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Cnncok cokpamieHmni
AJlD - anenozunaudocdar

Anno-TI'CK — annorenHasi TpaHCIUIAHTAIMSI TEMOIMOTHYECKUX CTBOJIOBBIX KJIETOK
AJIT - amanunamuHoTpancdepasa

ACT - acmapratamMmuHOTpaHcdepasza

Ayto-TI'CK — ayTonorudsas TpaHCIIJIaHTALMsI TEMOIIO3TUYECKUX CTBOJIOBBIX KJIETOK
AUTB - akTHBHPOBaHHOE YaCTUYHOE TPOMOOTIACTHHOBOE BpeMsI

BK — GmactHbIi Kpu3

BO3 — BcemupHas opranusanust 3ApaBoOXpaHEHUs

I'TT - raMma-rnyraMuiITpaHcrienTyuaasa

WII — ucTuHHAS NOIUIIUTEMUS

KT — xommnbroTepHas Tomorpadus

JIALI" — nakraTaeruaporeHasa

M/IC — MuenoaucniacTu4eckKuii CUHIPOM

MO — MoJteKyIsIpHBIi OTBET

MIT3 — muenonponudepaTuBHOe 3a001€BaHNE

MIT3u — muenonponudepaTuBHOE 3a00eBaHNEe HEKIacCU(DUIIMPOBAHHOE

MITH10 - ompocHHUK JUIsi OIEHKM KOHCTHUTYIIHOHAJIBHBIX CHUMITOMOB Yy OOJBHBIX

MuenonpoaudepaTUBHBIMU 3a00JICBaHUSIMU
MPT — MarHUTHO-pe30HaHCHAasi TOMOTrpadus
M® — muenopudpo3
MHO — mexayHapoIHO€ HOPMAIIM30BAHHOE OTHOIIEHUE
OB — o61mast BBKUBaeMOCTb
OMUI — oCTpbIii MUETIOUTHBIN JIEMKO3
OHMK — ocTpoe HapyiieHHe MO3TOBOI0 KPOBOOOpAIIeHHUS

[IM® — nepBu4HbBI MUETOPUOPO3



[TocT-UIT M® — nocTnonmuuuteMudeckuii Mmuenoduodpos
[TocT-OT M® — nocTTpoMOOIIUTEMUYECKHI MHEITOHUOPO3
[ILIP — nonumepasHas UenHas peakiuus

COD — ckopOCTh OCEIAHUS SPUTPOLIUTOB

CD — creHsKTOMUSA

CPBb - C-peakTuBHBIN O€IOK

Y/I - ypoBEHBb JOCTOBEPHOCTHU JOKA3ATEIbCTB
V3U — ynbTpa3ByKOBOE UCCIICI0BAHNE

YVP - ypoBeHb yOAUTENEHOCTH PEKOMEH AU
DA — daza akcenepanuu

XMJI — XpOHUYECKHUIT MUETIOUIHBIN JIEHKO3

X® — xponunueckas (asa

HAM® - ukiMyeckuii aieHo3nHMoHodocdar
[®D — menounas pocdaraza

OKTI — anexTpokapauorpaMmma

OI'JIC - »30¢aroracTpo1yoAeHOCKOTUU

OI1O — spuTpono3TuH

OT — scceHIManbHas TPOMOOIIUTEMHUS

Ox0-KT - axokapauorpadus

SU® - spurpouuradepes’

CALR - xanbpeTukynuH

DIPSS (Dynamic International Prognostic Scoring System) — MexayHapoIHBIH HHIEKC

OLICHKHU ITPOrHO3a B JUHAMHKE
ECOG - Eastern Cooperative Oncology Group

ELN (European Leukemia Net) - EBpomnetickasi opranu3aiys mo U3y4eHUIO U JICYCHUIO

JIEUKO30B



EORTC - EBponeiickas opranu3alius 1o UCClIeJOBaHUSIM B 00JIaCTH JICUCHHUS paKa

IPSET-thrombosis (The International Prognostic Score for ET) — Mexaynapoasblii

[Tpornoctuueckuii Munekc puckoB TpomM003a IpU ICCEHIIMATBLHOM TPOMOOLIUTEMUU

IPSS (International Prognostic Scoring System) — MexayHapoIHBI WHIEKC OIICHKU

IIPpOrHo3a

IWG-MRT (The international working group for myeloproliferative neoplasms research
and treatment) - MexayHaponHas pabodas rpynmna O HM3YYCHHIO U JICYCHUIO

MUEIONpPOoIr(epaTUBHBIX 3200€BaHNI
JAK2V617F — toueunas myrarus (3aMeHa 'yaHHA HAa THMUH) B TeHe SIHyC KuHa3bI

MCH - mean corpuscular hemoglobin, cpennee cogepxaHnue reMorio0UHa B OTAEILHOM

SPUTPOLIUTE B aOCOFOTHBIX SIUHHIIAX

MCHC - mean corpuscular hemoglobin concentration, cpeaHssi KOHIIEHTpalUs

reMorsioOMHa B 3pUTPOLMTAPHON Macce
MCV - Mean Corpuscular Volume, cpennuii 00beM 3pUTPOLIUTOB
MPL — ren perientopa TpoMOOIIO3THHA

MPN-10  (Myeloproliferative ~ Neoplasm — 10), ompocHHK s  OICHKH

KOHCTUTYIITUOHAJIbHBIX CUMIITOMOB Y OOJIBHBIX MI/ICJIOHPOJII/ICI)epaTI/IBHLIMI/I 3a00JIeBaHUSIMU

NCCN (National Comprehensive Cancer Network®) - Harronansaass OHKOJIOTHYECKAsT
Cers CIIIA

PAI-1 - plasminogen activator inhibitor-1, uaruburopa akTuBaTopa IjIa3MHHOTeHa 1-TO

THIA
pCO2 - naprmanbHOE JABJICHUE YTIEKUCIOro ra3a
PVSG (Polycythemia Vera Study Group) — rpyria rmo u3y4eHu0 HCTUHHOMN OJTUIIUTEMHH

PUVA (psoralen + UVA treatment) — ITYBA — tepanusi; ynbrpaduoneroBas GoroTepamns

B KOMOMHAIINH C TICOPATICHOM

RDW - red cell distribution width, oTHOCHTENBHAS MIUPHUHA pacTIpeIeICHUS SPUTPOLIUTOB

1o 00BEMY
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http://en.wikipedia.org/wiki/Ultraviolet

TepMHHbl H onpeacja1cHus
I[Mosy4yeHune rucTOIOrHYECKOr0 NMpenapara KOCTHOro Mo3ra (TpenaHo0uoncus) — 3To

JMarHOCTHYECKasi mpoueaypa 3abopa o0Opas3loB KOCTHOTO MO3ra MyTeM MYHKIHMHA TpeOHsS
[I0JIB3I0LITHOM KOCTH € UCIIOJIb30BAaHUEM CIIELIMATIBHOTO HHCTPYMEHTA TpEIaHa.

Muenopudépo3 — 310 MOp(OJOTHUUECKHI TEPMHUH, KOTOPBIH XapakTepusyeT (Gpuopos
CTPOMBI KOCTHOTO MO3ra C BBITECHCHMEM DJJIEMEHTOB I'€MOII033a, BCTPEYAETCS IIPU
METACTaTUYECKOM H JHUM(OMHOM MOPAKEHUSAX KOCTHOTO MO3ra, OCTPhIX JieiiKo3ax,
MuenoaucIuiacTuaeckux cuaapomax, MJIC/MII3, xponnueckom muenoneiikoze BCR-ABL1+,
BOJIOCATOKJIETOYHOM Jieiiko3e. Cpein HeOIyX01eBOH MaToJ0rMu MUeIo(prOpo3 B KOCTHOM MO3re
MOYKET BCTPEYaThCsl MPU MH(MEKIMOHHBIX U ayTOUMMYHHBIX 3a00JI€BaHMSIX, HA MO3HUX dTarax
HEKpOo3a KOCTHOTO MO3ra pa3IMYHOH ASTHOJOTHH BCIEACTBHE (PHOPOrHCTHOUTAPHON
nposmpepanuu ¢ 3amenieHneM GuOpo3HON TKaHBI0 HEKPOTU3MPOBAHHOTO KOCTHOTO MO3Ta, HIH
BBISIBJISICTCS] IPU TIOBTOPHON TPENaHOOMOICUU U3 TOTO K€ Y4acTKa MOAB3AOIIHOM KocTu. Ilpn
TuddepeHanbHOl  JUArHOCTHKE — ClIeqyeT MpUHUMaTb BO BHUMAaHHME BO3MOXKHOCTb
muenoguoOpo3a peakTHBHOM MPHUPOJIBI IPU TEPANTUN CTUMYIISITOPaMHU TEMOII0332, C PACIIPEHUEM
¥ OMOJIO)KEHHEM T'PaHyJIOLUTAPHOTO POCTKA, YCUIIEHUEM PETHUKYJIMHOBOIO Kapkaca cTpoMbl. Kak
U BO Bcex caydasx juarHoctukn MII3, HeoOxoaum TmiaTenbHbI cOOp  KIMHHMKO-
aHAMHECTHUYECKHUX, Ja00OpaTOpHbIX JaHHBIX. Muenodudpo3 MoKeT BO3HMKHYTh B pe3yjbTare
tpancopmaruu UIT u OT. Takum oOpasom, crnenyer pasnuuath [IM®, muenopudpos,
BO3HUKILIUN B pe3yibTare nporpeccuun/rpancopmanuu UII/IT u mMopdonoruueckuit TepMuH
«Muenopuodpos».

JpUTPOMeNAJIrusl — 3TO XPOHUUYECKUH aHTHOTPO(POHEBPO3, MPOSBIISIOLIUICS
apoKCHU3MaMHM JIOKAJIbHOM Krydel 0011 ¢ OTEKOM U PE3KUM MOKpacHeHHeM KoxH. Kak npasuo,
BO3HHUKAET B CTOIAX, PEXKE B KUCTAX, O0JIACTH YIIHBIX PaKOBHUH, HOCAa. MOXET UMETh IEPBUYHBIH

u BTOpI/I‘IHHﬁ XapaKkTep. ITatonorus AUATrHOCTUPYETCA 11O TUIIMYHOM KIMHUKE IMMpUCTYIIA.



1. KpaTtkas nnpopmanus no 3a00/1eBAaHNI0 WIH COCTOSTHUIO (TpyIIIe

3200/1eBAaHUI MJIH COCTOSTHUI)
1.1 Onmnpenesenne 3a00JieBaHMSA WJIM COCTOSIHMS (rpynnbl 3a0oJieBaHMi MU

COCTOSIHUIA)

MuenonposudepatuBHbie 3adoneBanust (MII3) npencraBisioT coO0W KIOHAIBHBIE
3a00JIeBaHNs, BO3HUKAIOIIME HA YypPOBHE CTBOJOBOM KpoBeTBOpHOW kierku. MII3
XapakTepU3yIOTCs npoiudepanueid o1HONW WK 6ojee KICTOYHOH JIMHUN MHUEJIO0N033a B KOCTHOM
MO3re C MpU3HAKaMH COXPAHHOM TepMHUHAIBbHON Tu(GEepeHIIMPOBKY, U COMPOBOXKIAIOTCS
M3MEHEHHEM ToKa3aTesel nepudeprudeckoil KpoBH.

HUcrunnas monunuremusi (UII) — xionansnoe MII3, kotopoe xapaktepusyercs
nponmdepanneii  APUTPOMTHOTO,  TPAaHYIOMUTAPHOTO,  METrakapHOIUTAPHOTO  POCTKOB
MUEJOMN033a, C MPEUMYIIECTBEHHON Mpoiudepannell SpUTPOUIHOTO POCTKA KPOBETBOPEHUS
(maHMuesno3), yBEIWYEHHEM 4YHCJIAa SPUTPOLIMTOB U TIOBBIIICHHEM YpPOBHS T'€MaTOKPHUTA,
reMorioonHa, TPOMOOIIMTO30M, JICHKOIIMTO30M B MepupepruecKoil KpoBU (TIAHIMTO3),
HE3aBUCHMOCTBIO 3PUTPON033a OT HOPMAJIBHBIX MEXaHU3MOB peryisuuu. [loutn Bce nmanueHTsl
sBIstoTCst HocuTesiMu MyTtarmu JAK2V617F nnm npyroii yHKIIMOHAIBHO CXOIHOW MYyTaIUH.

JccennuanbHas Tpomoountemuss (OT) — wionaneHoe MII3 ¢ HexkoHTpomUpyemoii
npoiudepanyeil MEerakapholUTOB, XapaKTepPU3YIOIIeecs MOBBIIICHHBIM YHUCIOM KPYIHBIX H
TUTaHTCKUX METakapHOLIUTOB B KOCTHOM MO3re, TPOMOOIIMTO30M B INepupepuyuecKoil KpoBU
(>450 x 10%11), BEICOKMM PHUCKOM TPOMOO30B 1/MIIH KPOBOTEUESHHIA.

MuenonpoaudepaTuBHoe 3a0os1eBaHue, HekjaaccupuuupoBannoe (MII3H) -
cornacHo pekoMeHanuaMm BO3 2017 r., naHHbIA AMArHO3 CleayeT UCIOIb30BATh MPU HATTMYUHN
KJIIMHUYECKHUX, JaO0OpaTOPHBIX M THUCTOJOTMYECKHX (B TpEemaHOOMOINTaTe KOCTHOTO MO3Ta)
npuszHakoB MII3, He COOTBETCTBYIOMIMX KaKON-IMOO OMpeneeHHON HO30JI0rH4YecKoi (opme
knaccuueckux Ph-neratuBupix MII3. Yame Bcero 5Ta KaTeropusi HCMIONb3YeTCS MPH
PacXOKJIEHUU MEXAYy KIMHUYECKUMH, JIa00pATOPHBIMU H MOP(OIOTUYECKUMHU JTaHHBIMHU,
MO3BOJIAIOIIMMHU BEpUPHUIMPOBATh Ty WM UHYIO HO30soTH4Yeckyro Gpopmy MII3, yto Haubonee
4acTo OBIBAaeT MpU pPaHHUX CTagusx 3aboneBanuil. Taxke mmarno3 MII3H MoxeT OBITH
UCMOJIb30BaH TpPU TEPBUYHONW JMarHocTuke B ¢ase OnacTHOro kpusa 3aboneBaHus, 0e3
IIPEIUIECTBYIOLIETO aHAMHE3a U YCTaHOBIEHHOro paHee auarHo3a MII3. Eme ognum cinydaem
yctaHoBieHus: jguarHo3a MII3H wMoxer ObITh couetanue MII3 ¢ BocmanMTENbHBIMU,
MeTaboIMYECKUMU W OIyXOJIEBBIMU 3a00JI€BaHUSIMHU, MACKHUPYIOIIMMHU OCHOBHBIE MPU3HAKU
TOM MITM MHOW HO30JIOTUYECKOH (OPMBI.

MII3n He pauarHoctupyercs: MNpu oObeMe TpemaHoOuomraTta KOCTHOTO MO3Ta,

HEAOCTAaTOYHOM JIsA aICKBATHOI'O aHalIn3a, IMPU OTCYTCTBUH NPEAOCTABIICHHBIX KIMHUIIUCTaMU



KIMHUYECKMX M JIA0OpaTOpPHBIX JaHHBIX, NP HAIMYMKM TPEALIECTBYIOIIEH Tepanuu
THJIPOKCUKApOaMUIOM™*, pyKCOTUTHUHUOOM™* I KOJIOHUECTUMYIHPYIOIUMHE (haKTOpaMu; Ipr
Hanmuuu peapamwkupoBku reHoB PDGFRA, PDGFRB, FGFR1, BoisiBieHHH XHMMEpPHOTO TeHa
BCR-ABL1.

MepBuunblii Mmueaopuopos (IIM®P) Boszuukaer de NOVO, XapakTepu3yeTcsi KIOHATbHON
nposiidepanueil CTBOIOBBIX KIETOK, aHOMAJIbHOW SKCIIpeccrueil HUTOKMHOB, (UOPO30M KOCTHOTO
MO3ra, TernaTOCIUICHOMETaIMe KaK CIIEACTBUE YKCTPAMEAYIUIIPHOTO TeMOI033a, CHMIITOMAMHU
OIyXO0JIEBOW MHTOKCUKAIMH, KaXeKCHeHl, JIeHKOIpUTpoOIacTo3oM B mnepupepudeckoil KpoBH,

JIEUKEMHUYECKOHN MPOTrpecCueil, HEBBICOKON BEIKUBAEMOCTHIO.

1.2 DTHoJiorus U NaToreHes 3a00/J1eBAHUA UJIH COCTOAHMS (TPYNIbI 3200/1€eBAHUI UJIH
COCTOSIHUIA)

Otuonorus MII3 g0 cux mop He ycTaHOBJIeHa. Begymied Trumore3oil sBiseTcs
MHOTOXTAaITHOCTh BO3HUKHOBEHHUsI 3a00J€BaHMA, TJI€ MPEAPACONIOKEHHOCTh K Oo0Je3Hu
peanmu3yercsi Moja BO3JCHCTBHEM BHEIIHHX (AKTOPOB, MOBPEXKIAIOIMIUX T'€HOM HOPMaJbHOU
KJIETKM ¥ MPUBOIAIIMX K €€ 3JIOKaueCTBEeHHOH TpaHchopmauuu. HecmoTps Ha TO, 4YTO B
HOCJEIHUE TOJbl JIOCTUTHYTHl 3HAUUTEJIbHBIE YCIEXHM B pPACHIM(POBKE MOJIEKYISIPHO-
TeHEeTUYECKUX MexaHu3MoB Ph-neratuBubix MII3, mepBoHauanbHash MyTalusi, MPUBOISIIIAS K
MaJIMTHU3AIMHM TeMOTIO3THYECKOM KIIETKH Hen3BecTHa [ 1, 2].

B nocnenHee BpeMs JOCTUTHYT 3HAUUTENbHBIA MPOrpecc B MOHUMAHUHM MOJIEKYJISIPHOTO
natoreHe3a MII3. Myranuu B omHom u3 Tpex reHoB - JAK2, MPL, CALR - moryTr ObITh
OOHapy)XeHBl y TIOJABJISIONIETO OoJbIIMHCTBA manueHToB ¢ MII3. [lanHbie wmyTanumn
IPEJICTaBISIIOT CO00M «paliBepHBIE», KOTOpble MOryT ompenensts geHorun MII3. Myranus
JAK2V617F onucana B 2005 roay. Yactora BeisiBinenust JAK2V617F cocraBnser okoino 95% npu
UII, 50% u 60% npu DT u [IM®. Comatnueckue MyTalluu B IpyTux 3k30Hax rena JAK2 6bumn
BITOCTIEICTBUH OOHapyeHb! y nanueHToB ¢ UIT (myrauus JAK2 B sk30He 12). AKTHBUpYOIINE
MyTallly B FeHe perentopa TpomoonostuHa - MPL, MoryT ObITh 0OOHapyKeHbI TMO0 KaK MOJIOMKa
B PEIKUX chydasx cemeitHoro Tpomobonuro3a (MPLS505N), nubo kak comatuueckue MyTaluw,
BozHuKawmue y 3—8% mnamuentoB ¢ [IM® wnu DT (MPLWS515). B 2013 romy OTKPBITHI
coMaTnueckue myrtanuu B reHe kambpeTukyanH (CALR), koropsie BcTpewatorcs 'y 20-35%
nanueHToB ¢ DT wiu [IM® u pasaensrorcs Ha ABa OCHOBHbBIX Tuma (tum 1 - del52bp u tum 2 —
ins5bp). Myramuu CALR u JAK2 kpaiiHe pexo BCTpedaroTcsi OJHOBPEMEHHO Y OTHOTO H TOTO JKe
nanuenta ¢ MII3 [3].

[Tpu MII3 BeIsBIISIFOTCS M MyTaruu B Apyrux rerax: TET2, IDH, ASXL1, DNMT3A u np.
Hu onna w3 Hmx Hecnenuduuna mis kimaccuueckux Ph-weratuBabix MII3, HO ux Hanmmuue

MOATBEPKIAET KJIOHAIBHOCTh T€MOII033a, UX aTOr€HEeTUYEeCKas 3HAUMMOCTh uccienyercs [4, 5].



MonekynsapHo-TeHeTHUeckue HapymieHuss npu  Ph-weratuBueix MII3 mpuBogsaT k
aktuBaiu JAK-STAT curnansHoro mytu. Pe3ynbraToM 3TOro siBIsieTcs peanu3anus penorumna
MII3. [laTorenes CIIOK€H W COCTOMT M3 LENH COOBITHH, MEPBUYHBIM M3 KOTOPBIX SBIISAETCS
MOSIBJICHHE TaTOJIOTUYECKOro KJoHa. W3BeCTHO, 4YTO JIeHKEeMHUYECKHE MOHOLUTHI H
METraKapuOIUThl aKTUBHO TpoaynupyroT MHokecTBo nutokuHoB (TGF-B, FGF, VEGF, ANGI,
OPG, BMP4), u30bITOK KOTOPBIX CTHUMYIUpyeT (puOpo3, HEOAaHTHOTeHE3 W TPUBOIUT K
ocTeockiepo3y. Hapsay ¢ 3TuM HapymiaeTcsi CBsi3b CTBOJIOBBIX KJIETOK C MUKPOOKPY)KEHUEM, UTO
CIOCOOCTBYET MOSBICHUIO IKCTPAMEIYJUIIPHBIX 0YaroB reMoI033a, MPek/Ie BCEro B Cele3eHKE U
neyeHu. MaccuBHBIA BBIOPOC LUTOKWHOB - OJHA W3 NPUYUH BO3HUKHOBEHHS CHMIITOMOB
OITyXOJICBOW HMHTOKCHKAIIMH, YTO MPHBOIUT K 3HAYUTEIHHOMY YXYALUICHHIO KadeCTBA KU3HU
MaIUEHTOB [6].

Knonanenass wmuenonpomudepanuss npu Ph-neratuBupix MII3  Takke Moxer
COMPOBOXKAATHCS BTOPUYHBIM BOCHAJICHHEM C HM3MEHEHHSIMH CTPOMBI KOCTHOIO MO3ra H
MaTOJIOTUYECKON BBIPAOOTKOM MUTOKWHOB. B pazButum mMuenopudposa, Kak MepBUYHOTO, TaK U
Ha (OHE MPEIIICCTBYIONIETO TeMATOJIOIHYECKOro 3a00JIeBaHMs, OCTEOCKIIEPO3a U aHTHOTeHe3a
BOBJICUEHBI TpaHCchopMupyromuit paktop pocrta 6era (TGF-B) MuenonaHbIX npeecTBEHHUKOB,
pocToBoii (hakTop, BeipadaTeiBaeMblii TpomboruTamu (PDGFR) u snaoTennanbHblil cCOCyAUCTHII
daktop pocra (VEGF). [Ilaronmormdeckas BbIpaOOTKa IIUTOKHHOB, XEMOKHWHOB W
METaJUIOTIPOTENHA3 MOXKET MPUBOIUTH K MATOJIOTHIECKOMY MEXKKIETOYHOMY B3aMMOICHCTBHUIO
HEUTpOUIOB,  MOHOLUTOB W  MerakapuonutoB, Beixony CD34+  muenomaHbIx

NPE/IIECTBEHHUKOB U SHIOTEIHAIBHBIX KJIETOK B EpUPEPUIECKYIO KPOBB [6].

1.3 Dnuaemuosnorus 3a0o0jieBaHMSA WM COCTOSIHMSL (rpynnbl 3a0oJieBaHMii WMJIH
COCTOSIHM)

3a0051€eBa€MOCTh M PACIPOCTPAHEHHOCTh PA3NUYHBIX Ho30J0rH4eckux (opm MII3
HEOJMHAKOBA. JMHUIEMHUOJIOTHYECKUX TMPOCIIEKTUBHBIX TMOMYISIMOHHBIX HUCCIEIOBAHUM TI0
3aboneBaemoct MII3 1o Hactosmero BpemeHu B Poccum He mpoBoauioch. CoriacHo
3apyOeHBIM JJaHHBIM nepBuYHas 3aboneBaemocts UII cocrasnser 0,95; [IM® - 0,22; 3T - 0,51,
MII3n - 0,41 na 100000 nHacenenust B rox coorBercTBeHHO [7]. Ilpum perpocnexkTHBHOM
necsTuiieTHeM uccienoBanuun B . Caskt-llerepOypre mnepBuuHas 3aboneBaemocTh Ph-
neratuBHbIMU MII3 cocrasnsna: UIT - 0,83; [IM® - 1,01; OT - 1,00 na 100000 HaceneHus B 1o
cooTBeTcTBeHHO. OOIee KoaudecTBO marueHToB ¢ Ph-nHerarmBaeiMu MII3 B Poccuiickoit
®denepanvii MOXKET COCTaBIATh 0KOJIO0 40 ThICSY ManueHToB: 8,5 Teicsy nauueHtos [IM®; 11,5
Teicsiu manueHToB ¢ OT; 20 Teicsu mnamuentoB WII (mpu anmpokcumanuu JaHHBIX 110
pactpoctpaneHHoctd MII3 B 1. Cankt-IleTtepOypre), 9To MOXKET COCTaBJISITH OKOJIO OJHOMN

YeTBEPTHU OT O0IIEeH pacpoCcTpaHEHHOCTH reMo01acTo30B [§].



