MEPEKPECTHBIX KIIMHUYECKUX UCCICAOBAHUH.

- OO030pbl  OMyONMKOBaHHBIX  HCCIEIOBAHUM  CIy4ail-KOHTPOJIb  WJIM  KOTOPTHBIX
HCCIICIOBAHUH.

- Cucremaruueckrie 0030pbI ¢ TAOJIUIIAMH JTI0KA3aTEIIbCTB.

- MeTop1, HCITOJIB30BaHHBIE JIJII KAYeCTBa U CHIIBI JOKA3aTEIbCTB:

- KoHceHcyc 3kcnepToB;

- Ormenka 3HAYUMOCTH JIOKA3aTEIbCTB B COOTBETCTBUU C PEUTHHTOBOW CHCTEMOM
yOeIUTENbHOCTH JIOKA3aTeIbCTB.

MeTomosnorusi pa3padoTKku peKoMeH/1amii:

Ornrcanne METOIMKH aHAIIM3a I0Ka3aTeNIbCTB M pa3pabOTKUA PEKOMEH AN

[Ipu oT6Ope mybauKkanmii, Kak TOTEHIIMATBHBIX HCTOYHUKOB JI0KA3aTEIbCTB, UCIOJIb30BaHHAS
B KaXJOM HCCJICJIOBAHMHM METOJOJIOTHs JIOJDKHA OBITh M3Yy4YeHa IJIsi TOTO, YTOOBI yOSOUThCS B
COOTBETCTBUU €€ MPHUHIUIIAM JTI0OKa3aTeJIbHOW MEAWIIMHBL. Pe3ynbTar nu3ydeHus BIUsIET Ha YPOBEHb
JIOKa3aTeIbHOCTH, TPUCBaMBaeMbI MyOJWKAIlMKd, YTO B CBOIO OYEpeIb BIUSACT HA CHITY
BBITEKAIONIUX U3 HEE PEKOMEH IaIlH.

Meroaomornueckoe u3ydeHHe (POKYCHPYETCS Ha OCOOEHHOCTSX aM3aiiHa HCCIEIOBaHUSA,
KOTOPBIE OKa3bIBAIM CYIIECTBEHHOE BIIMSHUE HA KAYECTBO PE3yIbTaTOB U BHIBOJIOB.

C 1nenpl0 HCKIIOYCHHUS BIMSHUS CYOBEKTHBHBIX (DaKTOPOB KaXKJA0€ HCCICIOBAaHUE
OIICHUBACTCS, KAK MUHHUMYM, JIByMSI HE3aBUCUMBIMH YJIEHAMH aBTOPCKOTO KOJIJIEKTHBA. Pazmuyus B
OIIEHKE OOCY)KIAIOTCS Ha COBEHIAHUAX pabouell Tpymmbl aBTOPCKOTO KOJUIGKTHBA JaHHBIX
PEKOMEHIalHi.

Ha ocHoBaHMu aHanmm3a 10Ka3aTeNbCTB pa3pad0TaHbl pa3eiibl KIMHUYECKUX PEKOMEH AU ¢
OLICHKOW CHJIBI B COOTBETCTBHMM C PEHUTHHIOBOM CHUCTEMOW Trpajaluil 10Ka3aTeIbHOCTH
peKOMeHIanui (MpuIoxeHue 2).

MeTtoambl, HCIOJIB30BAHHBIE /151 (POPMYJIMPOBAHUS PEKOMEHAALMM:

- KOHC@HC}/C OKCIICPTOB.
- OI_IeHKa 3HAaYUMOCTHU pCKOMeHI[aI_[I/Iﬁ B COOTBCTCTBHUHU C peﬁTHHrOBOﬁ cucTeMOi rpanaunﬁ
JA0Ka3aTCJIbHOCTHU peKOMeH,I[aI_II/Iﬁ

MeTo1pl BaIMAU3aui pEKOMEH Tall
- Baemnss sxcnepTHast OlleHKa.
- BHyTpeHHss sKcniepTHast OlleHKa.