1.4 OcoGeHnHOCTH KOAMPOBaHUs 3200/1eBaHUS UM COCTOSTHUS (TPYyNIbI 3a00/1eBaHU I
WIH COCTOSIHMI) mo MeKIyHApOAHOH CTATHCTHYEeCKON Kiaaccupukauuu O0o0s1e3Held u
npoo0JieM, CBSI3aHHBIX €O 3/I0POBbEM

D45 TlonmumureMust ICTUHHAS
D47.3 DccennmanbHas (reMopparuyeckas) TpoMOOIUTEMUs
D47.4 Ocreomuenodgudpos

1.5 Kuaccuduxkanus 3a0ojieBaHMA WM COCTOSIHMA (Tpynnbl 3a0o/1eBaHMi MU
COCTOSIHUIA)
B cootBerctBumn ¢ kmaccudukamueir BO3 2017 r. rpynna MII3 obwveaunser cemb

HO30JI0THYeCKuX hopm [9]:

® XPOHMYECKUI MUEJIOHIHBIN Jeiiko3 (XMJI);
o MUII;
o [IMOD:

[IM®, npedubdpo3nas / paHHSSA CTaAUS
[IM®, pa3BepHyTas ¢pubpo3Has cTaaus;

o OT;
e MII3H;
e XpoHHYeckHuil HeWTpoduabHI Jeiiko3 (XHJI);
® XPOHHUYECKHH F03MHOPUIBHBIN Jeiiko3 (XIJI).
®da3p1 IMOD
B xinmnuueckom Tteuenun [IM®  BeigensioT  ¢dasbl, OTpaxkarollue CTENEeHb
porpeccupoBaHus 3a0oneBanus: XxpoHuueckyto ¢azy (X®P), onactubiii kpus (bK).
Xponuueckasi (aza sBmsercss HadanbHOW cramued [IM® wu mgumarHoctupyercs y
6onbmmHcTBa (Oosee 90%) manuMeHTOB Ha MOMEHT YCTaHOBJIEHHUs JuarHo3a. Haumboinee
XapaKTepHbIMM  IMPU3HAKAMU  SIBIIIOTCS  M3MEHEHUS  KIMHUYECKOIO  aHaliu3a KpOBH
(J1efiKoApUTPOOIACTO3, TMOCTENEHHBI CABUT B HEUTPOPMIBHOM U SPUTPOUTHOM PSIy IO
MOJIOZIBIX (POPM C HATMYHEM ITPOMEKYTOUHBIX (POPM CO3pEBaHMS ), YBETUUECHNUE Pa3MEPOB MTEUEHU
U CEJIe3eHKH, HallMuhe CHMITOMOB OITyXOJIEBOM MHTOKCHKAlMM (JIMXOpajKa, MoTeps Beca,
npody3Hble HOUHBIE TIOTHI).
bractHeIl Kpu3 sABisieTcss TepMuUHAIBbHOW craaued npu I[IM®. JlnarHoctuyecknm
kputepueM BbK sBnsercs nanuume B nepudepuyeckoil KpoBH WIM B KOCTHOM Mo3re >20%

OyacTHBIX KiIeTok [9, 10].



s GnactHoro kpuza [IM® umeercs TouHbli QopMmanbHbI KpuTepuit — 6osee 20%
0JIaCTHBIX KJIETOK B KpPOBM MJIM KOCTHOM Mosre. Torga kak Juisl CUTyallud KOrJa IOCie
JUIUTEIIEHOTO CTA0MIIBHOTO T€UEHUSI XPOHMUECKOM (hasbl y MalMeHTa NOABISETCS OTPHUIIATEIbHAS
JUHAMHUKa B BUJE MOSIBICHUS CHUMITOMOB OIYXOJIEBOM MHTOKCHKAIMM, HapacTaHUs CTEHEHU
[UTOIECHUH, JOJIU HEe3peNbIX GopM B nepudepruueckoil KpoBH, TOYHBIX KPUTEPUEB ONPEICICHUS
HeT. Hanbosee TOYHO JaHHYIO CUTYaIMIO XapaKTepH3yeT TEPMUH (a3a akcellepaluy o aHAIOTUU
¢ XMJIL. HekoTopbIMU aBTOpaMH MPOBOISTCS MOMBITKY BBIJICICHUS KPUTEPUEB IS JAHHOM (ha3bl
no anajoruu ¢ kinaccupukanuen XMJI (10-19% GnacTHBIX KJIETOK B KPOBU MJIM KOCTHOM MO3Te)
Wi (HaKTOPOB, BIMSIONIMX HA BBDKUBAEMOCTh: OJACTHBIE KJIETKH B KPOBH >4% WM B KOCTHOM
Mo3re >5%; abeppamuu Xpomocombl 17, TpomOoruronenuss <50x109/n, GracTHBIE KIETKU B
KkpoBu/kocTHOM Mo3re 10-19% [9,10].

Cragun IIM®D

B penakuuu kinaccudpukanuu BO3 2017 r. BeiaensaoT npedudpo3Hy0/paHHIO CTaIUuI0 U
¢ubpo3nyro craauio 3aboneBanus. JuddepeHIanbHyI0 TUarHOCTHKY CJISIYeT MPOBOJIUThH Ha
OCHOBaHUU T'MCTOJIOTUYECKOTO UCCIIEJOBAHUSI TPEIaHOOMONTaTa KOCTHOI'O MO3Ta, JJAOOpaTOpHbIX
XapaKTePUCTHUK, KIMHUYECKUX JTaHHBIX.

[Ipegubpo3nas/paHHsst CTaius XapaKTepU3yeTcsl THIEPKIETOYHOCThI0 KOCTHOTO MO3ra ¢
pacIIMpeHUeM TpaHYJIOLUUTAPHOIO POCTKA, Npoiudepanueidl MerakapuoluTapHOrO pocTKa ¢
aTUTIHENH TUCTOTONOTpaduu M CTPYKTYPhl METaKapUOIMTOB, OTCYTCTBHEM WM MHUHUMAIbHBIM
petukynuHOBbIM  pubpozom (MF-0, MF-1 mnmo Espomelickoii cucteme Tpagaiui).
[Tpedubposznas/pannss cragus [IM® oTBedaeT 0CHOBHBIM KputepusaM kiaccudukaru BO3, HO
JEHMKO3pUTPOOIACTO3, CIUIEHOMETaIMsl U aHeMHMs 4Yallle BCEro OTCYTCTBYIOT. B KiIMHHuYecKoit
MpaKTUKE TIOSBICHUE AHEMUM, TIOBBIIICHHOE KOJIMYECTBO JIEWKOLIUTOB WIIM TIOBBIIIICHUE
akTUBHOCTH JI/II" B CBIBOPOTKE AOJKHBI HACTOPOKUTH Bpaya U 3aCTaBUTh IEPECMOTPETH TUAarHO3
[9].

®dubpo3Has craausi MOPHOIOTUIECKU XaPAKTEPUYETCSI PETUKYIMHOBBIM, KOJIJIAar€HOBBIM
¢uOpo30M KOCTHOrOo Mo3ra miu octeockiepozoM (MF-2, MF-3 mo EBpomelickoii cucteme
rpajaluu), peayKUHel  SpUTPOUJIHOTO  POCTKA, BBIPAKEHHOM  aTUNUEH  DJIEMEHTOB
MerakapuoruTonods3a. KiauHudeckas KapTHHA XapaKTepu3yeTcs CIUICHOMEralHuel, aHeMuew,
noBbIieHreM aktuBHocTH JIJI', meldkonuTo3oM, MOsSIBIEHUEM JPUTPOOIACTOB B TeMOTpamMe,

MOSIBJIEHUEM KaTUIEBUIHBIX SPUTPOIUTOB [9].



1.6 Kiiman4yeckasi KapTuHA 3200J1€eBAHUS UJIM COCTOSIHUSA (TPyNbI 3200/1eBAHUIA UM

COCTOSIHM )

KimHnyeckue Npu3Haku HCTUHHOW MOJUIUTEMUH

Jis WII xapakTepHO Hainuyue JBYX OCHOBHBIX CHHJIPOMOB — IUIETOPUYECKOTO H
MUENONPOIH(PEPaTUBHOTO.

[Ineropuueckuit cuHApoM (0T «IUIeTOpa» — TIOJHOKPOBUE) XapaKTEepU3yeTCs
YBEJIMYEHUEM MacChl LUPKYIMPYIOUUX 3PUTPOLUTOB, YTO MPUBOIUT K MOSBICHUIO KaJo0 Ha
TOJIOBOKPY>KEHHUE, TOJIOBHBIE 00JH, YXYIIIEHNE 3pEeHUs, KOXKHBIN 3y, IPUCTYIBI CTEHOKAP/INH,
IPUCTYNBl OKPACHEHUS NAJIBLIEB PYK U HOT, KOTOPBIE CONPOBOXKAAIOTCS OOJIbIO M JKKEHHEM
(oputpomenanrusi). IIpy ocMoTpe Koka W BUAMMBIE CIM3UCTbIE OOOJIOYKM C CHHIOIIHBIM
OTTEHKOM (TOJOXUTEeNbHbIM cumnToM Kynepmana). XapakTepHbl COCYIUCTBIE OCIOXHEHUS —
TPOMOO3bI 000 JTOKATH3AIHH.

MuenonponudepaTuBHblii  CHHAPOM OOYCIIOBIIEH THIEPIUIA3UEH TpeX POCTKOB
KpoBeTBopeHUs. [IposiBisieTcs B BHUJE KOXKHOTO 3yja, MOTIMBOCTH, CIA0OCTH, MOBBIIIEHHOM
Temreparypsl Tena, Oosiell B kocTsax. IloBbllIeHHBIH pacriaj TpaHyJIOLUTOB COINPOBOXKAAETCS
HapylIEHUEM ypaTOBOr0O OOMEHa, YTO MpOSBISETCS B BHMJE MOYEKHCIOrO JHaresa,
KaMHE0Opa30BaHUs B I0YKaX, IOAArpbl, ojarpuyeckoi noauaprpairuy. CrieHoOMeraaus MOKeT
OBITH OOYyCIIOBJICHA YBEJIMUYEHUEM CEKBECTPUPYIOIIEH (PYHKIMU cene3eHKH. B psjge cimydaes
CIUICHOMETAJIMS SBIIAETCA PE3YyJIbTaTOM IMOPTAIBHOW TMIIEPTEH3UH, Pa3BUBILIEICS BCIEACTBHE
TpOMOO30B BEH OpIOIIHOW MOJOCTH. 3HAUYUMBIH POCT pa3MEpOB CEJIE3EHKH CONPOBOXKIACTCS

nuckoMpopToM U 6osiMU B skuBOTE [8, 9].

Knuanueckue mpu3Haku 3CCEHIUAIBHON TPOMOOIIUTEMHUH

V¥ naumentoB ¢ OT MoryT HaOMIOAATbCS CUMIOTOMBI YXYALIEHUS OOIErO COCTOSIHUS —
YTOMJISIEMOCTh, CHM)KEHHE KOHIIEHTpAlMM BHUMAaHUsS. MUKPOLMPKYIATOPHBIE OCIOKHEHUS
MPOSBIISAIOTCA 00JIE3HEHHBIMHU TOKPACHEHUSIMU B 00JIACTH MAJIbIEB PYK M HOT, OTEKOM U >KKEHUEM
(oputpomenanrusi). HapymeHuss MHUKPOLMPKYJIALUU TOJOBHOIO MoO3ra (TpaH3UTOPHBIE
UIIEMUYECKUE aTaKH) MPEJCTABISAIOT COOOW MEepUOANYECKHE MPEXOoIAIIne HapyIIeHUs 3peHus,
peun (Ou3apTpusl) WM TMOXOJKH, TOJOBHBIE OOJM, HApPYIICHHE SCHOCTH CO3HAHUS,
TOJIOBOKPY)KE€HUS WU MUrpeHu. TpomOosMmOonns — Hambosee pachHpOCTpPaHEHHOE M ONacHOoe
ocnoxHeHue npu DT, Belpaxarolieecs B TpoM0O03aXx BEHO3HOW M apTepHalbHOW CHUCTEM, B
YaCTHOCTH, KPYIHBIX COCYIOB OpPIOIIHOM MOJIOCTU (BOPOTHOM, MEYCHOUHOM, CEle3eHOYHONW U
OpbDKEEYHBIX BEH), BEH HYKHUX KOHEUHOCTEH, KOPOHAPHBIX apTepuil, apTepuil FOJIOBHOI'O MO3Ta.
Bo3MOXHO pa3BuUTHE TEMOPpPArMYECKUX OCIOKHEHUMH — KpoBoTeueHuil. OTmevaercs
NOBBIIICHHBI  yPOBEHb CIOHTAHHBIX HEBBIHAIIMBAHUK OEpPEeMEHHOCTH, IUIAleHTAPHBIX

UH(APKTOB C MOCIIEYIONUM HapyIIEHHEM pocTa U rudenbio mwioaa [8, 9].



Kinnandeckue npu3Haku MepBUYHOTO MUeT0puopo3a

Knunnueckas xapruha npu IIM® xapaxkrtepusyercss MHOrooOpazueM IpOsIBICHUU.
HavanbeHelii mepuos 601e3HU y OOIBIIMHCTBA MAIIMCHTOB MOXET MPOTEKaTh OECCUMIITOMHO Ha
npoTsKeHUH psiaa jger. Hepenko mpusHaku 3a0osieBaHus OOHAPYKUBAIOTCS MPU BBIMOJIHEHUH
KJIIMHUYECKOI0 aHaIKM3a KPOBU Ha MPO(UIAKTUHIECKOM OCMOTPE UJIH MO MOBOY COMYTCTBYIOMICH
naronoruv. Knunuueckue nposiBneHuss [IM®P He HMEOT MATOTHOMOHHUYHBIX CHUMIITOMOB H

CKIIaAbIBAOTCA N3 HCCKOJIbKUX CUHAPOMOB:

® CHHJAPOM OIlyXOJEBOW HMHTOKCHKAIMM —  Iporpeccupyomas  ciaboctb, He
COOTBETCTBYIOILIas CTENIEHH AaHEMHUH, CHU)KCHHE amlleTHuTa, MoTeps Beca, MOTIUBOCTD,
cyOheOpunpHas Temreparypa, OOJNM B KOCTSAX, 3yA KOXH, YXYIIICHHE TCUYCHHUS
COMYTCTBYIOIIMX 3a00JI€BaHU;

® CHUHJIPOM OITyXOJIeBOH mponudepannu — O0JIU U YyBCTBO TSHKECTU B JIEBOM Mojapedepke,
CBS3aHHOE C YBCIIMYCHHEM CEJIC3CHKH, TIelaToMeraius, MPU JUTUTCILHOM TEYCHUU
3a0o0NieBaHUsl Yy TMAalMEHTOB MOTYT TaKXe pPa3BUBAThCA OYard SKCTPaAMEAYILISIPHOTO
KPOBETBOPEHUS B APYruX opraHax (JumdaTHYECKHe y3Ibl, JIETKHe, IJIeBpa, OpIolInHa,
CIIMHHOMW ¥ TOJIOBHOM MO3T, KOXa, MSITKHE TKaHW KOHEYHOCTEH), OOyCIIOBIMBAs
KIIMHUYECKHEC MTPOSIBIICHUS, CB3aHHBIC C TOPAKCHUEM dTUX OPraHOB;

® aHEMUYEeCKHH CHHAPOM — o0mas cr1abocTh, OABIIIKA, CHI)KEHHE TOJEPAHTHOCTH K
du3nYecKoil Harpyske, OJETHOCTh KOXU W CIM3UCTBIX, TaXWUKaApAHs, THUIIOTOHUS,
YXyALIEHUE TEUYEHUS CepIeUHO-COCYIUCTHIX 3a00IeBaHUM;

® TpPOMOOTHYECKHE OCIOXHEHHS — TPOMOO3BI M TPOMOOIMOOTHH COCYAOB PA3IUYHBIX
OpraHoB U TKaHEH, TpoMOoQueOUThl nepupepuyeckux coCyaoB, MH(ApPKT MUOKapAa,
HapyIIeHNs MO3rOBOTO KPOBOOOpAIIEH!sI, KOTOPBIE TTPH OeccuMITOMHOM TeueHnu [IMO,
CITy’KaT TTOBOJIOM JTsl OOCIIeIOBaHMS M YCTaHOBJIEHUS quarnosa [IM®;

® CHUHIPOM HH(EKIIMOHHBIX OCIOXKHEHUH — pa3BUTHE OMIOPTYHHUCTHUYECKUX HIU OoIee
TSKEJI0€ TeYeHUE OOBIYHBIX MHPEKIIMOHHBIX 3a00JI€BaHU;

® TreMOpparu4ecKuii CUHAPOM — KPOBOTOYMBOCTh NPHU MHHHMAIBHBIX TpaBMax WU
CIIOHTAHHBIC  TICTEXWAIBbHBIE WM  CHHSYKOBBIE  KPOBOHMBJIMSHHS, TMPUIHHAMU
KPOBOTOYHMBOCTH MOTYT OBITH TpomoOoruTorneHuss Ha ¢oHe (udpo3a KOCTHOTO MO3ra,
TUIEPTPOMOOIINTO3 M BTOpUYHBIA Aedurut ¢dakropa BumneOpannma, koarymomatus
BCJICJICTBHC HApYIICHUS (DYHKIIMU TICYCHU U PA3BUTHS MMOPTATLHOW THIICPTEH3NH;

® KJIMHWYECKHUE MPOSBICHHS, 00YCIOBICHHBIC KOMIIPECCHEH OPTaHOB, 33 CUET BRIPAKCHHOMN

CIJICHOMETAJINH, TeITaTOMETaJINH,



e [OpTajbHasl TUIEPTEH3US (BBLACISAIOT CJENYIOUIMEe MPUYMHBI TEUYEHOYHBIX OJIOKOB:
MPECUHYCOUJAIBHBI  TpOMOOTHUYECKUH  OJIOK;  CHHYCOMJAajdbHAas  OOCTPYKIUS;

MOCTCUHYCOUAANILHBIN 010K 1Mo THITy cuHapoMa banna-Kuapn) [8, 9].

2. /InarnocTuka 3a00/1eBaHUS WIH COCTOSTHNS (TPYNIIbI 32001€eBaHU
WIN COCTOSIHMIA), MEeIMIMHCKHUE MOKA3AHUA U NPOTUBONOKA3AHUSA K

NPUMEHEHUI0O METOA0B TUATHOCTHKH
Mnocue peKOMeHOOGClHHble Memoobl OUACHOCMUKU 3a00/1e6AHUSL U CEA3AHHbIX C HUM

COCMOSHULL UMEIOm 02PAHUYEHHYI0 00KA3amenbHylo 06a3y (6 cOomeemcmsuu ¢ WKAIAMU OYeHKU
VI u YYP) no npuuune omcymcmeusi NOCBAWEHHbIX UM KIUHUYECKUX ucciedosanuil. Heszupas
HA 3MO, OHU ABIAIOMCA HEOOXOOUMbIMU dJleMeHmamMu 00c1e008anus nayuenma Ojis
VCMAaHoGIeHus. OuacHo3a U 6vl00pa MAKMuKU JleyeHus, maxk Kak Oolee s¢hgexmuehvie u

00KA3AHHbIE MEMOObl 6 HacmosAwee 6pems He pa3pa60maHbz.

Kpumepuu ycmanoenenua Ouazno3a/coCmoAHuA: HA OCHOBAHUU NAMOSHOMOHUYHBIX
OAHHBIX:

1) anammecmuueckux oanmwlx,

2) ¢usuxanvro2o obcedosanusl,

3) 1abopamopHuIX ucciedo8aHull,

4) uncmpymenmanbHo2o 00c1ed08anusi u op.

e PexoMenayercs pu o0ClIeJOBaHUM MAIMEHTOB ¢ ogo3peHueM Ha U1 ncnonp3zoBaTh
kputepun auarHoctuku BO3 2017 r. 11 nOBBIILIEHUS! TOYHOCTH AMATHOCTUKH [9].
YpoBenb  yOenurenbHocTH  pexkoMeHaaumuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

KommenTapun:

bonvwue kpumepuu:

®  YposeHv cemoznodbuna bonee 165 2/n y myaxcuun u 160 e/n y sceHwun, unu 2emamoxkpum
bonee 49 % y myaxrcuun u 6onee 48 % y orcenyun, unu ygeaudenue Maccol YUPKYyaIupyouux
apumpoyumos bonee 25 % om pacuemuvix 3HA4eHUlL;

® 8 mpenaHobuonmame KOCMHO20 MO032a4 2UNEPKIEMOYHOCMb, C YYemom B603pacmd, ¢
MPEXTUHENHOU (IPUMPOUOHO20, 2SPAHYIOYUMAPHO20, Me2aKapuoyumapHo20 poCcmKos)
eunepniazuel KOCmHO20 Mo32a U amunuel Me2axapuoyumos;

o ooHapyacenue mymayuu JAK2V617F unu mymayuii 6 12-m sx3one eena JAK?2.

Manwiii kpumepuu:

® yposenv spumponosmuna (I110) nudswce peghepencruvlx 3HaueHull.



Juacnoz UII ycmanasnusaemcs npu naauduu mpex OOIbUUX KpUmepues iy nepewix 08yx

OONBLUUX U MATIO20 Kpumepuee.

e PexoMenayercsl 1pu oOClIeOBaHUU MAIMEHTOB C mojo3peHueM Ha DT ucnonab3oBaTh
kputepun auarHoctuku BO3 2017 r. 114 noBbIlIEHUS TOYHOCTH JUATHOCTUKH [9].
YpoBenb  yOenuteqabHOCTH  pekoMeHaanmuii C  (ypoBeHb  J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

KommenTapum:

bonvwue kpumepuu:

®  nocmosiHHbI Mpomboyumos bonee 450 x 1 0%,

® g mpenanobuonmame KOCMHO20 M0O32a NPOIUpepayus Me2akapuoyumos ¢ NOGbIUEHHbIM
KOIUYEeCmE0M 3pevlX, O0IbUUX PA3MEPO8 Me2aAKAPUOYUM OB,

e necoomsemcmesue kpumepusim BO3 ona ycmanoenenus ouacnosa U, IIM®, XMJI, M/[C
U Opyeux MUeiouUOHbIX HO800OPA308AHULL,

o nanuyue mymayuu JAK2V617F, CALR uiu MPL.

Manwiu xpumepuii:

o npu omcymcmeuu mymayuu JAK2V617F, CALR unu MPL nanuuue opyaux K1OHAIbHbIX
Mapkepos Uiy omcymcmaue NpusHaKo8 peakmusHo20 mpomooyumosa.
Juacnosz aensemcs 00cmosepHbiM NPU HATUYUU 8CEX Yemblpex DONbUUX Kpumepues uiu

nepevix mpex 60IbUUX U MAL020 KPUmepues.

e PexoMenayercsi mpu 0OCIe0BaHNY MAIMEHTOB ¢ mogo3peHrueM Ha [IM® ucnonab3oBaTh
kputepuu auarHoctuku BO3 2017 r. 1151 NOBBILIEHUS] TOYHOCTH TUarHOCTHKU [9].
YpoBenb  yoOeauteqnbHocTH  pexkomengamuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KommenTapun:
Kpurepuu i ycranoienus npepudpo3Hoit u ¢pudbposnoit craguu [IM® paznuygarorcs.
Ilpegpuoposnan cmaous IIM@D

bonvwue kpumepuu:

o [lponughepayusi mecaxapuoyumos ¢ npuzHaKamu amunuu™* 6e3 pemuxyiuHo8020 huoposa
bonee I cmaouu (M®-1), conpogoscoarowascs cunepkiemo4HoCmsbi0 KOCMHO20 M032d, He
coomeemcmayiouel 03pacmy, epaHyIoyumapHou npoaugdepayueti u 4acmo CHUNCEHHbIM

IPUMPONOIZOM.



o Hecoomeemcmaue kpumepusm BO3 ona ouacnocmuxu XMJI, UIT, T, MJIC uu opyaux
Muenonpoaughepamusrvix H0800OPaA308anull **,

o ObHnapyowcenue mymayuii 8 eenax JAK2, CALR wumnu MPL, npu omcymcmeuu smux
Mymayuil Haniudue opyeux KioHaibHulx mapkepos (ASXL1, EZH2, TET2, IDH1/2, SRSF2,
SF3B1) unu omcymcmeue pemuKkyaiunoso2o Guoposa manou cmenenu (cmenens M®-1)
PeaKkmugHoll  npupoovl  (UHpexyuy,  aymoumMmyHHvle  3a0071e6aHUsA,  COCMOAHUSL
XPOHUYECKO20 gocnanenus, 8010CAMOKIEMOYHBLL JIeliko3 unu opyaue
aumeponponughepamuenvie H0800OPA30BAHUS, MEMACA3bL ONYXOJlell Ul XPOHUYECKuUe
uHmorxcuxayuu) ***,

Manvie kpumepuu:

a) aHemusi, He C8A3AHHAS C CONYMCMBYIOWUMU 3A00Ie8AHUAMU,

0) netikoyumos He menee 11 x 1 0%n;

8) nanenupyemas CnieHoMe2anus;

2) nogviwernue JI/[I eviue Hopmbi.

s yemanosnenusn ouacnosa «npegubposuas cmaous [IM®y mpebyemcs nanuyue gcex
mpex 601buWUX Kpumepues u no MeHbuiell Mmepe 00H020 Malo20 Kpumepusi, NOOMBEEPHCOeHHO20 8

08YX NOCIE008AMENbHBIX ONPEOeeHUSIX.

*Om manvix 00 KpYNHbIX Me2aKapuoyumos ¢ Hespenou mopgonozueli — HAPYULeHHbIM
A0EPHO-YUMONIASMAMULECKUM COOMHOUleHUeM, amunuyHsLMU 2UNEPXPOMHBIMU
2UNONOOVIAPHLIMU/YPOOTUBLIMU AOPAMU, C POPMUPOBAHUEM PBIXIILIX U NIOMHBIX KIACMEPOS.

** Ucknrouenue UII ocnosano Ha yposHsax cemoznobuna u cemamokpuma. Onpedenenue
macewl yupkyaupylowux spumpoyumog e mpeodyemcs. Hem BCR-ABLI. Hem ousspumponosza
U OUCSPAHYION033d.

**¥[layuenmoi ¢ 3a4001€6aHUAMU, NPUBOOAUWUMU K PEAKMUBHOM) MUEN0PUO03Y.

QDuoposnaa cmaous [IMD

bonvwue kpumepuu:

o [Iponughepayus mecakapuoyumos ¢ npUsHaAKamu AMunuy 8 COYemaHuu ¢ pemuKyIUHOBbIM
u/unu koinazenosvim puobposzom cmenenu 2 unu 3 (M®-2 unu MO-3).

e  Hecoomeemcmaue kpumepusm BO3 ona ouacnocmuxu IOT, UII, XMJI, MJIC unu opyaux
Muenonponugdepamunbix H0800OPA308AHUII.

o Oobnapyoswcenue mymayuii 8 eenax JAK2, CALR uwu MPL, npu omcymcmeuu smux
Mymayuil Haaudue Opyeux KioHaavHulx mapkepos (ASXLI, EZH2, TET2, IDH1/2, SRSF?2,

SF3B1) unu omcymcemeue pemukyiunogo2o Gubposa manou cmenenu (cmenens Md-1)



PeakmueHoti  npupoovl  (UHekyuy,  aymoumMMyHHble — 3a00Ne8aHus,  COCMOAHUS

XPOHUYECKO20 gocnanenus, 80710CAMOKAEMOYHBLU JIelKo3 unu opyaue

aumghonponugepamusnvie HOB00OPA308AHUSA, MEMACMA3bL ONYXOLeU UIU XPOHUYECKUue

UHMOKCUKayuu).

Manvie kpumepuu:

a) anemus, He C6A3AHHAS C CONYMCMBYIOWUMU 3A001e8AHUAMIU,

6) netikoyumo3s ne menee 11 x 10%n;

8) nanvnupyemas CnieHoMe2anus;

2) nosviuernue JI/I eviue Hopmol,

0) apumpobracmel 8 nepugepuseckol Kposu.

s sepugpurayuu ouacnosa «passepuymas (udbposnasn) cmaous [IMDy mpebyemcs
Hanuyue 6cex mpex OONbUWUX Kpumepues U NO MeHbuieli mepe 00HO020 MAlo20 Kpumepus,

HOOMBEPHCOEHHO20 8 O8YX NOCLEO008AMENbHBIX ONPEOeeHUSIX.

e PexoMeHayeTcs Mpu 0OCIICIOBAaHUH MAIMEHTOB ¢ TIo103peHreM Ha noct-UIT M /
noct-OT M® ucnonb3oBath kputepuu aguarHoctuk BO3 2017 r. quist noBbliieHus
TOYHOCTH JIMarHOCTUKHU [9].

YpoBenb  yoOeautenbHocTH  pexkomengamuii C  (ypoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

KommenTapun:

bonvwue kpumepuu:

o [lepsuuno ouacnocmupogannas coanacro kpumepusm BO3 T unu UII.
o  Dubposz kocmnoeo mozea MF-2 unu MF-3 (oyenka no wxane 0-3) unu 3—4 (oyenxa no
wkane 0-4).
Manvie kpumepuu:
a) anemus unu CHUdICeHue yposHs emoiobuna 6onee uem na 20 e/u;
0) nelikoapumpoobacmo3s;
8) yeenuueHue pasmepos cele3eHKu (narbnupyemas cene3enka 6Oonee 5 cM om Kpas
pebeprotl 0yeu) unu noseieHue CnieHoMe2aiuu;
2) nosviwenue JIJ{I" eviuie Hopmbl,
0) cCuMnMOMbL ONYX0J1e8ol UHmMoKcuxkayuu: nomeps bonee 10% eeca 3a 6 mecsayes, HouHaAA
nOMAUBOCMb, HeobvscHUMas auxopaoka (> 37,5 °C).
Juaenos nocm-HUIl M® u nocm-3T M® moocem 6vimeb ycmano8ien npu HaAmuduu 08yx

OONbUUX U HE MeHee deyx Majlblx Kpumepuee.



2.1 JKajo0bl 1 aHaMHE3

e Pexkomenayercss npoBOOUTH cOOp aHamMHe3a M kKajoO HpHU 3a00J€BaHMUSIX OPraHOB
KPOBETBOPEHUS] U KpPOBM BCEM MAallMEHTaM C IOJO3PEHHEM U MpEeABaAPUTEIbHBIM
auarHozoM Ph-aeratuBHoe MII3 B MOMEHT IEpBUYHOTO OOpAILEHUS C LIEIbI0 YTOYHCHUSI
TaKUX XapaKTEPUCTHK KaK HAI[MOHAJIIbHOCTb, CEMEHHBIN aHaMHe3, TPOMOO3bl B aHAMHE3E,
KypeHHe, COMYTCTBYIOUIME 3a00JIeBaHUS C LEJNbI0 OIpEaesieHUus] HEo0XO0AUMOCTH
IPOBE/ICHUS JIOTIOJTHUTEIIBHBIX IUATHOCTHYECKUX Meporpustuii [8-13].

YpoBenb yOeaureqabHocTH  pekoMenaauuid C  (ypoBeHb  JI0CTOBEPHOCTH

0KA3aTeJbCTB — 4)

e Pexkomennyercs 3anonusaTe onpocHuk MPNI10 mpu mepBuuHOM oOpamieHnH, a 3aTeMm
©KEHEJICNIbHO I0CJIC YCTAHOBJCHMS JMAarHo3a BCEM MAlMEeHTaM ¢ jauarHo3om Ph-
HeratuBHOE MII3 ¢ enpto KOHTPOIISI KOHCTUTYLIMOHAJIBHBIX CUMIITOMOB [ 14].

YpoBenb  yOeaureqbHOCTH  pekoMeHaanmuii C  (YpoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 4)

KommenrTapuu: Oounum u3 umcmpymeHmos Ons OYEHKU CUMHMOMO8 U HpobdIiem,
BIUAIOWUX HA Kauecmeo ducuznu y oonvuvix MII3, aensemcs onpochux MPNI0. Onpochux
A67I51eMCsl OOHUM U3 HAuboIee NpoCmulX U YOOOHBIX 8 KIUHUYECKOU NPAKMUKE UHCIMPYMEHMO8 015
oyenku cneyugpuyeckux cumnmomos y oonvnvix MII3 u monumopunea meuenus 3a001€6aHUS.
Onpocnuk MPNI10 noseonsem oyenums cmenenvb msdwcecmu 10 cumnmomos, uawe 6ce2o
scmpeyarowuxcsa y bonvuvix MI13: crabocmu, 6vbicmpozo HANOAHeHUs HCeyoOKa 60 epems eobl,
Henpusmusvix owjyujenuil (ouckomgopma) 6 dscusome, 610CMU (CHUINCEHUS AKMUBHOCMU),
npobnem ¢ KOHYyeHmpayuel SHUMAHUs, HOUHOU NOMIUBOCHIU, KONCHO20 3y0d, OONU 8 KOCHSX,
NOBbIUEHUSI MeMnepamypbl meia U HenpeoHaMepeHHo20 cHudceHus maccobl mena. Cumnmomol
oyenusaromes nayuenmom no 10-oannvnou wxane: ) — nem cumnmoma, 10 — makcumanvHas
cmenenb mANCeCmuy CUMNMOMA, KOMOPYI0 MONCHO cebe npedcmagums. MaxcumanbHulll ypoBeHs
cnabocmu oyenugaemcs 3a npoweduiue 24 4; MAKCUMAanbHull Ypo8eHb ObICMPO20 HANOJIHEHUs.
JHcenyoKa 60 6pemsi eObl, HeNnpUsMHbIX OwywjeHutl (ouckomgopma) 6 ncusome, 6s10CMU
(CHudCenuss akmueHocmu), npoonem ¢ KOHYeHmpayuel 6HUMAHUS, HOYHOU HOMAUBOCMU,
KOJHCHO20 3y0d, 60U 8 KOCMAX, NOGbIUEHUS MeMNepamypbl meia — 3a npoueouyio Heoemio;
MAKCUMANbHBIU YPOBEHb HENPEeOHAMEPEHHO20 CHUNCEHUS MACCbl meid — 3d Nocieonue 6 mec.
Obpabomka danHwvix no onpocrhuxy MPNI(0 npeononaecaem emecme ¢ anaiuzom uHgpopmayuu o
cmeneHu msaxcecmu Kaxcoozo uz 10 cumnmomos no 10-6anrvHou wikane paciem ooOwe2o
pe3yibmama OYeHKU CUMNIMOMO8 8 8ude CpeoHe20 Oalla 8blPANCEHHOCMU 6CeX CUMNMOMOS,

YMHOMCeHHo20 Ha 10 (npu ycnosuu, ymo nayuenm omeemusi Kak MUHUMYM Ha 6 gonpocos u3 10).



Jluanazon 3nauenuii ooweeo pezyromama oyeHxku cumnmomos — om 0 0o 100 (vem eviwe 6ann,
mem 60bule 00Was cmeneHb MAXCeCmuU 8cex CUMNMOMo8). ONPOCHUK O0IHCEeH UCNONb308AMbCS

07151 OYeHKU KauHuueckoeo omeema Ha mepanuio (Ilpunoscenue I'l).

2.2 ®Pu3ukaJbHOE 00CIeIOBaHHE
e Pexkomenayercsi NpoOBE/ICHUE BU3YaJbHOTO OCMOTpPAa TEPANEBTUYECKOTO, MAbIIALNU

TEPANeBTHUUYECKON, ayCKYIbTAlMH TEPANEBTUUCCKOW TPU KaXKIOM OOpalieHud BCeM

MalKUeHTaM C MOJA03PEHUEM, MPEIBAPUTEIbHBIM JUATHO30M, YCTAHOBIEHHBIM JTUArHO30M

Ph-ueratuBnoe MII3 ¢ 1€ab0 BBISBICHHS KOHKPETHOTO IATOJIOTHYECKOIO IIpoIecca,

BBI3BABIIIEr0 HAPYIICHUE HOPMAIbHOM jKu3HeaesTenpHocTH [8-13].

YpoBeHb  yOeauteabHOCTH  pexkomenHpamuii C  (YypoBeHb /10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuu: oopamums enumarue Ha OKpAacKy Koxicu auyd, 1ad00oHetl, CMon, 8UOUMbBIX
CU3UCMBIX (O1e0Hble KONCHbIE NOKPOBbL U CIUBUCTbIE MOV AGNAMbCSA CUMNIOMOM AHEMUU,
nemopa Modicem ceudemenbCmeo8ams 0 NOGbIULEHHOM YPOSHE 2eMO2I00UHA, 2eMAmoKpuma),
KOJICU HUJICHUX KOHEUHOCMell (cunepemus, nueMeHmayus, mpoguyeckue paccmpoiucmed, Omexu,
2cemoppazuit), natbnayus nNe4eHu U celle3eHKu, OYeHKa COCMOAHUSA JlecKUX, cepoyd, Hceay0ouHO-

Kuiedrnoco mpaxkma, no4eK A6JNAI0mcCA 0bs3amenbHbIMU 014 npoeedeHuﬂ.

2.3 JlabopaTopHbie TUATHOCTHYECKUE UCCIETOBAHNUS

e Pexkomenayercss NpoBOAWUTH OOLMM (KIMHUYECKUH) aHATU3 KPOBU Pa3BEpHYTHIA (C
b depeHIMaTbHBIM  [TOJICYETOM  KJIETOK KPOBH, HCCIIEZJOBaHMEM Mopdoioruu,
onpenenenueM COD), mpocMOTp Ma3Ka KpOBH JUIsl aHAIW3a aHOMalud Mopdosnoruu
SPUTPOLIMUTOB, TPOMOOLMTOB U JICHMKOLMUTOB, BCEM MallMEHTaM C TMOJ03PEHUEM U
npeIBapUTeIIbHBIM TuarHo3oM Ph-neratuBHoe MII3 ¢ 1ienibl0 IEPBUYHON TUArHOCTHKU
OCHOBHOTO 3a00JIeBaHUsl, OMPEENIEHUsI NMPOTHOCTUYECKUX MapaMeTpoB, OMNpEesICHUs
o0BemMa JIOMOTHUTENBHOTO o0cneaoBanus [15].
YpoBenb  yOenureabHocTH  pexkoMeHaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

0Ka3aTeJbCTB —5)

KommenTapum: uccredosanue cnedyem 6binoIHAMb HA MOMEHM  YCMAHOBNEHUS.
ouaenosa, samem He pedxce 1 paza 6 mpu mecaya uiu dawie 8 cOOMEEMCMEUU C YPOBHEM
MpoMOOYUMO8, NetKOYUMO8, 2eMO2I00UHA.

e Pexomenayercsi BceM MalMeHTaM C MMOJO3PEHUEM U TPeIBApUTEIbHBIM Jauarto3om Ph-

HeratuBHoe MII3 BeImoTHEHWE KoOarynorpaMmbl (OPHEHTHPOBOYHOE HCCIIEIOBAHUE

CHCTEMBI I'eMOCTa3a), ONpeeNIeHHe MPOTPOMOMHOBOTO (TPOMOOIIACTUHOBOTO) BPEMEHHU



B KpPOBM WJIM IUIa3M€ IS OIICHKM PHCKAa TPOMOOTHYECKMX M TeMOPParu4ecKuxX
ocioxkHeHuH [ 15].
YpoBeHb  yOeauteabHOCTH  pexkomenHgamuii C  (YypoBeHb  /10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

Kommentapumn: y nayuenmos ¢ Ph-necamuenvimu MII3  evicoxkuii puck Kax
MpoMOOMUYeCKUx, max u 2emMoppasuyeckux ocnodxcHeHutl. Hccnedosanue ceepmuigaioujelt
cucmembl BbINOIHAIOM HA MOMEHM YCMAHOBAEHUs OUacHo3d, oOanee — MNO KIUHUYECKUM

NOKA3AHUAM.

e PexoMeHayeTcsi MOJICKYJISIPHO-TEHETHUECKOE HCCIeI0BaHUE MyTanuii B reHax F2, F5 B
CIIy4ae TPOMOOTHYECKUX COOBITHI B aHaMHE3€, OTATOIIEHHOM CEMEHHOM aHaMHe3e JJIs
OLIEHKH PHUCKa TPOMOOreMOpparn4eckux OCIoKHeHui [16].

YpoBenb  yOenureqbHOCTH  pekoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 4)

KommenTapumn: wuccienoBanue MmoiIuMOp(GU3MOB T'€HOB TPOMOO(DHINU BBITOIHSIIOT
OIHOKpaTHO. Y nayuenmos ¢ Ph-necamuenvimu MII3 evicoxuil puck mpombocemoppazuyeckux
ocnodcHenull. Tlpu nanuyuu 0onoaHumenvHsvix Gakmopos pucka (cenemuyeckas mpomoogunus /
HOCUMENbCMEO NOJUMOPPUIMOE 2eHO8 MPOoMOODuUIUU) HEeoOX00UM YaAcmbli MOHUMOPUHE
KOA2YI02paAMMbL  (OPUEHMUPOBOYHOE UCCLE006AHUe CUCIEMbl 2eMOCMA3a), onpedeieHue
NPOMPOMOUHOB020 (MPOMOONIACMUHOB020) BPEeMeHU 6 KPOsU Uy niasme. He pedce 1 pasa 6 3

Mecaya.

e PexomeHnayercsi BceM TallMEHTaM C MMOJ03PEHUEM U TPEIBAPUTEIbHBIM auarto3om Ph-
HeratuBHoe MII3 aHanm3 KpoBUM OMOXMMHYECKH OOIIeTepaneBTUYeCKuil (MoueBas
kucnota, JIJII, CPb, mokasarenu, xapakrtepusymolue (QyHKIHUIO TEYeHU) C IENbI0
Bepu(DUKAIMK UAarHO3a, JUArHOCTUKH COIYTCTBYIOIIEH IMaTOJOTHHU, OLEHKH (YHKIIUU
MEYeHHU, TMOYEK, /I HEOOXOAMMOCTH KOHCYIbTAIIUH NPOQUIBHBIX CIHEIHUAIUCTOB,
Ha3HA4YEHMsI CONPOBOAUTENBHOM Tepanuu [13, 15].

YpoBenb  yoeauteabHocTH  pexkomengamuii C  (YypoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

Kommenrapumn: ypogenv JI/{I" cvlgopomku Kpoeu A61Aemcs MaibiM OUa2HOCMUYeCKUM
kpumepuem IIM®. Ilpu nogvluieHHOM YpO8HE MOYEBOU KUCIOMbl He0OXOOUMO HA3HAYeHUe
#Hannonypunona®*. Auanuz Kposu Ouoxumuueckuil — oOwemepanesmuiecKull 8bINOJIHAIOM HA
MOMEHM YCMAaHOo8IeHUsl OUAzHO3a, He pexce I paza 6 6 mecsyes npu HabaoOeHuu, ne pexce I paza

8 MpU Mecaya npu yumopeoyKmueHot mepanuu


http://fertilab.ru/tseny/kompleks-trombofilii-f2-thr165-met-f2-20210-f5-leyden-f5-gonkong-f5-kembridzh-1162/

e Pexomenayercsi namuentam ¢ MII3 ypoBHemM remorimobonHa HMKe pedepeHCHBIX
3HAYCHMI; TallMeHTaM C YpOBHEM TemorjoOuna Oojee 165 r/m y myxuun u 160 r/n y
JKEHIIUH, WIH reMatokputoMm Oonee 49 % y myxuuH U Oonee 48 % y KEHIIMH NPU
oTCyTCTBUM MyTanuii rena JAK2; manueHTam ¢ TpoMOOIIMTO30M IPH OTCYTCTBHH MYTaLIUi
JAK2, MPL, CALR BBIHOJHATE KOMIUIEKC HCCJIEOOBAaHWM I HUArHOCTUKH OOMeEHa
xene3a (peppuTHH, CBIBOPOTOYHOE XKEJIE30) C JUarHoCTU4IecKoi neibio [8, 10, 15].
YpoBeHb  yoOeauteabHOCTH  pexkoMengamuii C  (YypoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

KommenTapun: npu MII3, ¢ uacmnocmu I[IM®, anemusi modcem HOCUMb CMEULAHHBIU
2eHe3 (amemusi XpoHUuecKux sabonesaunuil u oicenezodepuyumuas). Hccredosanue odbmena
Jcene3a no3eOIUM Onpedeums Geoyuyio NPUYUHY AHeMUYEeCKO20 CUHOPOMA U HASHAYUMb
namozenemudeckylo  mepanuio.  Hacneocmeenmwiti  2eM0OXpomamo3z — CONPOBOHCOAEMCSl
no8blUEeHUEM YPOBHSL Jicelle3d CblGOPOMKU KPOSU, NOBbIULEHUEM 2eMO2N00UHA U 2eMamoKpuma.
Ilpu Habnodenuu ucciedosanue obmena dicenesa ciedyem Npo8OOUMs NpuU pazeumuu aHemul,
CHUDICEHUU YPOBHa 2emo2n0ouna Ha 20 2/1 om ucxoO0H020 YypO8Hs, Npu NOAGIEHUU KIUHUYECKUX

NPpU3HAKoe6 MKaHesoco Oed)uuuma acejiesda.

e Pekomenayercs ucciae10BaTh YpOBEHb SPUTPONOITHHA KPOBU y MAIMEHTOB C YPOBHEM
remMorio6uHa 6osee 165 r/n y my>xuns 1 160 1/ y )KEHIUH, WIK reMaToKpuToM 6osee 49
% y mMyxuuH u Oonee 48 % y KEHUIMH 17 Bepu(UKALMU AMArHO3a, a Takxke MpHU
HaOJIIOJICHUU — B Cly4ae pa3BuUTUs anemuu [9, 15].
YpoBenb  yOenuTeabHocTH — pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

Kommenrtapuu: onpeodenenue IO  cvleopomku  Kposu — a61iemcs — MAaiblm
ouacHocmuyeckum Kpumepuem npu ycmanosienuu ouaenosa MII. Cyonopmanvroii 3110 npu
omcymemeuu mymayuu JAK2V617F sasensemca ocnoganuem 0na ucciedo8anus Mymayuu 2eHd
JAK2 6 12 oxsone. Hccrnedosanue ypoeus IIIO cvigopomku Kposu HeoOX00UMo O/
ougpepenyuanvroi ouacnocmuxu 8 epynne MI13. Hccneoosanue yposus II10 cvieopomku kposu

Heobx00umo 0151 oughghepenyuanvrou ouacnocmuxu 6 epynne MI13.

e PekomeHnayercss MOJEKYJISIPHO-TEHETHUYECKOE HCCIe0BaHNEe MapkepoB Ph-HeraTuBHBIX
muenonpoiaudepaTuBHbIX 3abosneBanuil (myranmuu B reHax JAK2, MPL u CALR) Bcem
narueHTam ¢ nojo3perreM Ha Ph-uerarusnoe MIT3 ms Bepudukauu quarqosa [9].
YpoBens  yOenuTeabHocTH  pexkoMenaamuii C  (YypoBeHb  JI0CTOBEPHOCTH

JI0KAa3aTeJIbCTB — D)



KommenTapun: svisisnenue mymayuu JAK2V617F ¢ vicokoti cmenenvio éeposmuocmu
nozeonsiem ycmanosums ouacnos HII y nayuenmoe c coomeemcmeyrowel KIUHUYECKOU
kapmunot, eviaenenue mymayutt JAK2V617F, MPLW515L/K, ¢ 9 axzone eena CALR ¢ gvicorkotl
CMeneHvio 8epOsmMHOCMU No3801s1em ycmarnosums ouachos [IM® unu IOT y nayuenmosg c
coomseemcmayloweli  KIUHU4eckou xapmunou. Monexynsaprno—2enemuueckoe ucciedo8anue
no360.15em npogecmu Ougpepenyuanvryio ouasHocmuxy kax 6 epynne MII13, mak u mesxcoy MI13
U 8MOPUYHBIMU IPUMPOYUMO3OM, MPOMOOYUMO30M, Mueropuopozom. Oonaxo ¢ 13 - 17%

cayuaes MII3 ne svisasnaomes «Opatidepuvie» Mymayuu.

e Pexkomenayercsi MOJEKYJISIPHO-TEHETHYECKOE HCCieoBaHue MyTauuii B reHe JAK2 B
KpOBU METOJIOM CeKBeHHpoBaHus (kauectBeHHas [P na Hanuune myranuu B 12 5k30HE
rena JAK2) manuentam ¢ ypoBHeM remorio0uHa 6onee 165 r/m y myxuns u 160 r/n y
KEHIUH, WIK reMatokpurom Ooisee 49% y myxuuH U Oonee 48% y KEHIIUH IpU
orcyrctBuu mytaruu V617F rena JAK2 ans Bepudukaru UIT [9].

YpoBenb  yOenuTeabHocTH  pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Kommenrapuu: vymayuu 12 sx3ona cena JAK2V617F sviasnaromes ¢ 2-5% nabnwooenuii

npu UII.

o Pexomenayercsi BceM manueHtaM ¢ MII3 u BoisiBaenHod wmytarueit JAK2V617F
ofpeieNieHue ameNbHoN Harpy3ku MytanTHoro JAK2V617F st Bepudukanuum quarsosa
[9, 10].
YpoBenb  yOenuTeabHocTH  pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Kommenrapum: onpeodenenue annenvnou nacpysku JAK2V617F npeocmaensem coboti
CYPPO2amHblll MAPKep OYEHKU pasmepa ONyXoae8o20 KIOHA, M. e. KOIUYeCmed 310KaueCmeeHHbIX
KIemoK 8 nepugepudeckoli Kpoeu. B numepamype MHO20 COOOWEHU O BO3MONCHOCHU
0oCmudiceHUs OIUMENbHBIX MONeKYIsApHblx omeemos (MO) y nayuenmoe ¢ U1 npu npogedenuu
mepanuu H#unmepgeponom anvgpa** y nayuenmos c IIMD npu npogedenuu mepanuu
PYKCOTUMUHUOOM™ ™, nociie anloeeHHOU mpacniaHmayuu 2eMOn0IMUYeCcKUx Cmeoi08biX KIemoK
(anno-TI'CK). Monumopune MO umeem eadicnoe 3HaueHue 0N OYEHKU MepanesmuiecKozo
HOMEHYUANA 1eKapCMBEHHbIX NPenapamos u modxcem Oblmb napamempom OJisi MOHUMOPUHSA
OonumenvHocmu omeema Ha JledeHue. B ceéA3u ¢ smum uccredosanue aileibHOU HASPY3KU

JAK2V617F 6 ounamuxe credyem nposooums ¢ uacmomotui e menee I paz 6 200.



e PexomeHnayercs BceMm nanueHTaM ¢ nojo3penremM Ha MII3 B citydae 3aTpyaHeHU Tpu
npoBeseHud  auddepeHiuansHol  JHarHOCTHKH  Ph-meratuBaeix MII3 ¢ XMJI
MOJICKYJISIPHO-TEHETHYECKOe HCCIeoBaHUe TouewHbix Myranuii reHa BCR-ABL
(XMMepHBIH T'eH, 00pPa30BaHHBIN CITHSIHIEM 00JIACTH KJIacTepa Pa3phIBOB HA 22 XPOMOCOME
Y TeHa THPO3UH-KHUHA3bl AOebcoHa Ha 9 xpomocome) [9].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

e PexomeHayercsi MOJICKYJIIPHO-TEHETUUECKOE HCClenoBaHne MyTarui B reHax ASXL1I,
EZH2, TET2, IDH1/2, SRSF2, SF3Bl y mnaumentoB Ph-neratuBasivu MII3 mpu
orcyrctBun mytanuii JAK2, MPL, CALR ans Bepudukanuu Auar€osa, MNpu pelieHUH
Borpoca o nposenenun amio-TI'CK npu [IMO [9].

YpoBenb  yOenureabHocTH — pekoMenaauumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Kommenrapuu: swisgnenue mymayuii ¢ cenax ASXLI, EZH2, TET2, IDHI/2, SRSF?2,
SF3B1 y 6onvuvix Ph-necamuenvimu MII3 npu omcymcemeuu Opaiuseprvlx Mymayuii no360.isem
00Kazams KIOHANbHOCMb U ABNAEMCsl OCHOBAHUEM NPUMEHEHUs OONbUl020 OUAHOCTNUYECKO20
kpumepusi [9]. Hanuuue mymayuii ¢ cenax ASXL1, EZH2, IDH1/2, SRSF2 y 6onvnvix TIM®

onpeoensaem 8blCOKULL PUCK NPO2PECCUPOBALs, KOPOMKYIO 0OWYIO BbIJICUBAEMOCHIb.

e PekoMeHnayercss IIUTOr€HETHYECKOE HCCIEA0BaHME (KApHOTHI) KOCTHOTO MO3ra y
NAIMEHTOB C HETUITMYHOMN KIIMHUYECKOW, MOP(OJIOTHYecKOl KapTUHOM 3a00J1eBaHusl, IPU
orcyrctBun mytanuid reHoB JAK2, CALR, MPL; Bcem xanaunatam Ha amio - TI'CK ¢
LEJIBIO OLIEHKU IIUTOT€HETUYECKHX (paKTOPOB HEOIArompHusTHOro Mporyuosa 8§, 9, 13].
YpoBenb  yOenurTeabHocTH — pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Kommenrapuu: Yacmoma evisgnenus xpomocomuuvix abeppayuti 0o 10% na momenm
NOCMAHOBKU ~ OuacHosa.  Buiasnenue  xpomocommuvix — abeppayuii  npu  CMAHOAPMHOM
YUMOo2eHeMmUu4ecKoM UCCAe008AHUU SABNIAEMC HeOIALONPUAMHBIM NPOSHOCUYECKUM Kpumepuem
npu onpedenenuu cmenenu pucka coanacro unoexcy DIPSS+. Takxmuxa éedenus nayuenmos c

MII3 b6asupyemca Ha onpedeneHuu NPOSHOCMUYECKOL 2PYNNbL.

e Pexkomenayercst BceM IAaMEHTaM Iepes NMPOBEIECHUEM MHBAa3UBHBIX IPOLENYp, NEpen
FOCIUTAIM3AMEN, 10 KIMHUYECKUM II0Ka3aHHWSIM B TpyNIax pPHUCKa JJIs BBISIBICHUS

reMOTPAaHCMHUCCUBHBIX HHDeKImii [8]:



ompeneneHne  aHThTen K Onemmoir  Tpermoneme  (Treponema  pallidum)
umMmyHo(epmenTHBIM MeToioM (MIDA) B KpoBH) WM ONpeeNiCHHE aHTUTeN K OieTHON
tpenoneme (Treponema pallidum) B nerpenonemubix Tecrax (RPR, PMII) (kauectBeHHOE
U TIOJTYKOJIMYECTBEHHOE HCCIIEI0BAaHUE) B CHIBOPOTKE KPOBH;

anturena Kk BUY (Onpenenenue antuten kimaccoB M, G (IgM, IgG) k Bupycy
umMmyHonedunuTa denopeka BMUY-1 (Human immunodeficiency virus HIV 1) B kpoBu;
Omnpenenenne anturen kaaccoB M, G (IgM, IgG) k Bupycy uMMyHOedUIIUTa YeTOBEKA
BHY-2 (Human immunodeficiency virus HIV 2) B kpoBy;

uccienoBanus Ha BupycHele renatuthl B u C — onpenenenue anturena (HbsAg) Bupyca
renatuta B (Hepatitis B virus) B kpoBu u onpeneneHne aHTUreHa Bupyca rematura C

(Hepatitis C virus) B kpoBH.

YpoBenb  yoOeautenbHocTH  pexkomenganmuii C  (ypoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

PexoMenayercsi uccieoBaHUE KHUCIOTHO-OCHOBHOTO COCTOSIHUSIT U Ta30B  KPOBU
(aprepuanpHoro pO2, pCO2) mammweHTaM C ypoBHeM TremoriioouHa Oonee 165 r/m y
Myx4uH U 160 /11 y )KeHIIKH, WIn reMaTokpuToM 6osee 49% y myxuuH u 6onee 48% y
JKEHIIUH 1pu oTcyTcTBUM MyTanuii reHoB JAK2, MPL, CALR c uienbio BbISIBICHUS TPUYUH
JUTSL SPUTPOITUTO32, ITOBBIIICHUST KOHIIEHTPAIUYA TeMOTJIOOWHA, ITOBBIIICHUS TEMAaTOKPUTA
[8, 12, 13].

YpoBenb  yoeautenbHocTH  pexkomengamuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

2.4 UHCTpyMEHTAIbHbIE THATHOCTHYECKHE HCCIIeI0BAHUS

Pexomenayercst  yabTpa3BYKOBOE HCCIEIOBAHUE OPraHOB  OpPIOMIHOM  MOJIOCTU
(KOMIUIEKCHOE),  YJIBTPa3BYKOBOE  HCCIEJOBAaHWE TIOYEK W  HAJMOYEUHUKOB,
yIBTPa3BYKOBOE HCCIIEIOBAaHNE TUM(BATHIECKUX y3JI0B (0JJHAa aHATOMHYECKAast 30Ha) BCEM
NaldeHTaM JUIsl  OMNpEAENIEHUs CONYTCTBYIOIIEH MAaTOJIOTHMH, OLEHKH CTEHEeHH
rermaToMerajiiy B cruieHomeranuu 8, 12, 13].

YpoBens  yOenutTeabHocTH — pexkoMenaamuii C  (YypoBeHb  JI0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

KOMMCHTapHI/I: HA MOMEHNT YCMAHOBIEHUA OMCZZHOS’G, 3amem He peodice 1 pasa 6 200 U

OONOIHUMENILHO NO NOKA3AHUAM.