Onucanmue METOAUKH BaJINAN3aAIINH peKOMeHI[aHHﬁ:

Pexomenpanyu B Hpe,[[BapHTCHBHOf/'I BEpCUN PCUHCH3HUPYIOTCA HC3aBUCUMBIMHU JSKCIICPTAMU,
KOTOPBIX mpocsAT MPOKOMMCHTHPOBATD, HaCKOJBKO Ka4€CTBCHHO HHTCPIPCTUPOBAHLL
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JI0Ka3aTeNIbCTBA M pa3paboTaHbl peKOMeHAanuuu. Takke HMPOBOAMTCS SKCIEPTHAs OLEHKA CTUJISA
U3JI0KEHUS PEKOMEHAIUI U UX JOCTYITHOCTH Ul IOHUMAaHMS.

[IpenBapuTenbHble BEPCUM PEKOMEHIAIMA MPEICTABISAIOTCS A OOCY)KJICHHMS Ha HAy4YHBIX
reMaToJIOTHYeCKuX KoH(pepeHuusx HannoHaabHOTO TeMaToJOrHYecKOro OOIIECTBAa U 3acelaHMsIX
[Mpo¢unbroit xomuccuu mo ['ematonorum, PabGoueit rpynmsl 1mo pa3paboTKe KIMHUYECKUX
pexoMeHaanui ['eMaTrosorn4eckoro Hay4HoOTo LEHTPA, BEAYIIUMH CIEHATUCTaMU MPO(UIBHBIX
®enepanpHbIX HEHTPOB PP 1 npakTHYECKUMU BpadyaMHu.

N3ydaroTcsi KOMMEHTapuM €O  CTOPOHBI  Bpauyeii-reMarosioroB  aMOylaaTOpHOTO U
CTAallMOHAPHOIO 3TAIOB B OTHOIUIEHHUU JOXOJYMBOCTH M MX OLEHKH Ba)KHOCTH PEKOMEHJALMKA KaK
pabouero MHCTPYMEHTA MIOBCEAHEBHOM MPAKTUKH.

3ameuaHusi ¥ KOMMEHTapUH, MOJIyY€HHBIE OT KCIEPTOB, TIIATENIBHO CUCTEMATU3UPYIOTCS U
00CyXat0TCsl aBTOPCKUM KOJUIEKTHBOM. [Ipr HE0OX0IMMOCTH MPOBOAUTCS BHECEHUE U3MEHEHUN 1
JOTIOJIHEHUH B TEKCT PEKOMEHAALIMI.

OxoHuaTeJbHasi pelaKIus:

JIs  OKOHYATEeNBbHOW pEJakIMd W KOHTPOJS KadecTBa PEKOMEHJAIMH  ITOBTOPHO
AQHATM3UPYIOTCSI WICHAMH aBTOPCKOTO KOJUICKTHBA, JUIS TIOJATBEPXKICHHS TOTO, YTO BCE
CYIIICCTBCHHBIC 3aMEYaHWs ¥ KOMMEHTapWH DJKCIIEPTOB TIPHHATHI BO BHHUMaHHWE, PHUCK
CHUCTEeMAaTHYECKUX OMIMOOK IIpH pa3pabOTKe CBEJICH K MUHUMYMY.

OxoHYaTenpbHas PeAAKIH KIMHAYSCKUX PEKOMEHIAIMN pacCMaTPUBAIOTCS U YTBEPKIAFOTCS
Ha 3acemanun [IpodunpHoit Komuccuum 1o ['emarosnoruu, PaGoueidt Tpymmbl 1o pa3paboTke
KIIMHUYECKUX peKkoMeHaanui ['emMaronornueckoro HaydyHOTO LEHTpa, W B 3aKIIOYCHHUH, Ha
KOHTpecce (che3ie, INIEHyMe) HaIIHOHAILHOTO TeMaTOJIOTHYECKOT0 00IIeCTRa.