Pexomenayercst BceM ManueHTaM ¢ IpeaBapUTeNbHbIM guarHozom MII3 nmomydenue

LIUTOJIOTUYECKOIO MpenapaTa KOCTHOIO MO3Ia ITyTeM ITyHKIUH (CTEpHAJIbHAs MyHKIMS) U



IIUTOJIOTHYECKOE HCCIIEIOBAHME Mas3Ka KOCTHOTO Mo3ra (MuelorpamMma) (KOJIUYECTBO
0JIaCTOB, COOTHOIICHHE MHEJIOUTHOTO M JIPUTPOUIHOTO POCTKOB, KOJIUYECTBEHHAs W
KAueCTBCHHAs] XapaKTePUCTHKA MerakapuoruToB) mns wuckimoueHus MJIC, ocrtporo
neriko3a [8, 12, 13].

o Kommenrapuu: [Jumonozuyeckoe ucciedosanue Maka KOCMHO20 M032a (MUeL02pamma)
NPOBOOUMCS HA MOMEHM YCMAHOBNIEeHUs OUACHO3A, 3amemM — N0 KIUHUYeCKUM NOKA3AHUIM
YpoBeHb  yOeauteabHOCTH  pexkomenHgamuii C  (YypoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

3 PexoMeHayeTcsi BceM IMamMeHTaM C TpeABApPUTEIBbHBIM jauarHo3om MII3 momydeHue
TUCTOJIOTMYECKOr0 Ipernapara KOCTHOIO Mo3ra (TpemaHoOHorcus I'peOHs MOAB3OLIHON
KOCTH) C T[aTOJIOTOAHATOMHUYCCKUM HCCJICIOBaHUEM OWOTICHIMHOTO (OTEepalliOHHOIO)
MaTepuaiga KOCTHOTO MO3ra C NPUMEHEHHEM HMMYHOTUCTOXUMUYECKUX METOAOB JUIf
BBISIBJICHHUSI PETHUKYIMHOBBIX U KOJUJIAT€HOBBIX BOJIOKOH JJisi YCTAHOBJICHMS JIMArHo3a,
npoBecHUs U PepeHIINATbHON IMarHOCTUKY B Tpynie Ph-ueratusubsix MIT3 [9].

YpoBenb  yOenuTeabHocTH  pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

Kommenrapuu: npu  Ph-necamuenvix  MII3  mopghonocuueckoe — ucciredosanue
mpenanoouonmama KOCMHO20 MO032a SGNAEMCs OOHUM U3  OONbUWUX OUACHOCTIUYECKUX
Kpumepues. lucmonocuueckoe ucciedosanue KOCMHO20 MO324 HA MOMEHM OUaeHOCUKU
ciedyem 8blNONIHAMb 8CeM NAYUEHMAM C NOPO20BbIM YPOBHEM 2eMO2N0OUHA U 2eMAMOKPUMA, Yo
nozeonsem uckuoyums T u [IM®. Cnedyem ommemums, umo ouaenos UIl 6o3modncen u npu
KOHYEHMPayuu 2emo2io0Una u 2emMamoxkpume Huxice OUA2HOCMUYECcKo20 Nopo2d. Mo 803MOHNCHO
Y MONOObIX NAYUEHMO8 NPU HAIUYUU Oehpuyuma dxicene3a (HOpMAnbHbulILL Ul 0adice CHUNCEHHBIU
2eMO2NI00UH  NpU  BbICOKOM YPOBHE 3pumpoyumos) u/uiu nocie OCmpulX KpOoBOMmeueHUl
(CHudicenue ypoeHs 2eM02100uHa, spumpoyumos u cemamoxpuma). Hacmopoowcennocmo 6
omuowenuu HIl Oondxcna Ovimb nO  OMHOWEHUIO K NAYUEHMAM C COCMOABUIUMUCS
AOO0OMUHANLHLIMU TMPOMOO3AMU, OCODEHHO HNPU HATUYUU KOMHCHO20 3)Y0d, IPUMPOMENANLUlU,
CnaeHoMe2anuy, aeuKoyumosd, mpomooyumo3a u MUKpoOyumosa 6 nepughepuyeckoll Kpogu.
Cywecmeyem maxoce cneyugpuueckas ¢opma HIl, komopas npedcmasnsiem cobou
mackuposanuyro / namenmuyio UIl. B makux cuyuasx oounapyscusaiom mymayuu eena JAK2 u
cnudcenue II10, HO 3HAYUMO20 NOGbIUEHUE KOHYEHMPAYUU 2eMo2l00UuHa He HAbI00aemcs.
Knunuyecrkue npusnaxu MII3 ([IM®) necneyugpuunvl — Hanpumep, cnieHome2anusi, aHemus,

Mo2ym Obimb 00)Cl06IeHbL TUMPOMOU ceNe3eHKU ¢ NopaxceHuem KocmHoz2o mosea. Ilosmomy



2UCMOJIO2UYECKOE UCCTeO08AHUE KOCMHO20 M032a 66€0€eH0 8 bobliue Kpumepuu OUASHOCIMUKU

TIM® ¢ knaccughuxayuu BO3.

Hpu HAOMIOOCHUU — UCCICO06AHUE  BbINOJHACMC N0  KIUHUYECKUM — NOKA3AHUSM

(KoHCmamayus npocpeccuu Uy pemuccul 3a60.1e8anus).

Pexomennyercsa mamuentam ¢ MII3 ¢ nedanrnyeckuM CHHIPOMOM JUISL OTIPEACICHUS
COILYTCTBYIOILEH IaTOJIOTUU IIPOBEICHUE JYTJIEKCHOTO CKaHMPOBaHHUsA
OpaxuonedaabHBIX apTepuil ¢ LBETHBIM JOMIUIEPOBCKUM KapTUPOBAaHHEM KPOBOTOKA C
LIEJIBIO OIPEJIeNICHHsI pUcKa TpoM0Oo03a B cucTeMe 1epeOpainbHbIX aprepull, pucka TUA u
OHMK [17].

YpoBenb  yoenuTeabHOcTH  pexkoMeHaamuii C  (YpoBeHb  JI0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Pexomenayercst OyIieKCHOE CKAaHUPOBAHHME HIDKHEH MOJOW BEHBI M BEH MOpPTaIbHOU
cuctembl manuentam ¢ MII3 mpu momo3peHun Ha TPOMOO3 BOPOTHOM BEHBI, BETBEU
BOPOTHOM BEHBI, CEJIC3CHOUYHON BEHBI, BEpPXHEH OpblKeedHOM BeHbI [ 18].

YpoBeHb  yOenutedbHOocTH  pexkoMeHganmii C  (YypoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 4)

KOMMeHTapHI/I: uccnedosanue no360Jsaem 6ulasUmb KakK npsmvie, mak U KOCBEHHble

npusHaxKu mp0M603a COCyOOG I’lOpmaJZbHOI/Vl cucmemvl, C60e€6PEMEHHO nocnmaeums ouazno3 u

onpedenums neuebHyro makmuxy. Ilayuenmol ¢ nooospenuem Ha mpomoOo3 6eH HYHCOAIOMCS 8

uacmom MOHUMOPUHee noxaszameieul ceepmblearomed cucmemsl Kposu (He peoitce 1 pasa 6 3

Mecaya), nposedeHuu mepanuu #anokcanapunom Hampus*>, #pusapoxcabanom™*, oemanvnom

obcredosanuu. B cuydae ocmpoco mp0M603a Heobxoouma cocnumanu3layusl 6 cemanaojiocudecKkoe

omoenenue. B ounamuxe Y3HU-oonnnepozcpaghuio cocyooe nopmanvhou cucmemvl ciredyem

npoeof)umb 6 He peoice 1 pasa e 200 unu aue (7’10 KJIUHU4YeCKum l’lOKCL?ClHM}lM).

Pexomenayercst KoMIblOTEpHasi TOMOTpadusi OpraHoB OPIOLIHOW MOJOCTH C JIBOHHBIM
KOHTPAaCTUPOBAHUEM, OINHCAHWE U HUHTEpIpeTalrs KOMIIBIOTEPHBIX TOMOTpPamMM MU
MarHUTHO-PE30HAHCHasi ToMorpadus OpraHoB OpIOUIHONW MOJOCTH C BHYTPUBEHHBIM
KOHTPAaCTUPOBAHUEM, ONMCAHUE U MHTEPIpPETALUs MarHUTHO-PE30HAHCHBIX TOMOTPAMM
JUIs ompenesieHus: 00bemMa CeNe3eHKH, OLIEHKU COCTOSHUS COCY/IOB OpPIOIIHOW IMOJIOCTH
naimeHTam ¢ MII3 npu octpom 0oJ€eBOM CHHApOME B JIeBOM THoJpedepbe, MpH
NOJO3PEHNH Ha UH(ApKT CENe3eHKH, INpPH COCTOSABLIEMCA TpomOo3e B cHCTEME

HOPTAJIBHBIX BeH (0OHAPYKEHHOM TpH YJIbTPa3ByKOBOM HccieoBaHum) [8, 12, 13].



YpoBenb  yOenurteqabHocTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

Kommentapun: Ocmpule xupypeuyeckue namonocuu OprOwHOU NoJI0CMuU KpaiiHe OnacHbl
u mpebylom CpOYHO20 XUpPYpeuueckoeo emewamenbcmed. TpomOo3 cocyoo8 nopmanvbHol
cucmembl pasiudarOm NOJIHbIN U YACMUYHbLL, A MAKICe OCMPYIO U XpoHuyeckyto popmy. Ocmpas
Gopma  modcem  nNpoAGIAMbCA  uwlemuel U UHGAPKMOM — KUWEUYHUKA — 8Cledcmeue
PAcnpocmpanenus mpomba Ha Me3eHmepudanibhvle cocyovl. Xponuueckas ¢opma uaue
beccuMnmomnas 8 Cuny 6KIIOYEeHUs KOMNEHCAMOPHBIX MEeXAHUIMO8, MAKUX KaxK Ounamayus
neueHouHOU apmepuu u pazeumue cemu Konamepaneu. IIpoasienusmu XxpoHu4ecko2o mpomoosa
Mo2ym 6vbimb KpOGOMeEUeHUs. U3 HCEIYOOUHO-KUUEYHO20 MPAKMA KAK Cl1edCmeue nopmaibHol
eunepmensuu u ounuonamus. Haznauenue anmuxoazyissHmuou mepanuu - s181semcs mepanueu
8b100pa NPU 0CMpPoM Mmpomobose, npu HeoOXOOUMOCIU - MeOUKAMeHMO3HbLL mpombonuzuc. Tlpu
XPOHUYUECKOM MPOMOO3e PEeKOMEHO0B8AHbl MOHUMOPUHE U NPOQUIAKMUKA KPOBOMEUEHUS U3
BAPUKO3HO-PACUUPEHHBIX 8eH NUWe800d, HazHayeHue #pusapoxcabana™* wiu sappapuna™* 6
meyeHue OIumenbHo2o epemenu. Heobxooumo paccmompems 60npoc 0 Xupypeuueckom iedeHuu
(CNIeHIKMOMUSL, HANOMNCEHUE NOPMOKABAILHO2O AHACMOMO3d, IHOOCKONUYECKOE NUSUPOBAHUE

BAPUKO3ZHBIX PACUUPEHUL NUWEB00a).

e PexoMeHnayercsi BceM NALMEHTaM C MOPTAJIBHOM MMIIEPTEH3UEN BCIIEJCTBUE MACCUBHOMN
CIUIEHOMETaJIMM W/MIM TpoMOOo3a B CUCTEME TMOPTAIbHBIX COCYIOB IPOBEAECHUE
s30(aroractpoayoseHockonuu (BI'/IC) ¢ omeHkoi BeH MUIIEBOAA Ul HCKIFOYEHUS
HaJIMYUsl BapUKO3HOI'O PACUIMPEHUsl BEH, KaK MPOSBICHUS OPTAIbHON TUIIEPTEH3HH |8,
12, 13].

YpoBenb  yOenurenbHocTH  pexkoMeHaaumuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

KommenTapuu: y daunou kamezopuu nayuenmos 6blCOKUL PUCK KPOBOMeEYEHUL U3
8aPUKOZHO—PACULUPEHHBIX 8€H NUWEB00A U dcenyOKa. IIpu omcymemeuu pucka Kpogomeuenuil u3
eapukosHo pacuupennvix een nuweeooa Il JIC evinonnsaom ue pedce 1 paza 6 200. B ciyuae
HAIUyUus pucKka KpogomedeHus U3 6apuKO3HO PACUUPEHHbIX 6eH NUWe8ooa Ucciedosanue

6blNOJIHAION HE peoice 1 pasa e 3 mecsya.

e Pexomenayercs OLIEHKa KapAHONyJIbMOHAIBHOTO craryca (peructpanus
AIIEKTPOKAPIMOTPaMMBl ¥ paciugpoBKa, ONMCaHWE W  HUHTEpIpeTaIys
3JEeKTpOKapAHOrpaduIecKux JTAHHBIX, IxoKapauorpadus) MallMeHTaM c

COITYTCTBYIOIMMH 3a00JI€BaHUSIMU CEPJICUHO — COCYAMCTOMN CUCTEMBI JUIsl OLIEHKH pHUCKa



TPOMOOTHUYECKUX OCIOXHEHUH M CMEPTH OT CEpACYHO—COCYAUCTBIX OCIOKHEHHM, IS
BBISIBJICHUS MIPOTUBONOKA3aHUM K JICYCHUIO THJIPOKCUKApOaMugoM™**,
pykconuTHHHOOM™ *, #aHarpemumom™* [8, 12, 13].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

KommeHnTapuu: ocrosHbiMu npuduHamu, CyuyecmeeHHo CHUNCAIOWUMU KAYeCmE0 HCUSHU
u yepoocarowumu sHcusHu nayuenmos ¢ Ph-necamusnvimu MII3, nomumo onyxonesou npupoovl
AGNAIOMCA MpombocemoppazudecKue 0ciodcHenus. Buisgnenue ¢hakmopos pucka passumus
cepoeuno-cocyoucmoti namonozauu y nayuenmos ¢ MII3 nozeonsem ceoeepemenHo 6bi0eaums
2PYNNY Nayuenmos, mpeoyiouux aKmueHo20 HAONO0eHUs U NPo8edeHUsi NPpOPUIAKMUYECKOT
2eMOKOppeKmupyroueti mepanuu 8 COYemanuy co cneyuhuueckol yumopeoykmusHou mepanuel.

Hccneoosanue npoeodﬂm no KJIUHUYEeCKUM NOKA3AHUAM.

2.5 NUuple AMAarHocTHYECKHE HCCaeJ0BaAHuS

e PexkomMeHaAyOTCA BCEeM NalUEHTaM C MpeaBapuTelabHbIM aAuarHozoM MII3 npuem
(ocMOTp, KOHCYNbTallMs) Bpaya-HEBPOJIOra, Bpada-KapAuojora, Bpada-xupypra, Bpaya-
CEpJICYHO-COCYIUCTOTO XUpPypra, Bpada-racTpPOdSHTEPOJOra, MpH HAIWYUH  KaIoo
HEBPOJIOTUYECKOI0 XapakTepa, B clydyae Pa3BUTHUS OCIOKHEHUH (TpomMOO3 BOPOTHOM
BEHBI, BETBEH BOPOTHOW BEHBI, CEJIE3CHOYHON BEHBI, BEPXHEH OpBHIKEECYHOU BEHBI) IS
JUArHOCTHKY U JIEYEHUs COMMYTCTBYIOIIEN naToaoruu [19].
YpoBenb  yOenurenbHocTH  pexkoMeHaaumuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

o PexoMenayercs MpUMEHATH cTpaTUduUKanuio pucka y manueHToB ¢ UII nns oreHku
BEPOATHOCTH TPOMOOTHUYECKUX OCJOKHEHHUH, MPUBHOCSIINX HaWOONBINMA BKIAJ B
CTPYKTYpY CMEpPTHOCTH W WHBAIHAW3ALNU, OOYCIOBJICHHYIO 3a00JIeBaHHUEM, a TaKke
HIKAJTY VIS ONpeieieHus mporuo3a [20-22].

YpoBenb  yOeaureqabHocTH  pexkomenaauuid C  (ypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJbCTB —4)

Kommenrapum: [lo pesynvmamam Ko2oOpmHuIX ucciedosanuti Haubonee yCmouuusbimu
gaxkmopamu pucka ona mpombomuueckux ocrodxcnenui npu UII senaiomes 6éozpacm cmapuie 60
Jlem u Haauuue mpomoo3o8 6 anamuese. Ilpu smom yenecoobpasHo maxoice yuumoleams oouue
Gdaxmopvl  pucka 01 CepOeuUHO-COCYOUCIBIX, MPOMOOMUYECKUX U  2eMOPPASUYECKUX
ocnodcnenuu (Ilpunosxcenue 12). [na oyenku uHOUBUOYANbHO2O NPOSHO3A UENECOO0OPA3HO

ucnonvzoeams unoexc, pazpabomannviii 6 20132 (Ilpunoscenue I3).



e Pexomenayercs TpuUMEHATH CcTpatuuKanuio pucka y mamueHtoB ¢ OT
NpeHAa3HAYCHHYI0  JIII  OLEHKM  BEPOSTHOCTH  apTEepHalbHOrO  TpoM0OO3a,
00YCITOBJIMBAIOIIETO WHBAIMIU3AIMIO U OTPAaHUYUBAIOIINX MPOJOHKUTEIHFHOCT KU3HU
namueHToB [23].

YpoBenb  yOeaureqabHocTH  pekomenaauuidi C  (YpoBeHb  JI0CTOBEPHOCTH
J0KAa3aTeJbCTB 4)

Kommenrapun: Ha ocuosanuu medcOyHAPOOHbIX MHO2OYEHMPOBLIX UCCIe008AHULL
axkcnepmamu BO3 6Ovun  pazpaboman MeHcOYHAPOOHBIN NPOSCHOCMUYECKUU UHOEKC PUCKA
pazeumusi apmepuaivrozo mpombosza npu OT - The International Prognostic Score for ET
(IPSET-thrombosis) (Ilpunosicenue I'4)

e Pekomenayercss NMPUMEHSATh CTPATU(UKAIMIO PHCKAa y BcexX manueHToB ¢ [IM® s
oTpeIeNIeHUs] MHIUBHUIYaJILHOTO IPOTHO3a IMAIMEHTA JIJIS ONIPEICIICHHS TAKTUKH TEPAITHN

[24 - 26].

YpoBenb  yOenureqbHOCTH  pekoMeHaamuii C  (YpoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB —3)

KommenTapuu: B 2009 2. F.Cervantes et al. npednoscunu MedxrcOynapoouwlii uHoexkc
oyenku npoenosa (International Prognostic Scoring System, IPSS), komopuviii cuyscum O0ns
onpeodeneHust NPOSHO3d HA MOMEHm YCMAaHOGNeHust ouacHosd. boliu evisenenvt credyowue
@axkmopvl, 00CMOBEPHO GIUAIOWUE HA  BbIJICUBAEMOCb NAYUEHMOB. 603PACH, YPOBEHb
2emMo2100una, npoyeHm O1ACmo8 6 nepugepuieckoll Kpogu U HAIuyue CUMNIMOMO8 ONYXO0Je60l
unmokcuxayuu. B cozoannou npoenocmuyeckou cucmeme UCnoab3yemcs OALIbHASL OYeHKd, 20e
Kaxcoomy u3 npusHaxkos npuceaugaemcs no oonomy oauny (Illpunoscenue I'5). Pazoenennvie no
KOIUYeCmey NpPOSHOCMUYECKUX Oain08 epynnvl NAYUeHmos CMAmuCmuyecku 3HaA4umo
PA3Iuuaomes no OIUMenbHOCmuU 00ujell 8blHCUBAEMOCTIU.

B 2010 e. F.Passamonti et al. cucmema IPSS Ovina moouguyuposana ¢ nomoubio
npuceoenus hakmopy ypoems cemoznoouna menee 100 2/n 08yx 6annos emecmo oonozco. Taxaice
OvlL1a usMeHeHa Kaaccupurayus no epynnam pucka coomsemcmeenno oannam (Ilpunoscerue I6).
Hoevui npoenocmuueckuti unoexc Dynamic IPSS (DIPSS) cnocoben npedckaszvieams puck
mpaucgopmayuu 6 10060 MOMEHM OYEHKU, a He MOIbKO NpU YCMAHOBIeHUU OUACHO3d.

Iocnedyrowuii  ananuz MHO2OYEHMPOBLIX OAHHLIX NOKA3AN, YMO  He3d8UCUMbIM
npocHOCMUYecKUM akmopom sersomcs mpomboyumonenus (mpomboyumvr <100x10%n) u
yumoeeHemuueckue aHomaiuu (uzoauposanuvie Hapywenus +8, 7/7q, i(17q), inv(3), 5/5q, 12p
unu nepecmpotika 11g23). C yuemom smux oannvix N. Gangat et al. cucmema cmpamuguxayuu

oviia Oononwena u anpoodouposama Ha 793 nayuewmax (Ilpunoswcenue 17). Hoguvli



npocHoCmuYecKull UHoeKc, noayuusuuil Haumenosanue DIPSS+ nozeonun npoenozuposame He

MOILKO 00WVIO BbIHCUBAEMOCTb, HO U 8pemsi 00 pazeumus BK.

3. .JIe‘leHI/Ie, BRJIAKYasd MEAUKAMECHTO3ZHYI0 1 HEMEINKAMEHTO3HY 0
TEpalu, 1ueTorepanunio, 066360JII/IB3HI/IQ, MEAUINHNHCKHUEC NTIOKA3aHUA U

NMPOTUBONOKA3aHNS K IPMMEHEHUI0 METOI0B JIeYeHU s
3.1 JleueHne UCTUHHOW HOJIUIIUTEMUNA

Ilenu mepanuu HII: npedomepawenue u J1edeHue mpombOeMoppacudecKux
OCNOJHCHEHUU,; KOHMPOIb CUMNINOMOSE ONYX01e601 UHMOKCUKAYUU (CHUdICEHUe 8ecd, NOMAUBOCTD,
JUXOpaoka, 3y0); ceederue K MUHUMYMY pucka pazsumus emopuyrnoco OMJI u nocm-UIl MD;

npeoynpestcoenue OCIOHCHeHUI 8 CIyyae ODepemMeHHOCU, XUPYPeUiecKux onepayuil.

e Pekomenayercss TpoBeACHHWE KpPOBOIyCKaHWU (¢eboToMui) [UIs TOANEPIKAHHS
remarokputa B npenenax 40-45% s Bcex nauuenTos ¢ UII ¢ nenpto cHU>KEHHs pUCKa
CEP/IEYHO — COCYIUCTHIX OCIOXKHEHuM [27].

YpoBeHb  yOeAuTeNIbHOCTH  peKoMeHAamuii A  (YpoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 2)

KommenTapuu: xposonyckanue (gprebomomus) modxcem npou3zeo0uUmscs Mmemooom
BeHenyHKYUU Ul eeHecekyuu (paspeszom eenul). [Iposooam 6 ycinosusax npoyedypno2o Kkabunema.
Ilpomueonokasanus: woK, KOIIAnc u opyaue COCMOAHUSA, CONPOBOHCOAOWUEC NAOeHUEeM
apmepuanbHo20 0AdGleHUs, aHemus, UCMOUeHUe U pPe3KO BblPANCEHHbIN CKIePO3 MO3208blX
€ocy008, 0co0OeHHO Y noxcunvlx aooet. Obvem cemodxcdysuu 3asucum om ooujeco coCmosHUs.
nayuenmos u 6 cpeonem cocmasisiem 250—500 mn ¢ nocredyrowum 60CHOIHEHUEM 00beMa
yupxyaupyrowei kposu 0,9% pacmeopom nampus xnopuoa c oooasnrenuem 5000 ME #eenapuna
HaTpus**. Jlubo npedsapumenvno npogoosam 6/6 Kaneavhylo un@y3uio obdvema HCUOKOCMU,
npesvluanue2o NIaHUpyemblil 00bem KPOBONYCKAHUSL, U 3amemM OCYUeCmeIaom 2eMoIKCPY3uro.
C yenvio ymeHvbuieHUs pucka mpom60308 Ha ¢hoHe 2eMOIKCPHY3UuU MaxxHce MONCHO 8800UMb
snympueenno 5000 Eo #eenapuna nampus™*. Kposonyckanus npogoosmcs uepe3 OeHb,
HONCUTLIM NAYUEHMAM C CONYMCmeyueli cepOeyHo-cocyOUcmol U 1e204Hol namoiocuel -
08adxicobl 8 Heodento (MubO ymeHvuaemcs 00vemM Kposu, YOaisieMol 60 8peMsi Npoyeoypul).
OCHOBHOUL Yenblo JleyeHus A61emcs noodepicanue cemamokpuma Ha yposne 40—45%. I[lpu
NPUHAMUL PEULleHUsl O CeaHCcax KPOBONYCKAHUIL YPO8eHb 2eMo2100una He yuumsoigaemcs [28, 29].

Anvmepnamugou KpoBONyCKAHUAM S61Aemcsi nposedeHue annapamiozo spumpoyumaghepesa

(AL@) [30].



e Pexomenayercsi s Bcex mamueHToB ¢ UMII mpuem #aneTtuicaauiiniaoBOd KUCIOTHI**
(100 mr/cyT) ¢ nenpro MpoUIaKTUKHA TPOMOOTHYECKUX OCI0KHEeHu [27, 28, 29].
YpoBeHb  yoOeauteabHOCTH  pexkomenHgamuii C  (YypoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

Kommentapuu: Tepanus Huskumu 0ozamu  Hayemuicaiuyuniogou  Kuciomol **
ahpexmusna 0na Kynuposanus 6a30MOMOPHbIX CUMNIMOMOS, céazanubix ¢ UI1. Bazomomopnvie
CUMNMOMbI BKAIOUAIOM 2071068Hble 00U, 20]I080KPYICEHUE, MPAHZUMOPHbIE HEEPOIO2UYECKUE
HapyuweHus, NosAeJeHUe CKOMOMbL, WYM 8 YUAX, AMUNUYHbIL OUCKOMDOpM 6 2pyou, napecmesuu
u spumpomenancuro. IOmu CUMNIMOMbL 00YCN08NeHbl AHOMATLHLIMU 83AUMOOELCTNEUAMU
MpOMOOYUMO8 U dHOOMeENUs. HA Mavlx cocyoax. lucmonamonocuueckue uccieoo8anus npu
apumpomenancuu 8vlaeunu bozamele MpPOMOOYUMAMU APMEPUOTIAPHbIE MUKPOMPOMObL  C
9HOOMENUANILHBIM BOCHAIEHUeM U Npoaughepayuell UHMUMbL COCYO08, CONPOBONCOAtOUUecs

NnOBbIULEHHbIM nompe@zeHueM mp0M6014um06.

e Pexomenayercs npueM #HaneTwicaTUIMIOBON KUCA0THI** 110 100 Mr 2 pa3a B 1eHb BCeM
nauenTam ¢ UII ¢ cepreyHo-cocyaucThiMu (pakTopaMu pUCKA, JIEHKOLUTO30M, IpU
HEa/IeKBaTHOM KOHTPOJIE€ KOHCTUTYLIMOHAIBHBIX CUMIITOMOB IPU OAHOKPAaTHOM IpUEME
npenapara Jyuist CHIDKEHUs] pUcKa TPOMOOTHYECKUX OCNoKHeHuH [27, 28, 29].

YpoBenb  yOenurenbHocTH  pexkoMeHaauuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

e Pexkomennyerca #iionugorpen** (75 wmr/cyr) mnia Bcex mnauumeHtoB ¢ UIT mpu
HEMEepeHOCUMOCTH WJIM MPOTHBOIOKAa3aHUAX A H#alleTUICAIMIMIOBOM KHCIOTHI** ¢
LEJIBI0 TPOPUIAKTUKY TPOMOOTHYECKUX ocniokHeHui [10, 28, 29].

YpoBenb  yOegureabHocTH  pexkoMeHaanuii C  (YypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Kommenrapuu:  /Ipomusonokazanusmu K  HA3HaA4yenuro  Hayemuncaiuyunosou
Kuciomsl ** sensaromces 3po3usno-a3eenuvle nopadcenus KKT 6 ¢paze obocmpenus, srceny0ouro-
KuuleyHoe Kposomeuenue, "acnupunosas mpuada', Hanuuue 8 aHAMHE3e VKA3AHUU Ha
KPanusHuyy, pUHUmM, 6bl36aHHbIE NpUEMOM Hayemuicaiuyunogou Kuciomvl™*, cemogunus,
eemoppazuyeckutl  ouames, 2UNONPOMPOMOUHEMUS, PACCIAUBAIOWA AHEBPUIMA  AOpPMbl,
nopmanvhas — eunepmensus, Oeuyum eumamuna K, neuenounas uw/umu  noueuHas
HeodoCmamoyHocms, Oeguyum 2noKo30-6-gpocpamoecudpocenasvl, cunopom Peiie, demckuil
6o3pacm (0o 15 nem - puck pazeumusi cunopoma Peiie y oemeii ¢ eunepmepmuetl Ha gomne

supycnvix 3abonesanuil), 1 u Il mpumecmpuvl bepemennocmu, nepuoo 1aKmayui, NOSbIUEHHA.



yyecmeumenbHocmy K #ayemuncanuyunosoii kuciome**. OmnocumenbHoe npomueonokasanue -
mpomboyumos >1500x10%n no npuuune nosviutennozo pucka xposomevenuii. B nacmosauee
8pemMs  BblOeNAIM  KIUHUYECKVIO U OUOXUMUYECKYI0 — dcnupuropesucmenmuocmy. 1100
KAUHUYECKOU De3UCMEeHMHOCMbI0 NOHUMAIOM HeCHOCOOHOCMb Npenapama npeodomepamuns
mpombomuueckuti U300 Y KOHKpemHoeo nayuenmd. buoxumuueckyro pesucmenmuocms
onpeodensaiom, KAk He0OCMAamoyHoe nooasieHue QYHKyuu mpomoboyumos Ha ¢pone npuema
npenapamosg #ayemuncanuyunosol Kucioml**, ycmanosnennoe no pesyibmamam pasiuiHblx
J1abopamopHuix mecmos. B 3asucumocmu om nputuH, npUueeowUx K dcnUpUHOpe3UCmeHmHoCmu,
8bI0CNAIOM  UCMUHHYIO U JOJNCHYIO — pesucmenmuocms. K 8o3mooicHbiv  npuyunam
nCes00pe3UCMEeHMHOCIU OMHOCAM HUZKYIO NPUBEPHCEHHOCTb NAYUEHMO8 K npuemMy npenapamad,
JIeKapCmeeHHvle  83auMoOelicmeus,  HeddeK8amHvle  003bl  Npenapamd,  CHUNCEHUe
buodocmynnocmu, Hapyuwienue pezyisiyuu aibmepHAmueHbIX (He MpoMOOYUmMapHuix) nymeii
nPOOYKYuU mpomMOOKCana, yCKOpeHHoe 0OHO8IeHUue mpomMooyumos. Mcmunnas ycmouuusocms K
#Hayemuncaruyunosou kucirome**  modxcem Ovimb 00yClO61eHA  NOIUMOPDUIMOM — 2€HO8
yuknooxcueenaswl, eauxonpomeunoe GPIIb/llla, GPIba, GPVI, peyenmopos P2YI1, P2YI2 «
aoenozunougocghamy. OOHOU U3 CAMBIX UZYUACMBIX NPUUUH JTONCHOU PE3UCMEHMHOCMU K
#Hayemuncaruyunogou Kuciome** sensemcs HeOOCMAMOYHAS KOHYEHMpAayusi npenapama
KPOBU, CBA3AHHAS CO CHUNCEHUEM OUOOOCMYNHOCMU KUULEYHOPACMBOPUMBIX JeKAPCMBEHHBIX
¢opm. Baono nommume, umo npu ucnoavzoéanuu Huskux (75-150 wme/cym) 003
KUWEYHOPACTBOPUMBIX (DOPM OUOOOCHYNHOCIb HUMICE, NOIMOMY YKA3ZAHHbIE 0036l MO2YM OblMb

HeodoCmamoyHvIMU 015 paod NAYUeHMmos.

e PexoMeHnayercss KynmupoBaHHE MOIUDUIUPYEMBIX CEPACYHO-COCYIUCTHIX (HAaKTOPOB
pucka jus Bcex nanueHToB ¢ WII ¢ menpro cHuXEHHs pucka TPOMOOTHUECKHX
OCJIOKHEHUH [8].

YpoBenb  yOenureabHocTH — pexkoMeHaamuii C  (YpoBeHb  JI0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

Kommenrapuu: omkas om Kypenusi, HOpMAnu3ayusi ypoGHs ApmepudaibH020 Od6lIeHUs,
KOPPeKyUsl Unepxonecmepunemunl, cunepeiukemuu, HOpMatu3ayus eecd, adekgamHoe jedeHue

cepoeuHo-cocyoucmolx 3a601e8aHULl CHUNCAEN PUCK MPOMOOMUYECKUX OCTONCHEHUI.

e Pexomenayercsi HazHaueHue #amutonypunona** B mo3ze 100-300 mMr/cyTku manueHTam ¢
UIT npu runepypukemuu. [lokazaHueM K HpOBENEHHUIO Tepanmuu #auiomypuHoJom™**
SIBIISICTCS TTOBBIIICHHBI YPOBEHb MOYEBOW KHUCIOTHI, B TOM YHCJIE IMPH OTCYTCTBHHU
KJIMHUYECKOH cuUMNTOMaTHKU. Ha3HaueHuwe npenapaTa MPOBOAUTCS IOA KOHTPOJIEM

YPOBHSI MOUEBOI KUCIIOTHI B KpoBH. [31, 32].



YpoBenb  yOenurteqabHocTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4)

o Pexomennyercss st mammentoB ¢ MII gnsg  ycrpaHeHust KoxkHOTO 3yna (Kak
KOHCTUTYILIMOHAIBLHOTO CUMIITOMA MII3) JICYCHHUE #nopaTaguHOM**,
#nesnoparaguHomM™®*, #uerupusuHoM™**, aHTHIENpeccaHTamMu, Nnpu Hed(HPEKTUBHOCTH
CHMIITOMATHYECKOW Tepanuu — #uHtepdepon anbda** [28-30].

YpoBeHb  yOeauteabHOcTH  pexkomengamuii C  (YypoBeHb  /10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KomMmeHTapuu: namocenemuueckoeo cpedcmea OJisi JeYeHUs. KONCHO20 3y0a (KaK
KOHCmMUmMyyuonaibHoz2o cumnmoma MII3) ne cywecmeyem. Cumnmomamuyeckas mepanus
sxatouaem: #ropamaoun™* no 10 me 1 paz 6 dens, nepopanvro, #oeznopamaoun™* no 5 me 1 pas
6 Oenb, nepopanvho, #yemupuzun™** no 10 me 1 paz 6 denw, nepopanvro, #apoxcemun™* no 20
me 1 pasz 6 cymku, nepopanvho. B ceéa3u ¢ mem, umo Kodx#CHulll 3y0 sA6sgemcs npoaeienuem MII3,
npu HeaPhGEeKMusHOCmU CUMNMOMAMUYECKOU mepanuy npo8ooumcst ieueHue #unmepgpepornom

anva** no 3 man ME uepes 0enb, nookodcno, pykcorumunud** no 10 me 2 pasza 6 deHo.

e Pexkomennyercs HaOnoJeHHe, cuMOTOMaTHyeckas Tepanus (kpoBomyckanus / DL,
#HareTuIcaIULIUIIOBas KUCI0Ta™™) s marueHToB ¢ WUIT rpynnbsl HU3KOro pucka ¢ Heibio
CHIDKEHMSI prcKa pa3BUTHs TpoMOoreMopparuyeckux ocioxHenuit [28, 30].

YpoBenb  yOenurenbHocTH  pexkoMeHaaumuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e PexoMenayeTcsi MEIMKaMEHTO3Has Tepanus s nanueHToB ¢ VI rpymmbsl HU3KOTo prcka
pa3BUTHSA TPOMOOTEMOPPATHYECKUX OCIONKHEHMH B CIy4asX IUIOXOM MEepEeHOCHMOCTH
kpoBomnyckanuii / DD, yacTbIX KpOBOMyCKaHUSAX (IpU HEOOXOAMMOCTH MPOBEICHUS
remModkc(y3uii vame, yem 1 paz B 3 mecsia), Mpu3HaKaX MPOTPECCHPOBAHUS OONIE3HU
(TosiBNICHUE KOHCTUTYITMOHAIBLHBIX CHMIITOMOB, HapacTaHWUE JICHKOIMTO3a H/WIN
TPOMOOIINTO3a), CHMIITOMATHYCCKOH WM TPOTPECCUPYIONICH CIUICHOMETAIHH HE
obycnoBnenHoit curapom baana - Kuapn), mpu tpomGormrose > 1000 x 10%/m [28 - 30].
YpoBenb  yoOeauteabHocTH  pexkomengamuii C  (YypoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

KommenTapun:
Buvibop npenapama nepeoti iunuu onpeoensemcs 603pacmom (Hasnavenue Hunmepgepona
anba**  npeonoumumenvHo  MOAOOLIM — NAYUEHMAM),  CORYmMCmMEyujel  namosoaueti

(#uumepghepon anvpa™* cnedyem uasmauame ¢ OCMOPONCHOCIBIO NPU  AYMOUMMYHHBIX



3a001e8anusx, Onulencuu, oenpeccuu, UOpPoKcukapoamud** ciedyem HasHauamv  C
O0CMOPOACHOCIBIO NpU bazanuome, Kamapakme), 2uopoxkcuxapoamuo™* npomusonokazan npu
bepemenHocmu (3a UCKIIOYEHUEM CIyYdes, K020d NOib3d Npesbluiaem NOMeHYUATbHbIN PUCK
ucnoawvzosarnus npenapama) (Ilpunoscenue A3, mabauya 1).

B nacmoswee epems xopowo uzeecmuo, umo #Hummepgpepon arvgha** mooicem
KOHMPOAUPOBAMb YPOBEHb 2eMAMOKPUMA, pPA3MepPbl CeNe3eHKU U CUMNMOMbL  ONYXO0Je60l
unmoxkcuxayuu y oonvuuncmea nayuenmog ¢ UI1. Tepanusa #naeunmepgeponom anvgha-2a** unu
#nocunmeppepornom anvgha-26** unu Hyenseunmepgeponom anvpa-2b** noszeonsiem noryuumo
eemamornozaudeckue pemuccuu ¢ 80% nabnroOenutll, a makaice CHUNCEHUE ANIENIbHOU HASPY3KU
JAK2V617F (noanasa monexyaapuas pemuccus 5% -10%). Ooumaxo wupoxoe npumeHenue
Huumepghepona anva** oepanuuusaemcsi nioxou neperocumocmoio. Ilobounvie s¢hghexmot
oviiu  3apecucmpupoganvl y  96% nayuenmos, 22% npekpamunu jieyeHue NO NPUYUHE
HediceNlamenbHbIX AGNIeHU.

B nepanoomuzuposannom uccireoosanuu PVSG ommeuena Huskas yacmoma paHHUux
mpomb03068 6 epynne OONbHLIX HA mepanuu UOpoxcukapoamudom™** no cpasnenuro c
UCTMOPUYECKOLl KO2OpMOU, noaydasuiell moivko Kpogsonyckanue (6,6% npomue 14% uepes 2
2o0a). Yacmoma OMJI y nayuenmos, nomyuasuiux cuopokcuxapoamuo** cocmasuna 5,9% 6
nepevle 11 1em nevenus).

B kaunuuecxom uccneoosanuu 3 gaszel pyxcorumunub** nokazan npeumywecmeo 6
cpasHenuu ¢ euopoxkcukapoamudom™* y  6onvueix HIl ¢ HenepeHOocumocmvlo Uil
Pe3UCmeHmHOCmbIo K 2uopokcuxkapoamuoy**. Konmpono cemamoxpuma cocmasnsiem 60% oaa
pykcorumunuba®* npomus 20% ona eudpokcuxapboamuoa™**. Koumponv nao cenesenxou u
KOHCMUMYYUOHATbHBIMU CUMNIMOMAMU ObLIL IyYue NPU UCNOIb308AHUU PYKCOTUMUHUOA ™,

Tepanusa #oycynogpanom™** aghpghexmusna y nayuenmos ¢ UIl. 'V 65 nayuenmos ¢ UII, y
KOmopulx 3a00nesanue Ovi0 OuacHocmuposano 0o 60 nem, nonyuasuwux #oycyrvan** meouana
svlorcusaemocmu cocmasuna 19 nem. Tonvko y 2 nayuewmos (3,5%) na mepanuu monbko
#Hoycynohanom™*, paseuncs ocmpwiii nevxo3. Omu yugpol Oviiu 6 npedenax 6a308020 pucka,
npucywezo 3a00ne6anuio, U HUYeM He OMIUYAIOMCA Om MmexX, KOomopbvle HAOI00aomcs npu
mepanuu 2uopoxkcukapoamuoom**. B 6onee nozonem ucciedosanuu c exkaodenuem 6onee 1500
nayuenmos ¢ HII noxasano, umo Haznauenue #HOycynoghana** ne rxoppenupyem c puckom
mpancghopmayuu 6 ocmpuul aetikoz. Tepanus #Hoycynoghanom™* nayuenmoe c¢ HUIl ¢
Pe3UCMEHMHOCMbIO K 2UOPOKCUKAPOamMuoy** nozeonuna nonyuums noaHwil 2emMamoiocuyecKull

omeem y 80% u MONEKYAAPHYIO pEMUCCUIO NPUMEPHO ) MPpemu NAYUEHMO8.



e Pexomenayercsi KOpPEKIHs TO3UPOBKU PYKCOTUTUHUOA** st ieuenus manueHToB U,
B CJIydae pa3BUTHs remMarosiorudeckux HS ¢ menpro KynmupoBaHUs OCIOKHEHUH JICUCHUS
[33-34].
YpoBeHb  yOeQUTEIbHOCTH  pekoMeHIanmuii A  (YpoBeHb JI0CTOBEPHOCTH
0KA3aTeJbCTB — 2)

Kommenrtapuu: [Ipunoscenue A3, mabnuya 2.

Kpurepun ouenku 3¢p¢pekTHBHOCTH U nepeHocumoctu Jeyenus UII.

e Pexomenayercsi JedyeHue Bcex mnaunumeHtoB ¢ HII mpomomkate 1o Tex mop, Ioka
COXpaHsieTCd TEepareBTUUYECKUH SPQPEeKT (Mg KOHTPOJS CHUMITOMOB HHTOKCHKAIUH,
pasMepoB CEeNE3eHKH, NPO(QUIAKTUKA TPOMOOTHYECKMX OCJIOXHEHUH, YBEJINYECHUS
MIPOJIOJDKUTEIILHOCTH Xkm3HN) [8, 28, 29, 31].

YpoBenb  ybeauteqabHocTH  pexkoMenaauumii C  (YpoBeHb  [I0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

KOMMeHTapPlPl: Hemunnasn noauyumemus Aeisdemcsl XpPOHUYEeCKUM  Heu3ledumvim

3abonesanuem. B cesa3u ¢ smum neyenue onumenbHoe.

e PexoMenayercsi poBeeHUE OIEHKU dPPEKTUBHOCTH U MEPEHOCUMOCTH MPOBOAMMOMN
Tepanuy Ha OCHOBAHUU KpUTEPUEB EBPONEHCKOM OpraHU3alen o U3y4YEeHHIO U JICYCHUIO
netiko30B (ELN) mis Bcex marpenToB ¢ WIT, nonyyaromux Tepanuio [35].

YpoBenb  yOenuTeabHocTH — pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Kommenrtapuu: [lpunoscenuu I'S.

KOMMeHTapHI/I: Taxmuxka éedenus nayuermoe 6 Hacmosujee 6pems 3asucum moJjbKo om
KIUHUKO-2emanioiocu4ecKkoco omeema Ha mepanuio. Knunuueckas 3HadYumocmov
UUMOSEHEMUUECKUX, MOJIEKVIAAPHDBIX, Moquwzoeuqecxux omeemos He u3zeecmHa. Y uacmu

nAYUueHmos8 moxcem Ovimb 00CMUSHYm u MoaexkyaapHuii omeem (l[lpunoscenue 1'9).

e PexomeHnayercsi TONydeHHE THUCTOJIOTMYECKOTO  Mpemapara KOCTHOTO — MO3Tra
(TpenaHoOuornicus) M MATOJOr0-aHATOMHYECKOE  HCCIeJOBaHHWE  OMOICUITHOTO
(omepaioHHOr0) MaTepuajla KOCTHOro Mo3ra Bcem mnanuentam ¢ MII npu mosienun
NPU3HAKOB IMporpeccun 3abojeBaHus. B Hacrosimiee BpeMs HET OJHO3HAYHBIX
pPEKOMEHJAIM 0 KOHTPOIO A(h(HEKTUBHOCTH JICYCHHUS HAa OCHOBAHUHM HCCIEIOBAHUS
KOCTHOTO Mo3ra. B paMkax KIMHHYECKHX HCCIEIOBAHUI TMCTOJOTHYECKOE (IaTOJIO0Tr0-

AHATOMUYECKOE) UCCIICIOBAaHKNE TPETAHOOHMOITaTa MPOBOAUTCS 1 pa3 B TOA ISl OLEHKU



W3MEHEHUs cTeneHn Gudpo3a, Mpu3HaKoB maToMopd03a/IUCIIIa3uN Pa3IMIHBIX POCTKOB
MUeTono33a. B pyTuHHOM KIIMHUYECKON MPaKTUKE TPENAaHOOUOIICHUIO CIIEYET BHIIOJIHITh
0Py TOSIBJICHUW  TMPU3HAKOB TPOTPEcCHH  3a0oiieBaHWs  (MOSBICHHE aHEMHH,
TPOMOOLIUTONICHUH, JIEMKOIEHWH, HE CBA3aHHBIX C MPOBOAMMON IIUTOPETYKTUBHOM
Tepamuei, JTeHKOIMTO3a, 0J1aCTOB B IIepuepuIecKoil KpOBH, CruieHoMeranuu). [8, 31].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

e Pekomenayercs mpoBOANTH OLIEHKY 3((GEKTUBHOCTH Tepanuu y Bcex nauueHToB UII ¢

UCIIOJIb30BAaHUEM KPUTEPUEB pe3UCTeHTHOCTH / HenepeHocumocT ELN [35].

YpoBenb  yOenuTeabHocTH  pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTapun:

1 Heobxooumocmv Kposonyckanuti 01 nooodepawcanus cemamokpuma <45% nocne 3
Mecayes mepanuu euopoxcuxapoamudom™* >2000 me/oenv UJIH

2 Hexoumponupyemas muenonponupepayus (mpomboyumot >400 x10°%n u neiixoyumot
>10 x 10%1) nocne 3 mecayee mepanuu cudpoxcuxapbamuoom** >2000 me/denv UJTH

3 Heso3mooicHOCMb pedyyuposams MAccusnylo cnieromezanuto (bonee 10 cm nudice
pebepnoti oyau npu narenayuu) na 50% om ucxoonoco pazmepa MJIN

4. Hesozmoocnocms o0bOne2yums CUMAMOMbL, 8bl36AHHbIE MACCUBHOU CHIeHOMe2anuell
nocne 3 mecayes mepanuu euopoxcuxapoamuoom** >2000 me/oenvy UJITH

5. AYH <1,0 x10%n unu mpomboyumsr <100 x10%n unu cemoenobun <10 x10%n npu
MUHUMANBHOU 003€ 2UOPOKCUKAPOAMUOa™™, HeoOX00uUMOol O0ns OOCMUMCEHUS NOJHO20 ULU
yacmuunoco omeema UJIH

6. A36vl  Ha  conewax  uau  Opyeas  MOKCUYHOCMb,  ONOCPEOOBAHHAs
2uopoxcuxapoamuoom™** (uzmenenus co CMOpPOHbI KOXM#CU u CUUCTMBIX,
2aCMpPOUHMECMUHATIbHbIE  CUMAMOMbL,  NHEBMOHUM,  Juxopaoxka) npu  a0bot  003e

euopokcuxapoamuoa** [35].

e Pexomenayercsi iepexoj Ha IPYryiO JIMHUIO TEPaUK B ciaydae HeA(HEKTUBHOCTH WM
HENEPEHOCUMOCTH IPOBOINMOM Tepanuu [28, 29].
YpoBenb  yOenutTeabHocTH  pexkoMenaaumuii C  (YypoBeHb  JI0CTOBEPHOCTH
J0KA3aTeJbCTB — 5)
KommenTapumu: gonpoc o cmene mepanuu pewiaemcs uHOUsuoyanivHo. B cayuasx
YOO08IemBOpUMENbHOU NEPEHOCUMOCIU U OMCYMCMBU NOOOUHBIX I¢hheKmos nepeoti auHUU

mepanuu 603MONCHA ICKANIAYUUA ()osupoeku npenapama.



e Pexomenayercsi Bo3MmemeHne nedunura xenesa BceM marueHtam ¢ MIT y xoTophix
71a00paTOPHBIMU METOJaMU TMOATBEPKIACH NEPUIUT Keje3a TOJIbKO B Clydyae HaJudus
BBIPKEHHBIX KIIMHUYECKUX NMPU3HAKOB TKAHEBOTO Jedurmra sxenesa [ 10].

YpoBenb  yOenurTeabHocTH — pexkoMeHaauuii C  (YypoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTapuu: B ciyuae oedhuyuma sicenesa, evizeannozo kposonyckaruem / [D unu
amemuu, pazeueuielicss ecieocmeue KpoGOmMeueHUl, 6 UCKAIOUUMENbHBIX CAYUAAX MOHCem
PAccMampusamvcs  HeobX00UMOCmb mepanuu npenapamamu dcenedd. Jauwylo mepanuto

Cﬂeayem npoeodumb npu nOCMOAHRHROM muameilbHOM MOHUMOPUHZE noxasamerneti Kposu.

3.2 JleueHue 3CCEHIIHATBHOH TPOMOOLIMTEMHUH

Ilenu mepanuu DT: npedynpexcoenue mpomMOOMUYECKUX UIU 2eMOPPASULECKUX
OCI0JCHEHUL; MUHUMU3AYUSL PUCKA NPOSPeccUuposanus 3abonesanus ¢ ucxooom ¢ nocm-3T M®
unu OMJI; KoHmponb cumMnmomos8 uUHMOKCUKAyuu, npeoynpeicoeHue OCI0NCHEeHUU 6 cayiae
bepemennocmu, xupypeuiweckux manunyaiayui [31].

Llenesoui ypogenv mpomoOOYUMO8 y NAYUEHMOS, NOAYYAIOWUX MEPANUI0  OOIHCEH

coomeemcmeosamu HudicHeli 2parnuye Hopmul - 400 x 10%n [31, 35].

e Pexomenayercsi mnpopMIAKTHKA CEPIEYHO-COCYAUCTHIX 3a00JeBaHUI A BCex
naueHToB ¢ DT ¢ 1espto yecrpaHeHus (HakTopoB pucka Tpom60308 [28, 29].
YpoBeHb  yOeaurteabHocTH  pexkoMeHaanmii C  (YypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

KommenTapuu: omkas om Kypenus, HOpMaiuzayus ypoeHs apmepuanrbHo20 0aeieHus,
KOppeKyus cunepxoiecmepuHemMuul, 2unepeiukemuu, HopmMaiu3ayus eecd, a0eKeamuoe jieueHue

cepoeuHo-cocyoucmolx 3a601e6aHULl CHUNCAEm PUCK MPOMOOMUUECKUX OCTONCHEHU.

e Pexomenayercsi 175 Bcex nanueHToB ¢ DT mpuem #HanetuncanuimnioBoit KucaoTer** (100
MTI/CYT) C LeNbI0 MPO(UITAKTUKHA TPOMOOTHYECKHUX OCIOXKHEHUH [28, 36].
YpoBens  yOenuTeabHocTH  pexkoMenaamuii C  (YypoBeHb  JI0CTOBEPHOCTH

0KA3aTeJbCTB — 4)

o PexoMenayercs npuem #aleTUICATUIIIOBON KUCTOTHI** o 100 Mr 2 pasa B IeHb BCEM
narmeHTam ¢ DT ¢ cepiedHo-cocyAuCTHIMU (aKTOpaMu PHCKA, JEHKOIMTO30M, IpU
HEaJIeKBAaTHOM KOHTPOJIE KOHCTUTYIIMOHAIBHBIX CUMIITOMOB IIPH OJTHOKPATHOM TIpHEME
npenapara Jijisi CHUKEHHUS PUCKa TPOMOOTHIECKUX OCTIOKHEHHH [28].

YpoBeHb yoOeauteabHocTH  pexkomengamuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — D)



e Pexomenayercsi #xnommmorpen** (75 wr/cyt) nmns Bcex mamweHToB ¢ OT mpwm
HENEPEHOCUMOCTH WJIM IMPOTHUBONOKA3aHUSAX JJIs #aleTUJICAIMIMIOBON KUCIOTHI** ¢
HENBI0 TPOPUIAKTUKY TPOMOOTHYECKUX ocnokHenwid [10, 28, 29].

YpoBenb  yOenurTeabHocTH — pexkoMeHaauuii C  (YypoBeHb  /I0CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

o Pexomenayercs namuerTam ¢ DT mpoBeICHHUE TUIAHOBBIX XUPYPTUYECKUX BMEIIATEIHCTB
U JICYEHHUS y Bpada-CTOMATOJIOTa MOCJe HOpMalIM3allH YUCIa TPOMOOLUTOB C ILIEIBIO
CHIDKEHHSI pricKa TpoMOoreMopparnueckux ocinoxxHenui [10].
YpoBenb  yOenurTeabHocTH  pexkoMeHaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 5)
KommeHnTapuu: ommena nposooumou mepanuu #Hayemuicaiuyuiosou Kuciomou™*,
#rnonuooepenom™**  domdcha  npoxooumsv  3a01A208PEMEHHO (8  COOMBEMCMEUU  C
G apmarokunemukol npuMeHsemMo20 npenapama) nepeo OnepamusHuIMU BMeuamenrbCmeamu u

npoooadicena nocie [10, 28, 29].

e Pexomenayercsi HaOmoACHWE, Tepanusi HalUECTUICATUIWIOBOM KUCIOTOU™™  myst
nanueHToB ¢ DT rpymnmsl HU3KOro pucka TpomOoTuueckux ocinoxHeHui (IIpunoxenue
I'4)[28, 29].