Tabmuma 1. [kama omeHKW ypoBHEH nocToBepHOCTH mokazaTtenbcTB (Y IJI) mns meTomoB
JMArHOCTHKY (JIMarHOCTHYCCKUX BMEIIATEIbCTB)

Y1 Pacmudposka

1 CucremaTnueckue 0030pbl HMCCIIEIOBAaHUI C KOHTpoJieM pedepeHCHBIM METOJIOM MU
CUCTEeMAaTU4YEeCKUi 0030p PpaHIOMHU3HPOBAHHBIX KIMHUYECKUX HCCIEJIOBAHUNA C
MIpUMEHEHHEM MeTaaHalln3a

2 OTI[GJ'IBHBIG HCCICA0BaHNA C KOHTPOJIEM pe(i)epeHCHBIM METOJAOM HJIM OTACIBbHBIC
PAaHAOMU3BHUPOBAHHBIC KIIMHHUYCCKUC HCCIICAOBAHUA H CHCTCMATHUYCCKHUC 0630pBI
HCCIEI0OBAaHUN JIF000TO I[PI38.I>1H8., 3a UCKIIIOYCHUCM PAHAOMH3UPOBAHHBIX KIIMHUYCCKUX
I/ICCJ'IG,Z[OBaHI/II‘/'I, C IPUMCHCHUCM MCTaaHaJIn3a

3 HccnenoBanus 0e3 MMOCJICAOBATCIILHOI'O KOHTPOJIA pe(bepeHCHBIM MCTOJOM HMJIH
HCCICOAOBaHHUA C peq)epeHCHbIM MCTOAOM, HE ABIAIOIIMMCA HC3aBHCHMBIM OT
ucceiaeayemMoro Merola Ui HEPaHAOMHU3UPOBAHHBIC CPABHHUTCIIBHBIC HCCICIOBAHUS, B
TOM YHUCJIC KOTOPTHBIC HCCIICAOBAHUA

4 HeCpaBHI/ITCHLHHC HCCIICA0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIydasd

5 Hmeetcs muimbs 000CHOBaHUE MEXaHHU3Ma JIEHCTBUS WM MHEHHE OKCIICPTOB

Tabnuma 2. [lkana oueHKH ypoBHEHW JocToBepHOCTH nMokazarenwbcTB (Y/Jl) anms meromoB
MpoQUIAKTUKH, JIeUeHUs U peabunutanuu (MpodUIaKTHUECKUX, JEUEOHBIX, peaOuINTallMOHHBIX
BMEIIIATENIbCTB)

‘ YA ‘ Pacmmgposka
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1 Cucremaruueckuit 0630p PKU ¢ mpuMeneHneM MeTaaHanmsa

2 Otnenvabie PKUM u cucrematudeckne 0030pbl HCCIEIOBAaHUUN IIOOOTO Am3aiiHa, 3a
ncxiouennem PKH, ¢ npuMenennem Meraanainsa

3 HepannomusupoBaHHble  CpaBHHUTEJbHBIE  HUCCIEAOBAHUSA, B  T.4. KOTOPTHBIE
HCCIIEI0OBAaHUS

4 HecpaBHuTenpHble HCCIEIOBAaHUS, OINUCAHUE KIMHUYECKOTO Cllydass WIM CEpUH

CllydaeB, UCCIEI0BaHUS "CIy4ai-KOHTPOJIb"

5) Nmeercss numib 000CHOBAaHUE MEXaHHM3Ma JCHCTBHS BMEIIATEILCTBA (JOKIMHUYCCKHE
WCCTIE0OBAHUs) WJIM MHEHHE SKCTIEPTOB

Tabmuma 3. llkana oueHku ypoBHe# yOeautenbHOCTH pexkomennauuit (YVYP) mist metonos
NpOQUIAKTUKH, JUATHOCTHKH, JIEYEHUs U peaduiutauuu (IpopuIakKTUUECKUX, TUArHOCTHYECKUX,
Je4eOHbIX, peabUINTAllMOHHBIX BMEIIATEIbCTB)

YVyP Pacummdposka

A CunbpHas pekoMeHJanus (Bce paccMaTpuBaeMble Kputepuu 3((HEKTUBHOCTH (MCXOIbI)
SBIIIIOTCA Ba)KHBIMH, BCE HCCIIEIOBAHUS MMEIOT BBICOKOE WM YIOBJIETBOPHUTEIHHOE
METO/I0JIOTMYECKOE KadeCTBO, MX BBIBOJBI 0 HMHTEPECYIOIIUM HCXOJaM SIBISIOTCS
COTJIAaCOBAHHBIMH)