YpoBenb  yOenurenbHocTH  pexkoMeHaaumuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

Kommenrapuu: mepanua eudpoxcuxapoamuoom™*,  Hunmepgheponom  anvgpa™*,
#nocunmepgeponom anvpa-2a**, #Hnseunmepgeponom anvgpa-26**, #Hyenseunmepgepornom
anvpa-2b** nanpaenena 6 nepsyio ouepedb Ha Kynuposamue pucka mpomOOMuYecKux
ocnoxcrenuu. Y nayuenmog ¢ 3T epynnvl HU3KO20 pucka OanHdAs mepanusi He NOKA3aHA 8 C8A3U C

HU3KUM PUCKOM mp0M60muquKux OCTIONCHEHU.

o PexoMenayercsi mpoBeieHUE CHENU(PUUIESCKONH Tepanmuu A ManueHToB ¢ DT Tpymmbl
HI3KOTO pHCKAa B ciydasx TpomoOormro3a 6omee 1000x10%m, mepex mnaHOBBIME
XUPYPrUY€CKHUMH BMEIIATEIbCTBAMHU, TPU TPOTPECCHUPOBAHUU Oosie3HH (yBETUUYCHHE
ypcia TpomOormToB Gonee yem Ha 300x10%1 3a 3 Mecsna, TOSBICHUH CILIEHOMET AN,
MOSIBJICHHA ~ KOHCTUTYITMOHAJIBHBIX ~ CHMIITOMOB), OCJOXHEHHSX (KpPOBOTCUYCHHE);
MIPOMEKYTOUYHOTO PUCKA C CEPJIEYHO — COCYANCTHIMU (PaKTOpaMU PUCKA, BCEM MallUEeHTaM
rpymibl Beicokoro pucka (ITpunoxenue I'4, [Tpunoxenue A3, Tabmuna 3) [28, 29].
YpoBenb  yOenutTeabHocTH  pexkoMenaamuii C  (YypoBeHb  /I0CTOBEPHOCTH

J0KA3aTeJbCTB — 5)



KommenTapun:

LlumopedykxmusHnas mepanus He sA61aemcs 00sa3amenvHou 014 nayuenmos ¢ IT epynnvl
npoMeNCYmouno2o pucka (6ospacm> 60 1em, no 6e3 mymayuu JAK2 u 6e3 ucmopuu mpomo0o3a),
U NOOX00 K e4eHUt0 8 MAaKUx Cayuydsax 00aHceH Oblmb UHOUBUOYAILHBIM.

Tepanesmuueckuii  3¢pgpekm  euopoxcuxapoamuoa™** 3zaxnouaemcsi 6 CHUNCEHUU
mpomboyumosa (ciedyem ommemumy, Ymo peKomeHoyemoe YUcio mpomooyumos He 0CHOBAHO
Ha  KOHMPONUPYeMbIX  OAHHbLIX),  Hpogurakmuxe  MpPOMOOMUYECKUX — OCIONCHEHUU.
Tuopokcukapboamuo** pexomenoyemcs kax npenapam 6vi00pa 6 Kawecmee mepanuu nepeou
aunuu.  T'uopoxcuxapbamud™** ne credyem uUcCnonvb3o8amv npu OepeMeHHOCmu Ul  npu
NJIAHUPOBAHUU bepemennocmu. Jlo3uposka euopoxcuxkapbamuoa™* noobupaemcsi
UHOUBUOYATILHO.

#Uumepgepon anvgha™*, #noscunmepgepon anvgha-2a**, #nseunmepghepon anvgha-26**,

Hyenseunmeppepon arvga-2b**

, ABNAIOMCA NPEONOUMUMENbHLIM NPEenapamom nepeot TUHUU Y
nayueHmos Mon00020 eo3pacma. E2o mooxxcno npumenamo u y nayuenmoe cmapuie2o 803pacma
npu OMCymcmeuu aymouMMyHHbIX 3a0071e6aHUL, INUTENCUU, 0enpecCull.

#Anazcpenuo** uneubupyem gyuxkyuo mpomooyumos, nooasnss hocghoouscmepasy muna
3 ¢ nocneoyrouum ygenuueHuem yposua yAM®, peopeanuzayueti yumockeniema, axmueayuetl
Gubpunocena. #Anacperuo™* obnradaem cnocobHocmvlo IUAMb HA QYHKYUU MPOMOOYUMOS
(anmuaecpecanmuviii d2¢hexm), HO Yoce Npu HUBKUX 003AX GbI3bIBAEM NAOEHUE VPOBHS
mpomboyumos.  Ilpenapam  credyem HaA3HAUAMb  MONLKO NOCAE  KAPOUOJOUHECKO20
obcnedosanus. Y nayuenmos ¢ uumiemMuueckol O0ne3Hvl0 cepoya JleyeHue HAYUHAom moabKo
nocie oyeHKy nob3sl U NOMEHYUATbHO20 pucka. borvuuncmeo nobounvix s¢pgpexmos agnsaomes
00303A8UCUMBIMU, CAAOO BLIPAJICEHbI U NPEeXo0sawU U He mpedyIom Npo8eoeHus: 1eyeOHbIX
Meponpusmuii 011 ux ycmpaueHus. Haubonee uacmuvimu HedicenamenvHbiMu A6NEHUAMU
ABNAIOMCS 20]I06HbLE OOIU, MAXUKAPOUS, 3A0EPIAHCKA HCUOKOCMU, CepOedHds HeOOCMAamoYHOCHb,
apummuy. Yacmoma u 8vlpaxiceHHOoCmb NOOOYHLIX PEaKyull CHUNCAEMC NPU NPOOOJIHCEHUU
mepanuu. Y nayuenmog ¢ MII3 ¢ nanuuuem cepoeuno — cocyoucmuix 3a00ne8anuii mepanus
#Hanazpenudom** conpsicena ¢ puckom pazsumusl HexceaamenbHulX A61eHUll, MaKk KaK npenapam

061a0aem noioNCUMENbHIM UHOMPONHBLIM 3P dexmon.

Kpurepun ouenku 3¢ ¢peKTHBHOCTH U nepeHOocUuMOocTH JeyeHus IT.

L4 PeKOMeHI[yeTCﬂ NpoOBOAUTL OLCHKY KIIMHUKO-TEMATOJIOTHYCCKOI0 OTBCTAa BCCM
nmamuceHTaMm ¢C 3T, NOoJIyJarolmuM TEpalnruo IJid ONpCACIICHUA JanbHEHIIe TaKTHKH

BeJICHUS MaruenTa [35].



YpoBenb  yOenurteqabHocTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

Kommenrapun: Kpumepuu Kiunuxo-2emamonocuyecko2o omeema npu jeyeHuu
IT npeocmasnensi 6 lpunoscenuu I'10.
Pexomenayercss IpOBOAUTH OLIEHKY MOJIEKYJISIPHOIO OTBeTa y mnauueHTtoB ¢ OT,
NOJIyYAIOLUX TEPANUIO PU HAIMYMH BO3MOXHOCTH MOJIEKYJIIPHOTO MOHUTOpHUHTA [35].

YpoBeHb  yOeauteabHOCTH  pexkomenHgamuii C  (YypoBeHb  /10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

KOMMCHTapHI/I: Taxmuka 6edenus nayuermoes 6 Hacmossujee 6pemMs 3a6ucum niojibKo onl

KIUHUKO-cemamojlocuvecKkoeco omeena Ha mepanuiro. Y uacmu nayueHmoe mooncem Oblmb

docmuzHym u moaexyaapHuli omeem (npunodxcerue 1'9). O0Hako npoeHocmu4eckas 3HauUMOCms

MOJIEKYJAIPHBIX OMEENTO6 HEU3BECMHA.

Pexomenayerca  IlogydyeHue TIMCTOJOrMYECKOro  Ipemapara KOCTHOIO — MO3ra
(TpemaHoOMOIICHSI) W TATOJOr0-aHaTOMUYECKOE  HCCIENOBAaHUE  OMOICHIHOTO
(onepaloHHOIr0) MaTepHraia KOCTHOTO MO3ra ¢ IPUMEHEHHEM UMMYHOTUCTOXUMHUYECKHX
METO/I0B ucciieioBanue naureHTam ¢ OT B cityyae perieHus Bonpoca 0 He00X0AUMOCTH
CMEHBI TIPOBOIMMOM TEpanuH, MpH olleHKe Tpancopmarmu B moct-OT M [8, 31].

YpoBeHb  yOenutedbHocTH  pexkoMeHaanmii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

Kommenrapun: B pymunnoii KiuHuueckou npakmuke mpenanoOuoncuio cieoyem

6blNOJIHAMb NPpU NOABJIEHUU NPUSHAKOB NPOcpecCupoeanusl 3a001e6aHUsl.

Pexomennyercs MIPOBEACHUE OIIEHKH PE3UCTEHTHOCTH/HENEPEHOCUMOCTH
ruapokcukapbamuga** y mamuentoB ¢ 9T B coorBeTcTBUU ¢ kputepusimu ELN ¢ mensio
CBOEBpPEMEHHOM cMeHBI Teparnuu [35].

YpoBens  yOenuTeabHocTH  pexkoMenaamuii C  (YypoBeHb  JI0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

KommenTapun:

1 Tpomboyumer >600 x10%n, nocre 3 mecayes mepanuu 2udpoxcuxapbamudom** >2000

me/oend (2500 me/oens y nayuenmos donee 80 ke) HJIU

2 Tpomboyumwi  >400x10%n,  neiixoyumwr  <2,5x10%1, npu  moboii  doze

auopoxcuxapoamuoa™* UJIH

3 Tpomboyumuol >400x10%,  cemoenobun <100  2/x, npu  a000u  003e

euopokcuxapoamuoa™** UJIH



4  Hzebl Ha  eoneHsx  unu  Opyeas — MOKCUYHOCMb,  ONOCPEOOBAHHAS.
2uopokcuxapoamudom** npu 10bdotl 0ose npenapama.

5 Jluxopaoka, vi3e6annas npuemom euopoxcukapoamuoa**.

33 Jleuenne NMepBUYHOIO Muea0pudpo3a, MOCTIOJMIUTEMHYECKOTO,
MOCTTPOMOOIIUTEMUYECKOT0 MUeT0(pudpo3a

Henu mepanuu IIM®: kommpoav 0OonesHu (npedynpedicoeHue npocpeccuposaHusl,
yeenuyeHue oobujell 8ulocusaemMocmu); odnecuenue CUMNMoOMamuKky (Jleuenue anemuu u opyeoul
yumoneuuy,  YMeHbUleHue — CHIeHOMe2anul,  KOHMPONbL  CUMNMOMO8  UHMOKCUKAYUU),

npedynpesicoenue OCLONCHEeHUL 8 Clyyae bepemenHocmu, xupypeudweckux onepayuil [31, 37].

e PexoMeHayeTcsi IPOBOAUTH BHIOOp METOJA JICUEHUS C YUETOM OTHECEHMS MallleHTa B
IPYIIIY PUCKA B COOTBETCTBUH ¢ mporuoctuueckumu uuaekcamu (IPSS, DIPSS, DIPSS+)
(ITpunoxxerune I'S, Ilpunoxenue 16, Ilpwnoxenue 17); KOMOPOMIHOCTH; HATHYUS
COBMeCTUMBIX 10 cucteme HLA 10HOpOB U BO3MOKHOCTH BhinonHeHus amio-TT'CK [37,
38].

YpoBenb  yoOeautenbHocTH  pexkomengamuii C  (ypoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

Kommentapun: Huskuit u npomescymounwtii-1 puck. Kax npasuno, smo nayuenmsi ¢
HOPMANbHLIM — UIU  HE3HAYUMENbHO  CHUNCEHHLIM — YPOBHEeM  2eMO2100UHA,  YMepeHHbIM
JeuKoyumosom 0Oe3 oOnacmemuu, ¢ YMepPeHHbIM @OUOPO30M KOCmHO20 Mo32a. I[Ipumenenue
A2pecCUBHbIX Memoo08 edetus y MmaKux nayuenmos CONPA#CeHo ¢ 60NbUUM PUCKOM NOOOYHbBIX
appexmos, uem pucku npocpeccuposanus 3abonesanus. Ilpu omcymcmeuu cumnmomos
UHMOKCUKAYUU U OCTIONCHEHULL 4acmo ONPpasoano mojibko OUHAMU4ecKoe HabaoeHue.

Tepanuo cnedyem Hauwunamv NpuU  NOAGIEHUU  CUMHMOMOSB,  02PAHUYUBATOUSUX
JHCUZHEOeSTMENbHOCND nayuenma. Bvicmponpoepeccupyrowas cuMnmomMamuyeckas
CHlleHoMe2anusl, Haauyue KOHCMUMyYUOHAIbHbIX CUMRIMOMO8, Hed(hDeKmueHoCmy NPOBOOUMOLL
CUMNMOMAMUYECKOU Mepanuu AGIAIMCA NOKA3AHUAMU OJi NPOGeOeHUs. YUmMopeoyKmMuUGHOu
mepanuu. B xauecmee namozenemuueckozo npenapama modcem OblMb PEeKOMEHO0BAH
pykcoaumuHuo **,

Ilpu evibope maxmuxu nevenus nayuenmog ¢ IIM®D epynnvt npomescymounwiii-1 puck
monodice 60 1em 6e3 8blpadlceHHOU CONYMCMEyowel Namoio2uu 8 medeHue 00H020-08yX Jem Om
debroma 3a601esanust 00JHCHA OblMb 00CYIHCOeHa eeposmuocmy nposedenus anno-T1 CK.

Ilpomesrccymounwiii-2 u evicoxkuii puck. Kax npasuno, smo nayueHmsi ¢ KIUHUYECKU
3HAUUMOU aHemuel, 8bICOKUM JIeUKOYUMO30M CO CO8USOM 00 OAACmOo8, ¢ mpomboyumonetuet,

BbIPAINCEHHBIM ~ PUOPO3OM KOCMHO20 MO032d, HEPeOKO CO XPOMOCOMHbIMU abeppayusmu,



OONOIHUMENbHLIMY ~ MONEKVIAPHLIMU — NOIOMKAMU. Y OaumHOU Kamezopuu nayueHmos 8
Onudicatiuiue 200bl 8bICOKULL pUCK Oracmuol mpauncgopmayuu. Ilpu vibope makmuKu ieyeHus
nayuenmos monodxce 65 jem 0e3 GblPANCEHHOU CONYMCMEYIouel Namoaiocu 00INCHA Oblmb
obcyscoena 603modcHocms nposedenust aino-TI' CK. [lpu HesozmodcHocmu npogeoenus auio-
TI'CK nasnawaemcs yumopeOyKmueHas u cumnmomamudecxkas mepanus. lIpeumyuwecmeenno
UCNONb3VeMCsl  JIeKapCMBEHHAs Mepanus ¢ 6blOOpOM Npenapamosd 6 COOMBEemCmseun ¢
KAUHUYECKUMU NPOSAGIEHUAMU 3A001€8aHUA KAK C YeNblo VIYYUEeHUsl KAYecmed JHCU3HU, MaK U

yeeiuderus ee I’lpOdOJZDiCMI’I’l@JZbHOCWlu.

Pexomenayercs nposenenue aio-TI'CK nanuentam ¢ [IM® ¢ npoMeXyTOUHBIM-2 WIH
BoicokuM puckoM 1o DIPSS (Ilpunoxenue I'5, Ilpunoxenue I'6,) u DIPSS+
(ITpunoxenne  I'7), 06e3  ceppe3HBIX  CONYTCTBYIOIIUX  3a0o0leBaHUM, ¢
YIOBJIETBOPUTEIHLHBIM COMAaTUYECKUM CTaTyCOM (B MOCTEJIM MAIMEHT MPOBOJAUT MEHBIIIE
50% BpemeHU, MOXKET OCYIIECTBJISATh BECh YXOJ 3a COO0O0H, HO HE MOXKET BBHINOJHATH
HUKaKON paboyeil NesTeIbHOCTH, HEe TPeOyeTCs JIeUeHHE B YCIOBUSAX CTAllMOHApa), MpU
Hannuu HLA-MIeHTHYIHOTO POICTBEHHOTO WM HEPOJACTBEHHOTO AoHOpa [39-51].

YpoBenb  yoOeautenbHocTH  pexkomengamuii C  (ypoBeHb  /10CTOBEPHOCTH

J0KA3aTeJbCTB — 4)

Kommenrtapuu: nayuenmoi ¢ IIM® epynnvi npomexcymouroco -2 u 8blcOK020 pucka, He
noxyyasuie mepanuio pyKCorumunubom™*, e eospacme 65 nem unu Monodxce umerom Ay4uLyio
o0owy10 svidcusaemocms npu nposederuu anno-11'CK; mozoa kax ons nayuenmog c [IM® epynnot
HU3K020 PUCKA NPeOnoumumenbHo nposedeHue jekapcmeennou mepanuu. Ilpeumywecmseo om
svinoanenus anno-TI'CK om yacmuuno coemecmumo2o poocmeeHHo20 U HepoOCMBEeHHO20 00HOPA
He A67151emcs NOOPOOHO U3VUEHHBIM 8ONPOCOM U OOIHCHO PACCMAMPUBAMbCS UHOUBUOVATILHO 8
3a6UCUMOCTU OM KTUHUYECKOU CUMYAYUU, CEA3AHHOU C NAYUEHIMOM U OMCYMCMEUeM NOTHOCHbIO

coemecmumozo HLA-uoenmuynoeo donopa.

e PekoMenayercsi HampaBiIATh B IIEHTPHI C OMBITOM IPOBEICHUS TPAHCIDIAHTAIMH TIPH
[IM® u nposoauts HLA-TunupoBanue namuento [IM® rpynnsl npomexyToyHoro -1
puck (IPSS, DIPSS, DIPSS+), ko siBnsieTcs MOTEHIIMATBHBIMEI KaHAUAATAMH IS aJljio-
TI'CK (Ilpunoxenwue 'S, Tpunoxenue I'6, [Tpunoxenne I'7) [39-43].

YpoBenb  yOenureabHocTH — pexkoMeHaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4)

KOMMCHTapHI/I: nayuernmysl ¢ HUSKum u I’lpOMe.?fcyl’YIOLlelM'[ PUCKOM mAaKoaIHce AGIAI0ONCA

nomenyuanoHvimMu kanouoamamu 0ns anno-TI CK u 001dcHbl npu noseieHuu nepevix NPpUHaKos



npoepeccuu 3ab01e8anus HanpaejisiAnovcs onst PEeULeHUA sonpoca O 603MOICHOCMU npoeeOeHuﬂ

ano-TI'CK.

e PexoMeHayeTcs IpoBeieHNE UTOPEAYKTUBHOMN Tepanuu, Tepaniuy pyKCOTUTHHHOOM ™™,
a TaKkKe BO3MOXHO MPOBEJACHUE CIUICHAIKTOMUHM Tnepes mnposeaeHueM amio-TT'CK y
MAlMEHTOB CO 3HAYUTEIBHOM CIUICHOMErajueil ¢ Lebl0 YIydlleHus ooumed u
OeccoObITUIHOM BeDKMBaeMocTH [44-51].
YpoBenb  yOenurenbHocTH  pekoMeHaanmuii C  (YpoBeHb  /I0CTOBEPHOCTH
0Ka3aTeJbCTB — 4)
KommenTapuu: Bausnue cnaenskmomuu Ha ucxoo anno-TI' CK 6 nacmoswuii momenm He
8NONIHe ACHO U mpedyem OONOTHUMENbHO20 U3yyeHus. Pykcorumunub™** paccmampusaemcs kax
npenapam 6v100pa OJisl NAYUEHMO8, KOMOpble HYHCOAIOMCS 8 DbICMPOM COKPAWEHUU Pa3ZMepos

celle3eHKU U/unu Kynupo8aruy CUMNIMOMO8 Onyxonegotl unmokcukayuu nepeo anno-11' CK.

e Pexomenayercss HasHaueHMe Tepanuu BceM nanveHtoB ¢ [IM®  rpynmel
IPOMEXYTOYHOTO - 2 ¥ BBICOKOTO PHUCKA C IEIbI0 CACPKHUBAHHSA MposUpepanun
OITYXOJICBOT'O KJIOHA, KOHTPOJIS IIOKa3aTelIel KPOBH, MPOPMITAKTHKY OCIIOKHEHUH [37, 38].
YpoBenb  yOenuTeabHocTH — pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

KommenTapum: npeonoumumenvhvim s6isemcs npuem 6 NOOOOPAHHBIX € Y4emom
UHOUBUOYALHOU NEPEHOCUMOCU 003aX, NO360JAI0WUX KOHMPOIUPOBAMb NOKA3AMeNU KpPOBi.
Ilpenapamul npumenslomcs, Kak npasuio, 6 Kauecmee MOHOXUMUOMEPANUU 6 HUSKUX 003aX
(Pyxconumunu6™** no 5 — 25 me/2 paza 6 oenv — 6 3a8ucumMocmu om ypoeHs mpomoOoyumos,
T'uopokcuxapoamud** 10-30 me/xe/cym; Mepxanmonypun®* 1-2 me/ke/cym; #bycynoghan™* 0,5-

4 me/cym 0o cymmapnou 003wt 200 me).

e Pexkomennyercs nedeHue #unrteppepoHoM anbda**, #mdruHTepdepoHoM anmbda-2a**,
#mruatepdepoHom  anbda-20**, #uemdruatepdepoHom anbda-2b**  kak Tepamuu
NEepBOIl JIMHUM y MAIIMEeHTOB Mosioxke 60 JeT B ciiyyae, eciii 3a0os1eBaHue npoTekaer 6e3
MAaCCHBHOM CIUICHOMeTamu [52].

YpoBenb  yOeaureqabHocTH  pexkomenaauuidi C  (ypoBeHb  J10CTOBEPHOCTH
J0KA3aTeIbCTB — 4)

Kommenrapuu: Huskas agppexmusnocme #unmepghepona anvpa™* npu snauumenvrou
cnnenomeeanuu, npu BK. Onmumanvnas ooza #ummepghepona anvgpa™* ne ycmamosnena, c
VUemom uacmvlx HOOOYHBIX 3¢hhekmos u HeobXooumMocmu NOCMOSHHOU mepanuu JedeHue

npoeobumc;z 6 MAKCUMAJIbHO NEPEHOCUMbLX 003ax, 06€Cl/l€1tu6a101/(/{ux KOHmMpOJib nokazameineil



Kposu. Jlo3uposka u pedcum 66edeHus makdce Gvloupaemcs UHOUBUOVAILHO C Y4emom

nepenocumocmu: 1,5-3man ME nookodicHo, uepes 0eHb, OnumenvbHo.

e PexoMeHayeTcsi IpUMEHEHHE JapOAMOITUH allb(ask* ¢ IENIbI0 CTUMYIIALIUYA SPUTPOII0d3a
JUTSL KyTIMPOBAHUS aHEMUU M YMEHbBIICHUS MOTPEOHOCTH B reMoTpancdys3usx [53].
YpoBenb  yOenurTeqabHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4)

Kommenrapuu: oOonee a¢gexmusno  npumenenue npenapama  npu  ypogHe
apumponosmura menee 125 ME/n, omcymcmeuu mpancghy3uorHHoUl 3a8UCUMOCIIU U 8bIPANCEHHOU
cnnenomezanuu. Hauanvnou ooszoti sensemcsa 10 000 edunuy mpu pasza 6 Hedenio, 003a
yosausaemcs 00 20000 eounuy uepesz 1 mecsay 6 ciyyasx, Koeoa paHHull omeem He Hab10aAemcs.
Ilpu nedocmamounom omeeme 003a modxcem Oblmb nosvluieHa 6 06a pasa. llpu omcymcmeuu
omeema neveHue ciedyem npekpamums yepes 3-4 mecsaya. Buecme ¢ mem, ¢ yuemom namoeenesa
3abonesanusi obwas 3¢ppexmusnocmv mepanuu cocmagiiem okono 56% u orumcs 8 cpeonem

0K0J10 2004d.

e Pexomenayercs Tepanus #aanazonom naueHTam ¢ [IM® ¢ tpancdy3noHHo-3aBHCUMOI
aHeMuen IS JIedeHus: anemuu [54].
Yposenb  yOenureqabHOCcTH  pekoMenaamuii C  (YpoBeHb  /I0CTOBEPHOCTH

0KA3aTeJbCTB — 4)

Kommenrapumn: /layuenmam c maccoii mena menee 80 ke nasnavaemces #oanazon no 600
Me ediceOHesHo, 0Jisl nayuenmos ¢ maccoul mena oonee 80 ke 0oza npenapama cocmasnsem 800
me. Oyenxa a¢hghexma npogsooumces nocie 6 mecayes mepanuu. Ilpu docmudiceHuu omeema npuem
#0anazona 0ondcer Oblms npoooadicet 8 0oze 400 me 6 denvb 6 meuenue 6 mecayes ¢ OaIbHEUUUM
CHUdICeHUeM 003bl 00 MUHUMATbHOU, He0OX00UMOU 0J1 noddepicanus omeema, Ho He meree 200
M2 6 OeHb. Bcem nayuewmam, noayyarowum #0aHAa3ol, AHAIU3 KPOBU OUOXUMUYECKULL
obwemepanesMu4ecKuli QOAHCeH 8bINOIHAMbCSA He pedice paza 6 mecay, Y3 neuenu kadxicovie 6 -
12 mecayes, 6cem MydcuuHam  OONHCEH NPOBOOUMBCA KOHMPOTLb  NPOCHAMUYECKO20
cneyugpuueckozco anmueena ([ICA) kax 0o Hauana neueHusi, maxk u HA NPOMANCEHUU BCE20
epemenu mepanuu. Jleuenue #0anazonom u Opy2uMuU AHOPOEHAMU OOBIYHO XOPOULO
neperocumcs. Ilobounvie 3¢pghexmvl aHOpocen08: 3a0epiHcKa HCUOKOCMU, NOGblULeHUe TUOUO,
2UPCYMU3ZM, 2eNamOmoOKCUYHOCMb, PUCK PA38umus onyxoaeil nevenu. IIpomueonoxazanHusmu ois
HazHayeHus aHopoz2enos aenaomcs nogviuienue yposus [1CA u/unu nanuuue 6 anamuese paxa

npeocmamenbHol JHceesbi.



e PexomeHnayercsi PpyKCOMUTHHUO** st Tepanuu manmeHtam ¢ [IM® w3 rpynn

MIPOMEKYTOUHOT0-2 U BBICOKOTO PUCKA B KayecTBe Mpernapara nepBoil JIMHUK Teparui, a

TakKe MalMeHTaM, OTHECCHHBIM B TPYIIy HU3KOTO M TPOMEKYTOYHOTro-1 pucka, ¢

PE3UCTEHTHOCTHIO K TEpaluu MEepBOM JMHUM (THApPOKCHKapObaMua™**, #HuHTephepoH

anbda**) (Ipunoxenune I'S, Ipunoxenune I'6, Ipunoxenune I'7) [33, 55, 56].

YpoBeHb  y0enuTeIbHOCTH  pekoMeHgauuidi B (ypoBeHb  J10CTOBEpPHOCTH
JI0KA3aTeJbCTB — 2)

KommenTapuu:

Pyxconumunub™* sensemcs nepsvim 3ape2ucmpupo8anHblM MAaAp2emubiM npenapamom
ons nevenus [IM®. B uccnedosanuu COMFORT-1 309 nayuenmog b6viiu panoomusuposavl oo
8 epynny pyKkcorumunuo™*, aubo 6 epynny niayedo. Ymenvuienue obvema cenezenku > 35%
Habnooanoce y 41,9%, nonyuasuiux pykcorumunu6™*, no cpasnenuio ¢ 0,7% 6 epynne niayeoo.
B uccneoosanuu COMFORT-II nposodunoce cpasnenue pykcorumuHuba™* c Haunyuweu
docmynnou mepanuetl y 219 nayuenmos, panoomusuposanuvix 6 coomuowenuu 2: 1. Ilepsuunas
KOHeuHasi mouka (ymeHvuieHue pasmepa ceneseHku >35% k 48 neoene) ovina ommeuvena y 28,5%
HAYUeHMO8, NOAYHABUIUX PYKCOTUMUHUO™™, no cpasnenuio ¢ 0% 6 epynne Hauryuuiel O0CMynHoU
mepanuu. Oyenka cumnmomos, onocpedosanunvix [IM® coenacno onpocnuxy MIIH, nokazana
Vayuulenue 8 OMmHOUEeHUU KOHCIMUMYYUOHANbHBIX CUMAIMOMO8 O UCXOOHO20 YPO8Hs K 8-1i Hedene
u 48-11 Hedene, umo yKkazvleaem Ha 3HAYUMENbHOE YIVYULeHUe KAYeCmB8a HCUSHUL.