B VYcnoBHas pexkomeHaauus (HE BCe paccMaTpuUBaeMble KpuUTepuH 3(PPEeKTUBHOCTU
(ucxonpl) SABIAIOTCS B@XHBIMHM, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WM
YIOBJIETBOPUTEIBHOE  METOAOJIOTMYECKOE  KAaueCTBO M/MIM  MX  BBIBOABI IO
MHTEPECYIOIIUM UCX0JIaM HE SIBJISIFOTCS COIVIACOBAHHBIMHU)

C Cnabas pexomeHmamnusi (OTCYTCTBHE JIOKa3aTeIbCTB HAJJICKAIIETO KadecTBa (Bce
paccMarpuBaeMmbie KpUTepud 3(PGEKTUBHOCTH (MCXOMIBI) SIBISIOTCS HEBa)KHBIMH, BCE
WCCIICIOBAaHUSI WMEIOT HH3KO€ METOJOJOTMYECKOe KaueCTBO W WX BBIBOJABI TIO
WHTEPECYIOIIUM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

Iopsiniok 0OHOBIEHUS KIMHUYECKHX PeKOMeEH AUl

MexaHus3m OOHOBJIEHUS KIITHHAYECKUX PEKOMEH AU peaycCMaTpUBaeT X
CHUCTEMATHYECKYIO aKTyallM3alliio — HE peXe YeM OJMH pa3 B TPH I'oJia, a TaKKe MPHU IMOSBICHUN
HOBBIX JAHHBIX C TIO3WIMW JO0Ka3aTeIbHON MEIUIIMHBI TI0 BOINPOCAM JHWAarHOCTHKH, JICUCHUS,
npodUIAKTUKKH W peaOWIuTalMd  KOHKPETHBIX  3a00JICBaHWH, HaJIMYMK O0OOCHOBAaHHBIX
JIOTIOTHeHUI/3aMeuanuii K panee yrBepxkaeHHbIM KP, Ho He damie 1 pa3a B 6 mecsiiies.

[Tpunoxenne A3

CnpaBo4Hble MaTepHuaJibl, BKJIKYAas COOTBETCTBHE MOKA3aHUI K NIPUMEHEHHU IO
U IPOTUBOINOKA3AHUIA, CIOCO00B MIPHMMEHEHHS U 103 JIeKAPCTBEHHbIX
NpenapaToB, MHCTPYKIUM 10 MPUMEHEHHUIO JIEKAPCTBEHHOI 0 Mpenapara

Her.
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AJITOPUTMBI 1eHCTBUI Bpa4ya

[Maunenr ¢ NOJIOTPEHHEM HA

PHCK

A i

JlHarnocTHRA

Her
narnos noarsepanen’

[Ipunoxenue b

MpoaoranTs auarocTHYeC ki
NOHCK B PAMEAX APYTHX BOIMOMHBIX
sadoacsanmi

¥

Jledmunr FVII

v

IMnasvarmuecknit

FVILrFVila

v

Hedmumr FINFX

v

KITK

S Tepanus no Tepanua no
Tpefosaning rpefonarino Tmsenoe Teuenue
PEIBUIMBHpYIOUIE . /. oo s
CHOHTAHHLIC )
ammmdmbipro- amnfubpro- FX < 2-5%/FIl < 1%?
uM. - li:.fm ITHTHYECKHE NMHTHYECKKME
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IIpunoxenue B
HNudopmanus 1 naumeHra

TTamsarka mrsa nanmentos ¢ PHCK

1. B ocHoBe neuenns namuentoB ¢ PHCK nexur cnenmduyeckas 3aMmecTUTENbHAS Teparus
npernapaTami, CoOJep)KallUMH JAe(PUUUTHBIA (CHMJKEHHBIM WJIM OTCYTCTBYIOLIMI) (akTop
cBepThIBaHUA KpoBH. OOecrieueHre 3TUMU MpenaparaMyu U 00y4eHHe UX MPUMEHEHHUIO MallMeHTOB
n wieHoB cemeil OosibHBIX PHCK sBis0TCS NpUHLMIIMAIBHO BaXKHBIMU 33Jja4aMU B OpraHU3alluu
oMoty 6onbHbIM PHCK.