Knunuuecxoe uccneoosanue JUMP npeocmasnsem coboii ucciedosanue ¢ pacutupeHHbim
00CMYNoOM ¢ 8KIOUEeHUeM mex, Kmo Obll K1acCUGuyuposan Kax npomexrcymounsii puck-1. Imo
uccnedosanue makaice noOmMeepouso 8vl800bl 0 OE30NACHOCMU U IPPexmusHocmu npenapama
Ha ocHosanuu ananiuza oannwix 1144 nayuenmos ¢ IIM®.

B xknunuyeckux uccneoosanusix COMFORT-1 u COMFORT-II noxazano npeumywecmeo
npenapama 6 OMHOWEHUU COKPAWeHUs pAa3mMepo8 Cene3eHKU, KYRUPOBAHUs CUMIMOMO8
ONYX0/1e601U UHMOKCUKAYUU U 3HAYUMENbHOE YeenudeHue gvlcusaemocmu nayuenmos ¢ [IM®.
Ilpeumywecmeo 6 omuoweHuu obwjel 8vlHCUBAEMOCNIU 6 cpYNNe NAYUeHMO8 HA mepanuu
PYKCOMUMUHUOOM™ ™ HAOII00ANOCH HE3ABUCUMO OM UCXOOHO20 COCMOSIHUSL, YPOBHSL 2eMO2N00UHA,
mpancgyzuonnou 3asucumocmu. OOHAKO He B8bIABNEHO CYUeCMEEHHbIX OMAUYUL NPU OYeHKe

PUcKa pazeumusl 6nMopudHoco ocmpoco JelKosa.

Hauanvnas 0oza npenapama 3asucum om koauvecmea mpomboyumos (Ipunosicernue A3,
mabauya 4). B nepsvie 4 nedenu mepanuu 003uposky He ciedyem menams. Koppexyus 0o3vl
npenapama nposooumcsi Had OCHOBAHUU 0e30naAcCHOCmU U dPheKmusHocmu npo8oOUMO20
neuvenus. Jleuenue nayuenmos c¢ I[IM® Oondxcno Oblmb NPUOCMAHOBNIEHO NPU  BbLAGIEHUU

xonuuecmea mpomboyumos menee 50x10%n u nosenenuu cemoppazuieckozo cuHOPoOMa U npu



cHudicenuu abcoomnozo ucia netimpogunos menee 0,5%10%1. Iocre soccmanoenenus wucia
MpoMOOYUMO8 U Heumpoghuios mepanus mModicem ObIMb 80300HO6IEHA 8 V03¢ No 5 me 2 pasa 8
denw ([Ipunosicenue A3, mabauya 5). Pexomenoosano npogedenue Koppekyuu 003bl npenapama

npu ymenvuienuu yucia mpomboyumos menee 125x10° /1 (Ipunoscenue A3, mabruya 6).

Tepanus  pykconumuHubomM™*  QondicHa  NPOOONHCAMbCA — NOKA — COXPAHSIemCs
mepanesmuyeckuti  3gpgexm. B cayuae ommenvl npenapama  pazeu8aemcs CUHOPOM
«YUMOKUHOBOU OMOAYUY», BLIPANCAIOWULC 8 OBICIPOM 8036pAME CUMNIMOMOE UHMOKCUKAYUU,
8N10Mb 00 CUCIEMHOU 80CNANUMENbHOU Peakyuu U cnieHome2anruu. B ceéazu c smum mpebyemcs

nocmenerHasl ommerna npenapamad, HasHadyeHue #l’lpeaHI/lS’OJlOHa** 6 HU3KUX 003dX.

e Pexomenayercsi xupypruueckoe jeuenue (CD), KOppeKIus MPOsSBIECHUI MOPTAIbHON
TUMNEPTEH3UN) MAlMEHTaM C MPOTPECCUPYIOMIMM YBEITUYCHUEM Pa3MEpOB CENE3EHKH C
LENbI0 KYMHPOBAaHUS KOMIIPECCHOHHOTO CHHApoMa (a0AOMUHANBHBIA AUCKOMQOPT,
MOCTOSIHHOE YYBCTBO TSDKECTH, OOJb, TPU3HAKK KHUIIEYHOH HEMPOXOIUMOCTH),
MHTOKCUKAIINK, TSDKEJIBIX TUIEPKATaOONIMYECKHX CHMITOMOB (KaxeKcus, TiIryOoKas
aHemusi, pepakTepHbIN TeMOIN3, TPOMOOIUTONECHHUS, PE3UCTEHTHYIO K TPaJAUIIMOHHBIM
METOJIaM Teparnuu, OOIUpHbIE UH(APKTHI CeJIe3EHKU C YTPO30ii pa3pbiBa, BHENCUEHOUHAS
NOpTaJIbHAsI THIIEPTEH3US C YTPO30i Pa3BUTHA KPOBOTECUCHHUS M3 JKEIyIKa U MHIICBOA)
[57, 58].

YpoBenb  yOeautenbHocTH  pekomengamuii  C  (YpoBeHb  /10CTOBEPHOCTH
0KA3aTeJbCTB — 4)

KommenTapuu: B npedonepayuonnom nepuooe HeobX00uMa OyeHKa cepoedHo-
COCYOUCMbIX, NEYEeHOUHBIX, NOYEYHbIX, MemabdOIUYeCKUX U 2eMOCMAMUYEcKUX pUCKOS.
Jlanapockonuueckas cnieHskmomusi He pexomenoyemcs npu IIM® uz-3a 6vicoxoeo pucka
kposomeuenui. Ilocne nposedenuss CO y 3% nayuenmos paszeueaiomcsi OCIONCHEHUS,
nocieonepayuonnas cmepmuocms cocmasnsiem 9%. Baosicno ommemums, umo 3nauumenbHulil
NOCNeonepayuoHHblLll mpomooyumos Haoarwoaemcs npumepro y 20% nayuenmos u eedem K
yeenuyenuro pucka mpombosa. HMmenno no >mou npuuuHe He0OXOOUMA HOPMATUIAYUSA
Konuvyecmea mpomooyumos 0o u nocie CO. B nocmcnienskmomuyeckom nepuooe O0O0IHCHA
nposooUmMbvCsi  mepanus  c2UOpoKcukapoamuoom™*, e  cuyyae  pesucmeHmmocmu K
cudpoxcuxapbamudy** — mepanus #aadpubunom (no 5 me/m? 2-x uacosasn ungysus NeS, kypc
nosmopums uepes 28 owuelti). B nocreonepayuonHom nepuooe 8 meueHue Heoeau yenecoodpasen
MuamenbHolll MOHUMOPUHS VPOBHS MPOMOOYUMOE U KOA2YI0cPAMMbL (OPUEHMUPOBOUHOE
UcCcne008anue cucmembvl 2eMocmasa), onpeoesenue npompoMoUHo68020 (MpomMOONIACMUHOB020)

BPEMERU 6 KPpOBU UIU Nla3Me, MAKIHCE 6 NMeYeHUe Meciaya ¢ yeibio Hasnavaemcs npoqbwzakmuka



Heenapunom Hampus** unu eapgapurnom™*. Uepes neoento u 1 mecay nocie CO yenecooopasno
svinoanenue Y3U ons ucknrouenus mpomoo308 aboomunanvbhvix éen. OmoaneHHble 0CI0HCHEHUS
C3, makue Kkax eenamomezcanus, JAeUKOYUMo3, ONACMHASL MpPAHCHOpMaYUs, ABIAIOMCA
ceocmeuem ecmecmeenHo20 npozpeccuposanusi bonesuu. bracmuas mpancgopmayus nocne
npogedenus CO npossnsemca y 10-15% nayuenmos ¢ IIM®. I[locnedonee obcmosmensbcmeo
CBA3AHO ¢ OMOOPOM NAYUEHMO8, A He UCMUHHBIM USMEHeHUeM 8 Ouono2uu 6one3nu, NOCKOIbKY
Hem HUKAKUX OCHOBAHUU NONa2amv, 4mo Ouono2usi 6one3HU, CE8A3AHHAA C NAMOLOSUYECKOl
nponughepayuetl KIOHANbHBIX CMBOI0BbIX KIIeMOK, npemepnesaem usmenenus ¢ pesyromame CO.
THayuenmam ¢ nopmanvHOU 2eunepmeHnsueli U BAPUKO3HbIM pACUUpPEHUeM 6eH HeobX00UMOo
nPoBOOUMb UCCIE008AHUSL KPOBOOOpAUEHUsl 8 NOPMANbHOU cucmeme 8 ounamuke. Ilockonvky
NOPMANbHAs 2UNEPMEH3US, ACCOYUUPOBAHHAS CO CNleHOMe2daNuell, 8 NOCMCNIEeHIKIMOMUYECKOM
nepuoode paspewiaemcs, 8 Oomaudue Om ciyyaes MOPUYHOU BHYMPUNEYEHOUHOU 0OCmpPYKYUU,

Komopble mpe6yi0m CUCMEMHO2O0 NOPMAJIbHO2O WYHNMUPOBAHUA

e Pexomenayercss nyuyeBasg Tepanus y nauueHtoB ¢ IIM® B ciydae MaccHBHOU
CHMIITOMATHYECKON CIIEHOMETallt, C YPOBHEM TpoMOonuToB >50x10%m, s KoTophix
XUPYpPrUYeckoe BMEUIATENbCTBO IPOTHBOIOKA3aHO, C LENbI0 KOHTPOJS O4YaroB
9KCTPaMeAyJUISIPHOTO KPOBETBOPEHUS, KOTOpPbIE MOI'YT BO3HMKAaTh IpPHU JUIUTEIBHOM
TE€YeHUU 3a00JIeBaHus, B IEYEHH U CEJIe3€HKE, B TO3BOHOYHHKE C Pa3BUTHEM KOMIIPECCUU
CIMHHOTO Mo3ra, JuM(oy3iax, IUIEBpE C pa3BUTHEM TUAPOTOpaKca, OpIOUIMHE C
pa3BUTHEM aclUTa, KOXKE U APYrux oprasax [59].

Yposenb  yOenurenbHOCTH  pekoMenaamuii C  (YpoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 4)

KommenTapuu: s¢pghexmusnvim sensemcs, Kak npasuio, npumernenue maix 003 (0,1-0,5
I'p, pazoenennvix na 5-10 ceancos). Hcnonvsosanue nyuegoi mepanuu Ha 0OAACMb NevyeHu u
cenezenku umeem KpamxospemeHuvlll (3-6 mecayes) a¢hghexm u conpsceHo ¢ puckom
ycyeybneHus yumoneHutl U, 8 0CHOGHOM, NPOBOOUMCS NAYUEHMAM, UMEIOWUM HPOMUBONOKA3AHUS

x CO.

e PexoMeHayercsi TMalKMEeHTaAM TEpeIMBAHUE DJPUTPOIUTHONW B3BECH TMPU HAITMYUHU
aHeMHUYecKoro cuujpoma [8, 37].
YpoBenb  yoeauteabHocTH  pexkomengamuii C  (YypoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

Kommentapuu: wneomnodxxcnocms u obvem mpaHc@ysuu onpeoensiem —Cmeneus
He0OCMAamoyHOCmu Kpo8ooobpaweHus, a He YPOBeHb 2eMo2lobuHa. Beedenue spumpoyumos

I’lpOGOdMWICﬂ npu Haaiuduu 6blpadriCeHHblx KIUHUYECKUX NPUSHAKOB AHEMUU, OPUEHMUPOBOYHO npu



CcHUdiCeHuU 2emoenobuna kposu 0o 70-90 e/n. Ilpu dedhuyummvix anemusx (dHcenezooepuyumuas,
B12 depuyummnas) esedenue spumpoyumos nOKA3aHo MoabKo NP AHeMUul maxiceaol cmeneHu, y
OonbHbIX ¢ mAdNCeNol conymcemeyiowel namonocueti. Llenesoii ypoeenv ecemo2i00uHa npu
nposedeHUlU 2eMOKOMNOHEHMHOU mepanuu 00JiceH obimb eviue 70 2/1, a npu HaIuuuu cepoeyHo-

cocyoucmotl namonoauu bonee 90 e/x.

e PexoMeHnayercsi ManueHTaM IOpU TEperpy3ke xkeie3oM Tepanus aedepasuporkcom™*
nocnie Tpanchysun npubmusurenbHo 20 equauI (okoo 100 MII/KT) spUTpOIMTAPHON
B3BECH U 0oJiee, UK MPU HATMYUU KIIMHUYECKUX JTAHHBIX, Ta00paTOPHBIX (Hampumep, npu
KOHIIEHTpanuu ¢pepputuHa B ceiBopoTke 6omee 1000 Mkr/it), BO3MOXKHO TipoBenienne MPT
Opro1Hoii nonoctH (rneyenn) B T2 pexxume [60].

YpoBenb  yOenuTeabHocTH — pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

KommeHnTapuu: odiumenvhoe ucnonvzosanue mpaucgysui ¢ mepanuu [IM® ¢ ces3u ¢
omcymcmeuem 6 OpeaHusme aKMUBHBIX MEXAHUIMO8 6bl8eOeHUs dcele3d U O02PAHUYEHHOU
B03MOJICHOCMU €20 OeNOHUPOBAHUsL 8 Newenu, npu Koauvecmee mpaucgysuil donee 20-25 003
NPUBOOUN K PA3GUMUIO 8MOPUYHO20 2eMOCUOePO3d, XAPAKMePU3VIOWe20Csl UHMEPCMUYUATbHIM
HaKonjieHuem dcene3a 6 opeanax u mxanax. Haubonee uacmeie Kkiunuueckue nposigneHus
2eMOCUOePO3a CEA3AHbI C NOPAdCeHUeM cepoyd, nevyeHu, NOOHCeryOOYHOU JHcenesbl, CemyuamKu
enasa. Pexomenoyemas navanenas cymounas 0osa oeghepasupoxca™* cocmaensem 20 me/xe
maccewvl mena. /[ nayueHmos, NOayYanuux mpanc@ysuu spumpoyumaphol maccel oonee 14
ma/ke/mecay (npubausumenbHo Oonee 4-x eOuHuy Kposu 8 mMecay OJs 83POCIblX), C Yelblo
VMeHbUleHUsl KOIUYeCmea cele3d 6 Opeanusme, MOodcem Oblmb pPACCMOMPEHO NpUMeHeHUe
HauanobHot cymounou 003vl 30 me/xe. [na nayuenmos, nonyuarowux meHee 7 Mi/Ke/mecsiy
IPUMPOYUMAPHOU MACCHL (NPUOIUIUMETLHO MeHee 2-X eOuHUY Kposu 8 Mecsy OJisl 83POCTIbIX), €
Yenvlo N000EpPAHCAHUs. HOPMATbHOU KOHYEHMPAyUU dceiesa 6 Opeanusme modxcem Ovlmb
paccMoOmpeHo npuMeHeHue HauyaabHou cymouHou 003wl 10 me/ke. Koppexyuto 003bi
degepaszupoxca™** cnedyem npogooumsv Kadicovie 3-6 mecsyes, OCHOBLIBAACHL HA USMEHEHUSIX
KOHYenmpayuu geppumuna 6 cvigopomke Kposu. Koppexyuro 003v1 crnedyem npogooums
«wazamuy, «waey cocmasngem 5-10 me/ke. Ynpaenenue koppexmupyowux usmeHeHuil 003bl
onpeoensiemcs UHOUBUOVALbHOU IPDEKMUBHOCIbIO NIeUeHUs U MepanesmuyecKuMu 3a0asamu
(nodoepoicanue unu ymeHvulenue cooepicanus dxcenesa). llpu neagpgpexmuenocmu npenapama 6
0o3ze 30 me/ ke (Konyenmpayus heppumuna col@OpomKu coxpausemcs Ha yposue > 2500 mke/ 1),
003y cnedyem yseauyums 00 40 me/ke. He pexomenoyemcs npumenenue 003wl onee 40 me/ke,

NOCKOJIbKY onbvlnt npumMerHeHus npenapama 6 bolee 8bICOKUX 003AX OCPAHUYEH. Hauueﬂma/w npu



docmudiceHuU yenesoll KoHyeHmpayuu eppumura cvieopomiu (06viyno om 500 mxe/n oo 1000
MK2/T) HeobxX0oumo npedycmompems nocmenenHoe (¢ «wazom» 5-10 me/ke) cuudicenue 003bl
npenapama 071 mMo2o, 4mobwl obecneyumsv noodoepicanue KOHYeHmpayuu Geppumuna 6
CHIBOPOMKE KPOBU 8 IMOM Yyeleeom ouanazone. Eciu Konyenmpayus heppumuna é cobleopomixe
cywecmeenno Hudice 500 mxe/n, credyem paccmompemsv 6ONPOC O NPEPLIAHUU eYeHUs.

Odegepaszuporxcom™*,

e PexoMeHayeTcsli TalMeHTaM IE€pPEIMBAHUE KOHIIGHTpaTa TPOMOOIMTOB IpPU YpPOBHE
TpomGonuToB Hike 10x10%1 mam TpoMGOIMTONEHNS ¢ Pa3BUTHEM TeMOPPAarH4ecKoro
cuHapoMa. [Ipym HaJIMYMK TOBBIMIEHHOTO MOTpeOneHuss TpoMOonuToB ((heOpribHas
TUXOpaaKka, HWHPEKIUU, HAIMYUE TeMOPPAruyecKoro CHUHAPOMA) WM BTOPUIHON
KOaryJIonaTHH U3-3a HapyIICHHUsI QYHKIIMH TICYeHU HEO0OXO0JMMO MOJICPKUBATh YPOBEHB
TpomGonuToB  Gomee 20x10%m. Ilpu mHammuum npusHakos JBC-cuHmpoMa umM
KPOBOTEYCHHH 1I€TIEBOM YPOBEHb TPOMOOILIMTOB, TMONACPKUBAEMBIH C IOMOIIBIO
TpaHcdysuii fomkeH 66Tk 6omee 50x10%m. [10].

YpoBenb  yOenuTeabHocTH  pexkoMenaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

e PexoMeHayercsi IpuMEHEHHE H#IPEIHUZ0IOHA™™

1 UMMYHOMOJYJISITOPOB, a TaKke MX
KOMOMHAIMM Juid Tepanuu mnauueHToB ¢ [IM® ¢ BbeIpa)keHHBIMH CHMIITOMaMHU
WHTOKCUKAIIMK, YTO Yy 3HAYUTEIBHOW YacTW TAlMEHTOB NPUBOAUT K YMEHBIICHUIO
HapYIICHHUI CEKPEIMU IIMTOKMHOB U YIIy4IlleHHIo 001ero cocrosiuus [61, 62].

Yposenb  yOenurenbHOCcTH  pekoMeHaamuii C  (YpoBeHb  /I0CTOBEPHOCTH

0KA3aTeJbCTB — 4)

Kommenrapun: /0 me/cym #enanudomuoa™* (5 me/cym, eciu ucxoonoe KOIU4ecmeo
mpomboyumog <100x10 %1) 6 onu ¢ 1 no 21 28-0neenozo yukna 6 meuenue wecmu Yukios 6
couemanuu ¢ #npeonuzononom™** 30 me/cym. nepoparvrno 6 meuenue yuxia 1, 15 me/cym @

meuenue yukaa 2 u 15 me/cym uepes oenvb 8 meuenue yuxia 3.

e PekomeHnayercss HCIIOIB30BaHME KOJIOHUECTHUMYJUPYIOIIErO (akTopa MaIlHeHTaM ¢
[IM® npu MHPEKIMOHHBIX OCIOKHEHUSIX, BO3HUKIINX Ha QoHe HeWTporeHuu IV cr c
LeNbl0 yBennueHus neikountoB, AUH, kynuposanus ocnoxuenui [10].

YpoBenb  yOenurTenbHocTH  pexkoMeHaaumuii C  (YypoBeHb  /I0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

KOMMeHTapHH: JeUKONeHUs: U Heﬁmponenuﬂ, AeiAowuUecs UHo20a NposAGIEeHUAMU

3(160]Z€GCIHM}Z, 06yCJl08JZu6€lIOm noesvluieHue 4dacmomvl  603HUKHOGEHUS I/lHd)eKLﬂlOHHblx



ocnooicnenul y nayuenmos ¢ IIM®. Onpedenennwiii 6x1a0 6 pazsumue UMMYHOOeDUYUMAa 6HOCUM
U  YUMOKUHOBLIUL OUCOANAHC, AGIAIOWUNCS OOHUM U3 KIIOYEBbIX 36€Hbes NAmo2eHe3d.
Jlexapcmeennvie npenapamoi, npumensaowuecs oasa aevenus I[IM®, makoce mocym ycyeyonsamo
Helimponenuo. Ungpexyuonuvie npoyeccol y nayuenmos ¢ IIM® uwacmo npomexarom amunuimo,
MaxK Kaxk noevluleHue memnepamypvl, 6 mom uucie u pedpuibHoe, Modcem ABIAMbCA U

CUMNIMOMOM onnyﬂeeoﬁ UHMOKCUKayuu.

e PexoMenayercs Tepanus #alIomypuHOIOM™™* mpu yBeIMYEHUN YPOBHS MOUYEBOM
KHUCJIOTHI Y mariueHToB ¢ [IM® niis Hopmanuzanuu oOMeHa MOYeBOM KUCTOTHI [32].
YpoBenb  yOenuTeqabHOCTH  pekoMeHaanmuii C  (ypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 4)

KommenTapuu: npedynpeoums nposseienue cumMnmomos 2unepypukemuu ModHcem
aoekeamuas, CKOpOCMU JU3UCA ONYXOIU 2UOpamayusi ¢ HAa3HadyeHuem 2UOpoKapOOHAMHbBIX
MUHEPATIbHBIX 800 OJisl NPeOYNpPeAHcOeHUsl BbINAOEHUSL 8 OCAOOK KPUCANI08 MOYEBOU KUCTIOMbL 8
nouxax u Hasnauenue #aonypunona**. Jlozuposka #annonypunona®* 100 me/cym c koppexyuetl
003bl 8 3a8UCUMOCTU OM YPOBHS MOUEB0U KUCIOMbL CLIBOPOMKU KPOBU.

Kpurepun ouenku 3¢)¢peKTUBHOCTH M NEPEHOCUMOCTH JieueHusi muesiopuoposa,

NOCTIOJIMIUTEMHUYECKOTr0, MOCTTPOMOOIUTEMHYECKOT0 MU eT10(pudpo3a

e Pexkomenayercssi NpPOBOAUTH OLEHKY KJIMHUKO-TEMATOJOTMYECKOTO OTBETA BCEM
nanueHTam ¢ [IM®, nonydaromuM Tepanuio ¢ LeIblo OLEeHKH d3PPEKTUBHOCTH JEUEHUS
[63].

YpoBenb  yOenurenbHocTH  pexkoMeHaaumuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

KOMMeHTapI/IH: Knunuxo-eemamonoauueckuii omeem oyeHueaemcs no HajJuduro uiu
omcymcmeuro CUMnNnoOMO8 URMOKCUKAYyUU, CnileHomezcaliuu, noKasamejim Kpoeu U moarcem ObImb
NOJIHbIM UMU YACMUYHbIM, A MAKdHCe Cc8UOEemMenbCmeo8amsb 0 npoepeccuposaHuu 3ab01e8anusl.

Kpumepuu onpeodenenus kiunuko-eemamonocuuecko2o omeema npuseoensl 6 Ilpunoscenuu 'l 1.

3.4 Tepanus 0aactHoi ¢a3pr MII3

Ipu nanuuuu 6 eemocpamme Uiy NPU YUMOLOSUYECKOM UCCIEO08AHUU MA3KA KOCMHO20
mo3zea (muenoepamme) > 20% xnemox ¢ bracmuou mopgonozueli ouazHocmupyemcs 61acmHblil
kpuz [10, 64]. BK MII3 aensemcsa mepmunanvHou cmaouei 3aboneeanus. Cpoku om momenma
debroma 3abonesanus 00 passumus BK mocym cywecmeenno pazmuiamoscsi om 00H020-08YX 00
oecamkog aem. Taxas pasnuya 6 cpokax passumus BK moocem 6vimv  06ycrosnena

HEMOYHOCMbIO YCMAHOBIEeHUsI CPOKO8 Hauana bonesnu. B ciyuae IIM® onpedenennyro nomows 6



NPOCHO3UPOBAHUU MeyeHUuss 0one3Hu okaszvieaem cucmema cmpamuguxayuu DIPSS+
(IIpunoowcenue 1'7).

Taxmuka eedenus nayuenmos ¢ bK MII3 ¢ nacmosiwee epems He paspabomana. Becem
nayuewmam, O0OCmuWUM peoykyuu oaacmosa, 6 eospacme 0o 60 nem u npu omcymcmeuu
MAACENbIX CONYMCMBYIOWUX 3abonesanuti, noxaszano ewvinoaunenue aiio - TICK. Oownaxo
3auacmyio mepanus Hocum naaruamusHuli xapakmep. Takmuxa mepanuu 6nacmuou ¢aser MI13
onpeoensiemcsi 603paAcmomM NAYUEHMO8 U conymcmeyloweu namono2ueud. Y nayuenmog c
COXPAHHBIM 00UWECOMAMUYECKUM CIAMYCOM MOXCem Oblmb NPeONnPUHAMA NONLIMKA NPOBEOeH s
KYPCOBOU XUMUOMEPANUU NO CXeMam JiedeHuss OCMPbIX 1eUK0308, KOMOPas NPUHOCUM 8PEMEHHbI

aghghexm y nebonbUION HACMU NAYUEHMOB.

e PexoMenayercsi BbIOOp MeTOJa JI€UYEHHUS B 3aBUCUMOCTH OT COMAaTHYECKOrO craryca
namuenTa, komopouaaoctu [65 - 70].
YpoBenb  yoOeautenbHocTH  pexkomengamuii C  (ypoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 4)

Kommenrapuu: B bonvuuncmese ciyuaes ieyeHue HanpasieHo Ha mopmodiceHue pocma
ONYXOaU U KYRUPOBAHUE OCIONHCHEHULL (Neperusanue 2eMOKOMNOHEHMO8, leyeHue UHPEKYUOHHbIX

OCTIOJNCHEHUT U l’lp) C Uenblo Yayduiernus Kkavecmea JXCU3Hu nayuenmoes.

o H#Azayumuoun** 75 me/m? no 7 oneii kaxcowvie 28 Onelil.
o #leyumabun 25 me/m? no 5 omeii kasicowie 28 Oneli.
Tlomenyuanonvim kanouoamam oasa nposedenus anrno-TI' CK credyem nposooums mepanuio no
npocpammam everuss ocmpwuix aeuxo308. I[Iposedenue anno-TI'CK 6o3moocno monvko 6 ciyuae
00CMuUdICeHUsl NOTHOU PeMUCCUU:
o Xumuomepanus manvimu 003aMu YUmo3sapa:
o [{umapabun™** 10-20 me/m2 n/x 2 paza 6 oenw, 1-141i denv unu 1-211 Oenv
(kadscovie 28 Onett)
o [Jumapabun™®* 50 me n/k 2 pasza 6 demns, 1-51i densv (kadcovie 28 Onetl)
o Xumuomepanus no npoepavme «7+3».