2. Jlng OCTaHOBKM KpPOBOTE€UEHMH JOJDKHA NPUMEHSATHCS 3aMECTUTEIbHas Teparus
KOHLIEHTpaTaMu  (akTopoB  cBepThIBaHUS  KpoBHU. [lpm  mpoBeneHUM — crenupUUecKoin
3aMECTUTENIbHON Tepanuy MpeanouTeHUE JOJDKHO OTAAaBAThCA MCIOJIb30BAHUIO PEKOMOWHAHTHBIX
WIM BBICOKOOYHMIIEHHBIX BUPYCHHAKTUBHUPOBAHHBIX IJIJA3MAaTUYECKUX KOHIIEHTPATOB (HaKTOPOB
CBEpTHIBaHUS KPOBH 10 oTHoeHuto k C3I1.

3. B otHomenun mnanueHtoB ¢ PHCK, Torma, xorma BO3MOKHO, JOJDKHA MPOBOJMTHCS
CTparerus JAoMamHero JedeHrns. OCHOBHBIMH 3JEMEHTAMH CTPAaTETHMU SIBISIFOTCSA: HAJIA4YUE Y
ManueHTa reMOCTaTHYEeCKUX MpernaparoB (Mpenapat HaXoAUTCS TaM e, T/ie MaIl[MeHT), pelIeHue o
IIPUMEHEHUH TE€MOCTaTHYECKOTO IIpenapara MNPUHHMAET MAalMeHT WIM €ro pPOJCTBEHHHKH B
COOTBETCTBUU C PEKOMEH/IALIUSIMU T'€MaToJIOTa, AllMEeHT U (UJTH) €r0 POJCTBEHHUKHU.

4. Heobxomumo cpa3zy npuUMEHITh dS((EKTHUBHBIE J03bI KOHIIEHTPATOB (aKTOPOB
CBEpThIBaHUA. Tepamus HEIOCTATOYHBIMU J03aMH HE II03BOJUT OCTAaHOBUTb KPOBOTEYECHHE,
IPUBEJIET K MOTEpPEe BPEMEHHU, HAPACTAHMIO I'e€MOPPArudyeckoro CHHAPOMa M HEOOOCHOBAHHOMY
pacxony HOPOroCTOSIIEro mpenapara.

5. 'eMocTaTHUECKYIO TEpAIUI0 HEOOXO0AUMO HAYMHATh KaK MOKHO paHblIe (110 BO3MOKHOCTH
B TE€YECHHE NEPBBIX 2-X 4YaCOB IOCIE MOJIYYCHHs TPAaBMbI, Hadana KPOBOTECYECHHs WIHM INOSBIICHHUSA
NEPBbIX CYOBEKTHBHBIX IPU3HAKOB KPOBOU3IMUSIHHUSA), IOITOMY OCHOBAHMEM [UI Hayajla Teparnuu
MOTYT ObITh CyOBEKTHUBHBIE OLIYIIEHHS HalMeHTa Wiu (akT TpaBMbl. JKelaaTenbHO OCTaHOBUTH
KPOBOTEUEHHUE MU KPOBOUBIMSIHUE 10 PA3BUTUS 3HAYMMBIX KIMHUYECKUX ITPOSIBIICHUN.

6. JIeueHne nerkux U CpeIHUX KPOBOTEUEHUH JOJDKHO NIPOBOJUTHCS HA IOMY MALMEHTOM MU
€r0 pOJCTBEHHUKAMH B COOTBETCTBUM C peKOMeHAauusaMHu remarosora. IIpu passButumn
AKHU3HEYTPOKAIOIIEr0 KPOBOTEUEHHUS Tepalus J0JDKHA ObITh HauaTa Kak MOXHO paHbllIe (Ha J0MY)
U IPOJIOJKEHA M0 HaOJII0AEHUEM reMaTosIora CTalMOHAPHO UM aMOYJIaTOPHO.

7. KiroueBbIM acleKTOM YIyYIIEHHs COCTOSHHS 3J0POBbS U KauyecTBA YKWU3HU IIPU JICUECHUU
PHCK sBnsercs mnpenoTBpallleHHE KPOBOTEUEHHUH: TIE€MapTpO30B, YIPOXKAIOIIMX JKU3HU
KPOBOTEUEHUI M KpOBOM3IUSHMHA (B LeHTpanbHyo HepBHyto cuctemy (LIHC), xemynouHo-
kuireunbii TpakT (OKKT), mp.).

8. Bce mnammentst ¢ PHCK fomkHbI OBITH 3aperucTpupoBaHbl U HaONOJAThCA B
CIELMAIN3UPOBAHHOM LIEHTpe. Y TMalMeHTa WM Bpaded, K KOTOpPhIM OH oOpaiaercs,
KPYIJIOCYTOYHO JIOJKHA OBITh BO3MOKHOCTh KOHTaKTa C I'€MaToJ0roM, MMEIOLIUM OIBIT JIEUCHHUs
OO0JIbHBIX C HApYILIEHUSIMH CBEPTHIBaHUS KPOBH.

9. HabGmopenume wu nedenue mnauveHToB ¢ PHCK nomkHO npoBOAMTHCS —TIpyIIO
CMELUAINCTOB  Pa3IMYHOrO Mpoduis, BKIIOYAIOIEH remarosiora, meaudaTpa, OpTolesaa,
croMmaTtoJiora, ¢pusnorepanesta, Bpadya JIOK, ncuxosnora, UMEIOMIMX OMBIT pabOThl ¢ OOJBHBIMU C
HapyIICHUSIMU CBEPTHIBaHUS KPOBU.

10. OcMOTp MaLMEHTOB reMaToJOrOM U CTOMATOJIOTOM JIOJKEH IPOBOIUTHCS HE MeHee 1-ro
pasza B roJj; OCTaJIbHBIMH CHELUATUCTAMH — MO0 HEOOX0UMOCTH. OOBIUHBIE OCMOTpPBI CTOMATOJIOTa
Y YHCTKA 3y0OB MOTYT MPOBOJUTHCA O€3 3aMECTUTENBHOM Tepanuu pakTopaMu.

11. Jna Gonenbix ¢ PHCK BaxHO coOmtofeHue TUTHMEHBI IMMOJIOCTH pTa, YTO IOMOTaeT
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MPEeJOTBPATUTh Pa3BUTHE MApOJOHTO3a U Kapueca. /i unctku 3y00B HEOOXOAMMO HCIOIB30BAThH
MSATKYIO 3yOHYIO LIETKY.

12. IIpu cTOMaTOIOrMYECKUX MAaHUIYJSILUSX MECTHAs! AHECTE3US Y NAIMEHTOB C TSXKEIbIMU U
cpennetsokensivu  popmamu nedunuroB FII, FVII, FX nomkHa TpOBOAUTHCS TOJIBKO TMOCIE
BBEJICHHA CHEIM(PUIECKOro KOHIIEHTpaTa (pakTopa CBEpTHIBAHUSI.

13. Ilpu oka3zaHuM CTOMATOJOIMYECKOM MOMOIIM BaXKHO TECHOE B3aUMOJIEHCTBUE XUpYpra-
CTOMATOJIOTa W Bpaya-remaTojiora. YjajeHue 3yda WM XUPYPrU4ecKHe MpoLEaypbl IOJKHbI
BBIIIOJIHATHCS TI0J] CTPOTUM KOHTPOJIEM I'€MOCTa3a U 10CJI€ KOHCY/IbTAllUU FeMaToJjora.

14. Ilpu npoBeAeHUH CTOMATOJIOTMYECKUX MPOLEAYpP BO3MOKHO IPUMEHEHNE TPAHEKCAMOBOM
KHACIOTHI™* Win Apyrux aHTH(GUOPUHOIUTHYECKIX CPEACTB C LENbI0 YMEHBIICHUS HE00X0AUMOCTH
B 3aMECTUTEIbHOM Tepanmuu KOHIEHTpatoM Qakropa. Bo3MOXKHO UCHOIB30BaHHME MECTHBIX
reMOCTaTHYECKHX MpernaparoB Moclie yaaleHus 3y0oB.

15. Ilpn oOmUMpPHBIX CTOMATOJOTUYECKUX Mpoleaypax (HaloXKeHHE IIBOB, MHOKECTBEHHAs
AKCTPAKIIMS 3y00B) MOXKET MOHAA00UTHCS TOCTIUTATM3AIMS TAllUeHTa B CTallMOHAp.

16. IManmenTaM ¢ mopaX€HHEM 3JIEMEHTOB ONOPHO-ABUTATEIbHOIO ammapara: HeoOX0oJIuMO
JOJITOCPOYHOE JIEUEHUE MOBPEKICHUI CYCTaBOB M MBIIIIL, U QYHKIIMOHAJIbHAs peaOuInTalNsL.

17. OGs3arenbHO BBIABIEHUE U JICUEHHWE COMYTCTBYIOIIMX 3a00JjieBaHUM, OCOOEHHO
3aboneBanuii 3yooB, nosioctu pra, JKKT, JIOP-opranos u ap.

18. Jlo Havana r0OBIX WHBA3WBHBIX MPOIIEAYP HEOOXOIMMO BBEJIECHHE KOHIIEHTpaTa (hakTopa
CBEpTHIBaHHSA KPOBM WM MPUMEHEHHE Heclneuuuueckux mnpenapatoB  (MHIHOUTOPOB
¢ubpuHOIN3a) B 3aBUCUMOCTH OT BBIPQXKEHHOCTH JePUINTA (PAKTOPOB CBEPTHIBAHUS KPOBH.

19. Cnenyer nzberatb BHyTPUMBIIIEUHBIX UHBEKIMI U MyHKIUH apTePUil;

20. Cnemyer moOOHIpSATH  PETYJspHbIE  3aHATHS  (QU3UYECKUMU  YIIPAKHECHUSMH,
CHOCOOCTBYIOUIUMHU PAa3BUTUIO MYCKYJIATyphl, 3alllUT€ CYCTaBOB M YIYYIICHHIO (U3UYECKOTO
COCTOSIHUS (HampuMep, JieueOHasi TAMHACTHKA, TIJIaBaHUE, TEPPEHKYD).

21. [MaumueHThl AOMHKHBI W30eraTh CUTYaIlMi, CBS3aHHBIX C BBICOKMM PHUCKOM TpaBM, B TOM
qyclie 3aHATUS KOHTAKTHBIMU BHUJIAMHU €IUHOOOPCTB, UIP C TSXKENbIM MSYOM, 3aHITHM Ha
CHIOPTUBHBIX CHapsAax, U T.1. [Ipu pemieHuu Bompoca O BO3MOKHOCTH 3aHSTHS TEM WM UHBIM
BUJIOM (PU3UYECKON JESITEbHOCTH HEOOXO0JUMO YUUTHIBATh TSXKECTh 3a00JIeBaH U

22. Ilammentam crmexyer  Bosaepxkatbes oT  npumenenus  HIIBII, ocobenno
areTHICATUIMIOBOM KUcIOoThl. C 1ebpio 00e3001MBaHNs BOZMOKHO IPUMEHEHHUE Tapaleramora.
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[Tpunoxxenue I'1-I'N

HIxanbl OLCHKHU, BOIIPOCHUKHU U JIPYIH€ OHCHOYHbIC HHCTPYMEHTDLI COCTOAHUSA
ManueHTa, NPpUBECJACHHBIC B KIMHHYCCKHUX PEKOMCHIAIIUAX

Her

Hogpsle, n3nannsie B 2020-2023 rr. 1 odumnmanbHo yrBepkIEHHbIE MuH31paBoM PO,
KIIMHUYECKHE peKOMEHAANHU (PyKOBOJICTBA, MPOTOKOJIBI JICUEHHS) — HA HAILIEM caiTe.
HNHTtepHeT-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rae-to keM-To JaHHBIN TOKYMEHT OBLI paHee pacreyaTaH, JaHHOe n3oo0pakenne QR-koma
ITOMOYKET BaM OBICTPO MEPEHTH MO CChUIKE ¢ OYMaXKHOW KOITUU — B HEM HaXOJHUTCS dTa CChLIKA.
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