Ilpoepamma «7+3»:

o [{umapabun™®* 100 me/m2 6/6 2 pasza 6 denw, 1-T-ti0ens

o Jlaynopyouyun** 45 me/m2 6/6 1 paz 6 oewnw, 1-3-1i0ens uiu
o Jlaynopyouyun** 60 me/m2 6/6 1 paz 6 demns, 1 -3-iidenv unu
o  Mumoxcaumpon™* 10 me/m2 6/8 1 paz 6 oenv,1-3-tioensv unu

o Uoapyouyun™®* 12 me/m2 6/6 1 pas 6 oenn,1-3-1i0ens



CrnenyeT yuecTh, YTO Yy MallME€HTa MOTYT ObITh HECTAHIAPTHBIC MPOSBICHUS O0JIE3HH, a
TaK)KE€ COYETAHWE KOHKPETHOW OOJIE3HM C JPYTMMHU MATOJOTHUSMH, YTO MOXKET TUKTOBATh
JedanieMy Bpady HM3MCHCHHSI B QJITOPUTME BbIOOpAa ONTHUMAIBHON TAKTHUKWA JUATHOCTHKU M

JICUCHU.

Juerorepamnus U crieruduueckoe 00e3001MBaHNe HE TPUMEHSIOTCS.

4. Mezmuuncxaﬂ peaﬁnnnTaunﬂ U CAHATOPHO-KYPOPTHOE€ JICYCHUC,
MEIANIMHCKHUEC NMIOKA3aHUA U IIPOTUBOINIOKA3aHUSI K IPUMEHECHUTIO
ME€TOoa0B peaﬁnnnTaunn, B TOM YHCJI€ OCHOBAaHHbBIX HA HCIIOJIB30BaHUHN

NPUPOAHBIX JIe4eOHBIX (PAKTOPOB
OcHnoghole HanpaeieHus pea6wmmaz4uu: MEeOUKAMEHMO3HAS mepanus, OoOnmumusayus

Qusuueckoli akmusHocmu,; coonrv0eHue Ouemvl, NPeoynpercOeHue Cmpeccosvix CUMyayutl u

nepeymomierus; 6opbda ¢ 6peOHbIMU NPUBLIYKAMU,; PAOOMA C NCUXOTO2OM.

e PexoMeHayeTcsl poBe/ieHNE PeaOMIMTAIMOHHBIX MEPONPHUITUNA IJi1 BCEX MAIMEHTOB C
Ph-uweratuBabivu MIT3 ayst BocctaHoBieHus opranu3ma [71].
YpoBenb  yOenuTeabHOcTH  pekoMenaauumii C  (YypoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 4)
Kommenrtapuu: Ocnogotl peabunumayuu saensemcs oopmuposanue npasuibHo2o oopasa
JHCUZHU NAYUEHMO8, A maKdice duemomepanus, papmaxomepanus, puzuomepanusi U A0eK8AMHAS
Qusuueckas akmuenocmo. [lanHble Meponpusmus NPUMEHAIOMCs 8 KOMNIEKce, d UX Xapakmep

noooupaemcs UHOUBUOYAILHO OJisl KAHCO020 NAYUEHMA 80 BCEX CYUASX.

e Pexomenayercsi BceM naunueHtam ¢ MII3 Hapsany ¢ MeauKaMEHTO3HOW Tepanuend u
du3nueckoit aKTHBHU3alMen MIPOBOJIUTH HEMETUKAaMEHTO3HYIO KIIMHUKO-
NICUXOJIOTHUECKYIO aJanTaluio, HEeWPONCHXOJOIMUYECKYI0 peadMIINTalui0, B CBS3U C
Pa3NIMYHBIMH ~ TICHXOJIOTUYECKMMH  HApYIICHWSIMH:  TPEBOXXHOCTBIO,  BHYTPEHHEU
HaINPSHKEHHOCTHIO, Pa3IpakKUTEIBHOCTHIO, CKIIOHHOCTBIO K yXOAy B 00Je3Hb, 0OMIEM
kano0 Ha oOmiee cocrosiue [71].

YpoBenb  yOenureabHocTH  pekoMeHaauuii C  (YypoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

Kommenrapuu:  Krunuxo-ncuxonoeuveckas — aoanmayus,  HeUpONCUXOJIO02UYECKAas
peabunumayus 6Ka0YAen pasvAcHUmenIbHvle b6eceobl ¢ Yeavlo PopMUpPosanus y nayueHma u e2o
POOCMBEHHUKO8 A0EKBAMHbIX NPeOCmagieHull 0 60ne3Hu U Nymax uzbaeieHuss om Hee U ee
nocieo0cmsuil, 0 HeoOX00UMOCMU COOMBEMCMBYIOWe20 00paA3a HCU3HU, M. e. percuma mpyod,

omowvixa U NUMAaHUsl, HeKOMoPvIX NPUBbIYEK KaK axkmopos pucka ocrodichenutt MI13. Knunuxo-



ncuxojiocudecka a()anmauu}z, HeﬁPOI/ICMXOJZOZulleCKaﬂ pea6wzumab;uﬂ He MeHee B6dIHCHA, YeMm
MeauKaMeHmOS’Ha}Z, maxKk KaxKk y nayuenmoe 4acnio ommeudaromcs cmpax cmepmu, CHUMNCEeHUe

Hacmpoerus, mpeeoca, Hapyuernue CHa.

5. IIpodpunakTuka U AUCNIAHCEPHOEe HADOII0IeHrEe, MeIUIIUHCKHE
NMOKA3aHMS U MPOTUBONOKA3AHUA K IPUMEHEHHUIO METO/10B

NnpoPUIAKTUKHA
Tax xkax mouHble dmuosocuyeckue npu4uUHbl MII3 ne U3eeCcmmubsl, He cyujecmeyent KaKoco-

JUOO U38ECMHO20 CNOCODA HAOENHCHOU NPOPUIAKIUKLL.
Hayuenmovr ¢ MII3 Hyscoaromes 8 noCMOSHHOM OUHAMUYECKOM HAOI00eHUU y 6paya-
eemamoinoea 6 meueHue écell scusnu. Yacmoma nabnodenus sapvupyemcesi om 1 — 0o 3-4 pasz @

200.

5.1 IlpodmiakTuka W JUCHAHCEPHOE HAOJIOAeHHEe MAUUEHTOB C

MCTUHHON MOJHUIUTEMHUEH

e PexoMeHayeTcsl MPOBOJIUTH PETYISPHBINA KOHTPOJIb KIMHUYECKOTO CTaTyca MallueHTOB C
OILICHKOM CUMIITOMOB OMYXOJI€BOM HHTOKCcHKaIK 1o onpocHuky MITH10, naGopaTtopHsiii
KOHTPOJIb, HHCTPYMEHTaIbHOE 00cnenoBanue Bcex nanueHtoB ¢ MII ans onpenenenus
nanpHene Taktuku BeAaeHus nanuentoB (IIpunoxkenne I'12) [10, 14, 63].

YpoBeHb  y0eauteabHOCTH  pexkomenHgamuii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

5.2 IlpopuiakTuka U JUCHAHCEPHOEe HAOJIOJeHHEe MAIMEHTOB C 3CCEHUMATbHON
TpoMOouMTEMH e
e PexoMeHnayercsi IpOBOAUTH PETYISPHBIA KOHTPOJb KIMHUYECKOTO CTaTyca ¢ OLEHKON
CHUMIITOMOB OIyXOJIEBOM MHTOKcHKanuu 1o omnpocHuky MIIH10, naGopatopHblit
KOHTPOJIb, HHCTPYMEHTaJbHOE oOcienoBanue Bcex mauueHToB ¢ DT ans onpeneneHus
nanpHenei Taktuku BeaeHus nauentoB ([Ipunoxenne 1'12) [10, 14, 63].
YpoBens  yOenutTeabHocTH — pexkoMenaamuii C  (YypoBeHb  JI0CTOBEPHOCTH

JI0KA3aTeJbCTB — 5)

5.3 IlpodunakTuka W JAUCHAHCEPHOE HAOJIOJeHHE NALUEHTOB C MEePBUYHBLIM
Mues0(pudpozom
e PexoMeHayercsi IPOBOAUTH PETYISPHBIA KOHTPOJb KIMHUYECKOTO CTaTyca ¢ OLEHKON
CUMITOMOB ONYyXOJeBOM MHTOKCMKanuu 1o omnpocHuky MPN-10, naGoparopHblit
KOHTPOJIb, MHCTPYMEHTAIILHOE 00CliefloBaHNe BeexX manueHToB ¢ [IM® s onpenenenus

nanpHekmei Taktuky Benenus manueHtoB ([Ipunoxenne I'12) [10, 14, 63].



YpoBenb  yOenurteqabHocTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

6. Opranusanus OKa3aHus MeIUIMHCKON MOMOUIH
Bonvwuncmeo nayuenmos ¢ MII13 mocym nonyuamo neuenue ambyiamopHo, OHU He

HnyCOCl}OI’I’lel 6 cocnumaausayuu onst 06CJZ€OO€0H1/I}Z, YMOYHERUA ouazsnoza u KOHC@demu@HOIZ

mepanuu 6 1e4eOHbIX 003aX.

IMoxazanusa aJg NJIAHOBO rOCIIUTAJIN3AIUHN

OOcnenoBaHrue MAIMEHTOB C BBICOKMM PHCKOM T'€MOPpPAaruMyecKux OCJIOKHEHUU Mpu
MPOBEICHNUN UHBA3UBHBIX MaHUMYJISIIMIA;

[TonGop MHAUBHUIYATEHOM TO3UPOBKH TaPreTHOM JIEKapCTBEHHON TEpaIlnu;
AHeMUYecKuil CHHJIPOM IIPU TSKEJION aHEMUU C IIeJIbI0 TeMO03aMeCTUTEIbHON TepaIlnu;
Xupypruueckoe sedeHue MII3 (crmieHAKTOMHS, HAJNOKEHUE MOPTOKABAJIHLHOTO
aHaCTOMO3a, YH/IOCKOITUYECKOE JIUTUPOBAHNE BAPUKO3HBIX PACIIUPEHUN MTUIIEBOA);
Oc0XHEHHs OT IPOBOJIMMOM TEpAIUH;

Koppekiius Tepanuu npu pa3BUTHH OCIOXHEHUH 3a00sieBaHus (KPOBOTEUEHHE, TPOMOO3,
CEpO3uT);

Hanuuue oTaromaronux coOCTOsHUE MalMeHTa COMYTCTBYIONINX 3a00JIeBaHUL;
Koppekuus npoBoauMoii Tepanuu (o00p J03UPOBKHU KaK CTaHAAPTHBIX IPENapaToB, Tak
Y TapreTHBIX MpernapaToB), CMEHA MPOBOJAUMOTO MEIUKAMEHTO3HOTO JICUCHHS;

[TonroroBka u npoeaenue amio - TI'CK.

IToka3zanus aisa 3KCTpeHHO]71 rocnurajan3anmm:

NudapkT cenezenku;

AHeMU4ecKuil CHHJIPOM, HEYTOUHEHHBII;

I'emonutnueckas aHeMus (FEMOJIUTHUYECKUI KpU3);

I'emopparuueckuii cuaapom -1V crenenu;

[nybokas TpomGomuTonenus He 6onee 20x10%1 mnpu HaTMYME  BEIPAKEHHOTO
reMopparu4eckoro CHHAPOMAa B aHAMHE3E;

OcTperit TpoM003;

biactHblll KpHU3.

IToka3zaHus K BbINHMCKE MallHEHTA U3 crapuoHapa:

YcranopieHue quarHos3a IIpU OTCYTCTBHUU MOKa3aHMUH K TCpaIunu;
OHpCIlCJ'ICHa CXEMa JICUCHUS,

KymupoBanue ocinoxHeHUH 3a00IeBaHUS.



7. JonoHuTe1bHASA HH(POpMaLuA (B TOM YHc/Ie (PAKTOPbI, BJUSIOLINE

Ha UCXO0 3a00J1eBaHNs I COCTOHHI/IH)

JleueOHbIE MOAXOAbI MNP XHPYPIrUIECCKUX BMEIIATEJIbBCTBAX

Y mnanuentoB ¢ MII3 BBICOKMIT pPHCK KaK TPOMOOTHYECKHX OCJIOKHEHHH, TaK |

KpOBOTEUEHHMsI BO BpeMsl XUpyprudeckux onepauuii. [lepen nianoBoi onepanueit 1einecoo0pa3Ho

Ha3HAuYeHHUE JICKApCTBEHHBIX MpEnapaToB Ui HOPMAJIM3allMKM YHCIA KIETOK MepudeprudecKkoit

KpoBH. Y Bcex mauueHtoB ¢ MII3 mpu mpoBeneHUM IIAHOBBIX ONEPATHBHBIX BMEIIATEIbCTB

HeoOXoMa OTMEHA HalleTUIICATUIIMIIOBON KUCIOTHI**, #Konmuuorpena** u Bcex mpemnaparoB

JUIA JICHCHU A MII3 B COOTBETCTBUH C (I)apMaKOKHHeTHKOﬁ JICKaApCTBCHHOI'O CPCACTBA.

B ciywae pa3BUTHS OCTCIIEHOKTOMHMYECKOTO TPOMOOLIMTO3a PEKOMEH/I0BAHO
Ha3HAYCHHE TUIPOKCHKapOaMuma** uimu #anarpenuaa™*, mpopriakTHIecKoe BBEIACHHE
AHTUTPOMOOTHYECKHX CpPEICTB, HAa3HAUYCHHE HaICTUIICAUIIMIOBONH KHCIOTBI**, dYTO
JIOCTOBEPHO COKpAIlaeT YHUCIIO MTOCTONEPAllMOHHBIX OciokHeHu [13, 29, 57, 58].

YpoBenb  yoOeautenbHocTH  pexkomengamuii C  (ypoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Ilocxe onepan pCKOMEHAYCTCA BCEM IMAILITUCHTAM C Ph'HeFaTI/IBHBIMI/I MH?) IIPpOBCACHUC
HpO(l)I/IJ'IaKTI/IKI/I Tp0M6006pa3OBaHI/IH C CXKCIHCBHBIM KOHTPOJIEM YPOBHHA TpOM6OI_[I/ITOB
[13, 29, 57, 58].

YpoBeHb  yOeautedbHocTH  pexkoMeHaanmii C  (YypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

TpomoOoremopparnyeckue 0CJI0KHEHHS U UX JieyeHHe y nanuentos MII3

TpOM603H, Tp0M603M6OJ'II/II/I U KPOBOTCHUCHUSA ABJIAIOTCA HanOojee THUIINYHBIMH

ocnoxHeHussMu MII3. TpomOoTHYeckHe OCTONKHEHUS:

UHCYJIBT / TPAaH3UTOPHBIEC UIIEMUYECKUE aTaKU;
OKKJTIO3UH apTepyH WIH BEH CETUATKH;
HapyIICHUS TPOXOIMMOCTH KOPOHAPHBIX apTepuil;
TPOMO03MOOIHS JIETOUHOM apTepuu;

TpoMO03 TIEeUeHOYHOH U BOPOTHOH BEHBI,
TpOMOO03 TTTyOOKUX BEH;

SPUTPOMENAITHUSL.



dakTopsl prcKa (CBS3aHHBIC C MAIIMEHTOM): Bo3pacT >60 JeT; MOBBIIIEHHAs Macca
TENa; CEepACYHO-COCYIUCThIE (aKTOpPBl puUCKa (KypeHHe, apTepuaibHas TUIIEPTEH3Us,
THIIEPXOJIECTEPUHEMUS ); HATTMUUE TpoMOoduinyeckux (pakTopoB prcka (myraruu JleineH B

reHe ¢aktopa V, B TeHe MpoTpoMOrHa, aHTU(HOCHONUITHIHBIC aHTUTENA).

Hanwuue omuoro wim 6osee coOCyauCThIX (PaKTOPOB pHcKa (KypeHHE, apTepUaTbHAS
TUIEPTEH3Us, THUIIEPXOJIECTEPUHEMHUS, CaxapHbIi  1uaberT) yBEJIMYMBAE€T  YacTOTY
apTepHalibHbIX TpoMO030B. Hanbosee 3HaunMbIM (aKTOpPOM, OCOOEHHO Y JKEHIINH, OKa3aJICs

daxTop kypenus [13].

NwmeroTcst Tarkke (akTopbl pucka, 6osnee crneuuduunsie aas MII3: TpomOo3bl B
aHaMHe3€, YHCIIO TPOMOOIIUTOB 1500X109/J'I, onoxumuueckue U (QYHKIUOHAIBHBIC
HapyIeHus TPOMOOIIMTOB, MOBBIIIEHNE KOJIUYECTBA JIGUKOIIMTOB U UX AKTUBALIMS, HATMIME

JAK2V617F unu qpyroro Mapkepa KIOHAJTbHOCTH.

[Ipodunaktruka TpoMO600Opa30BaHUs ¢ TOMOIIbIO Ha3HAUEHHUS #alleTUIICATUIIIIOBOM

KUCIOTHI ™ *, mokazana Bcem nanueraTam ¢ MII3 [13].

KpoBoTeuenust ObIBaIOT MpH JHOOOM YpOBHE TPOMOOIIMTOB, HO OCOOEHHO 4acTo - MpHU
TpomGonuTo3e (KonmdecTBo TpombGomutoB >1500-2000x10%m). Ilpuem HIIBII, B mepsyio
ouepelb #aleTUICAIMIUIOBON KHUCIOTBI*%*, MOBBIIIAET PUCK KpoBoTeueHui. IIpnoOpeTeHHbIi
cugapom ¢oH Buinebpanna - Hewactoe ocnoxkHeHue MII3. XapakTepHbl BbIpaKEHHBIN
TPOMOOLINTO3, HOPMAJIbHOE WJM Y/UIMHEHHOE BpEMsi KpPOBOTEUEHMs, HOPMaJbHBIH YpPOBEHb
antureHoB ¢akropa VIII u ¢akropa ¢don BuineOpanga npu CHUXKEHHOM pPUCTOLETHH-
KO(aKTOPHOH aKTUBHOCTH, CHH)KEHUE CITOCOOHOCTH TPOMOOITUTOB K CBSI3BIBAHUIO C KOJIJIATCHOM.
Kpome TOro, B KpoBH YMEHBIIAETCS KOJUYECTBO BHICOKOMOJIEKYJISIPHBIX OJIUTOMEPOB (pakTopa
¢bon Bunnebpana BIIIOTh 0 UCUE3HOBEHUS, YTO MOKHO OITMOOYHO NMPUHSTH 32 Il T 6one3nu
¢on Bumiebpanna. Jlepuut BBICOKOMOJIEKYISPHBIX OIMroMepoB ¢axktopa pon Bunnedpanaa -
OCHOBHas NMPUYMHA KPOBOTOUMBOCTHU, IPUYEM YEM BBIIIEC YPOBEHb TPOMOOLIMTOB, TEM MEHBIIIE B
KPOBH BBICOKOMOJIEKYJIIPHBIX OJJUTOMEPOB U TEM BBIIIE€ PUCK KPOBOTECUEHUH.

[Ipenmonaraercs, 4yTo Ha3HAUEHHWE TEpaluM M CHIXKEHUS YPOBHS TPOMOOIIMTOB,
YMEHBIIAIOT PUCKH pa3BUTUs TpomOo30B mpu MII3. IlpuBnekarenbHON HepcreKTHBON s
YMEHBIIEHUS pUCKa TPOMOO30B SBJISIETCS] IPUMEHEHUE PYKCONMTHHUOA**. B 1BYX MpOBeAEHHBIX
kinandeckux uccaenopanusx (COMFORT-I u COMFORT-II) pykconmuTHHHO** 3HAYMMO
CHI)XKaJl YPOBHHU JIEMKOLIUTOB M TPOMOOILIUTOB, C OJHOBPEMEHHBIM YMEPEHHBIM CHUKEHHEM

ayutenbHOM Harpy3ku JAK2V617F [56, 72].



Bropuunas mnpodunaktuka (mocie yke CIy4YuBIIErocs TpoM003a) CBOIUTCS K

HOpMaJIn3aluu nokasareiei KpOBH, MoKa3aTelieil CUCTEMBI CBCPTbIBAHHA KPOBU W HA3HAYCHHIO

BappapuHa*™™* wim #puapokcabana*™* wnm #HaHApomapuHa KanbUus™* winm #dHOKcamapuHa

HaTpUA™* WM #panTenapuHa HaTPUS** MOJ KOHTPOJIEM CBEPTHIBAIOLIEH CHCTEMBI U JIEYCHHE

OCHOBHOI'O 3a00JIEBAHHA.

MuesonposindepaTuBHbie 3200/1eBAHUS U 0€PEeMEHHOCTD

bepemennsie nanuenTku ¢ MII3 nomkHbl HAOIIOAATHCS U MPOXOIUTH POAOPa3pELICHUE B

HOCHTpAax C OIBbITOM BCIACHHUA 6€p€MeHHOCTI/I Y NagueHTOB C 3a00JIeBaHUSMH CHCTEMBI KpOBU B

TCCHOM COTPYAHHUYCCTBC aKYIICPOB-TUHCKOJIOT'aMU € IréMaToJIOraMHu. TepaHeBTI/I‘-IeCKI/IC noAXOJbI

IIpu MII3 n 6CpeMCHHOCTI/I 3aBUCAT OT CTATyCa 0one3Hu MNalUCHTOK U aKYHICPCKOI'O0 aHaMHE3a.

Ecnu npucyrcTByeT 0001 U3 HUKETepEUUCICHHBIX (PaKTOPOB, OEPEMEHHOCTh UMEET BBICOKHIA

PHUCK OCJIO)KHEHUH y MaTepU U y II0Ja:

NPEIIECTBYIONIMI BEHO3HBIN UM apTepHaIbHBIA TPOMOO3 Y MaTepH;
MPEAIIECTBYIONINE KPOBOTEUCHUS IO MPUYUHE OCHOBHOTO 3a0oseBanus (MII3);
OCIIO)KHEHHUS TIPEIIICCTBYIOMICH OCpPEeMEHHOCTH, KOTOPBIE MOIVIM OBITh BBI3BAHBI
OCHOBHEIM 3a00JICBaHHEM;

KPOBOTEUCHHSI JIO U MOCIIE POJIOB;

TsDKEIAst TPEIKIIAMIICHS;

UIMONIATHYECKOE HEBBIHAIIIMBAHUE OEPEMEHHOCTH B IIEPBOM TpuUMecTpe (>3);
3a/iepiKKa pocTa Ioja;

BHYTPUYTPOOHAs: CMEPTh WJIM MEPTBOPOXKACHHUE (ITPH OTCYTCTBUH JIPYTOM MPUUUHBI);
OTCJIO¥KA IIAIlCHTEL,

runeprpombormTos Gomee 1000 x 109/

AnroputMm o0cneoBaHusI BO BpeMsi OEpEeMEHHOCTH MPETyCMaTPUBAET:

JUHAMUYECKUH KOHTPOJIb MOKa3arenel nepudepuyeckoil KpoBU ¢ UCCIIeIOBAaHUEM YHCIIa
TPOMOOIIMTOB, HX (YHKIHMOHAIBFHOW AaKTHUBHOCTH, COCTOSHHUS IIJIa3MEHHOTO 3BEHA
reMocrasa, a TakkKe MCCIEA0BaHNE COAEpKaHUS MapKEpOB BHYTPHCOCYIUCTOIO
CBEPTHIBAHUS KaXKIble 2 HEEINH;

UCKIIIOYeHHEe  aHTU(OCHONUMUIHOTO  CHUHApoMa  (BOJYAHOYHBIA  KOAryJsIHT,
AQHTUKapAHUOJIMIIMHOBBIE AHTHUTENA), a TakXKe MCCIeJOBaHUEe MYTallUd TEeHOB,
COTIPSKEHHBIX C HACJIEICTBEHHOW TpoMOoMiInel, ypoBHS rOMOLMCTENHA (€CTTU JaHHbIE
UCCIIeIOBaHMs He ObLTH MPOBEJCHBI 10 OEPEMEHHOCTH);

V3U nnaneHTsl U 11012 ABYKPATHO B KaXIOM TPUMECTPE;



JOTITUIEPOMETPHS ¢ UCCIIEIOBaHUEM (DETOIIaIEeHTAPHOTO U MATOYHO-TIIAIEHTAPHOTO U
KPOBOTOKA B CpEJIHEN MO3TOBOM apTepHH I10/1a ¢ 22-i HEJeIu, KaKable 4 Heaenu;
Kapauotokorpadus mwiona ¢ 33 venenu (B 33, 36, 38 Henenn).

B neuyennn mnammentok ¢ MII3 Bo BpeMs OepeMEHHOCTH OTMEYAeTCs TaKTHKA,

HaNpaBlieHHAs Ha MPOQMIAKTHKY COCYIUCTBIX OCIOXHEHHH M O00prOy ¢ TpomOommTo3oMm. B

HACTOAIICC BpEMA HNPUMCHCHHC HC IMPOHUKAOMHUX YCPE3 IUIACHTY U HC 06JI&I[3.IOH_II/IX

TEPATOICHHBIM 3(1)(1)CKTOM JICKAPCTBCHHEBIX CPEACTB ITO3BOJINJIO 3HAYUTEIIbHO YIIYUIINTE KA4C€CTBO

JKU3HU, IIPOrHO3 MW HCXO0A HdaHHBIX 3360J’ICBaHI/II71, a TaK)Xe CIocoOCTBOBAJIO COXpPaHCHHUIO

6epeM€HHOCTI/I U CHMDKCHHUIO YaCTOTHI OCIOKHEHUI Y NaUCHTOK.

TepaneBtuueckue Bo3moxxkHocTu ipu MII3 Bo Bpemsi OepeMEHHOCTH BKIIIOYAIOT:

npodUIaKTHIECKOe aHTUTPOMOOTHYECKOE JICUCHHE;

KpoBomnyckanus npu UlI;

#untepdepoHn anbda**, #usruarepdepon anbda-2a**, #rdruatepdepon anbha-26**;
KOPPEKIHIO JePHUIIMTHBIX COCTOSHUH (Tperaparbl jKelie3a W BUTAMHHBI TPymmbl B
(mupuaoKCHH™ *, IMaHOKOOaIaMUH™**, osrueBast KHCI0Ta**).

YpoBeHb TeMaToOKpUTa HEOOXOIUMO MOAJEPKUBATh B HOPMAIIBHBIX Mpeenax,
COOTBETCTBYIOIIUX OepeMeHHOCTH. [lOBbIIIEHHBI 00BEM IUIa3Mbl 4acTO MPUBOAMUT K
YMEHBIIIEHUI0 TeMaTOKpUTa U TPOMOOIIUTOB, BO BTOPOM TPHUMECTPE, YUCIO KOTOPBIX
BHOBB ITOBBIIIACTCS B IMOCIEPOJOBOM IEPHOJIC, CO3/1aBasi MOBBIIICHUNA PUCK Pa3BHTHS
TPOMOO30B B TIEPBBIC MIECTh HEAETh MOCIE POJAOB. TEeCHBI MOHUTOPUHT YHCIA KICTOK
nepudeprudeckoii KpoBH BakeH B JTOT mepuon. Jlns HCKIIOYEHHS TEepaTOTeHHBIX
addekToB, THApOKCHKapOamMua** wnm #Hanarpenua** JOMKHBI OBITH MOCTENEHHO
OTMEHEHHI 32 3 MecsIIa J0 3a4aThsl, TO e MprueMiIeMo | Jutst oTioB. [Ipu HeoOxomumocTr

MIPOJIOJDKUTH TEPAIHI0 BO3MOXKHO Ha3HaueHHe #uHTepdepona ambda™*.

OcHoBHoO# mpemnapat s jgedeHuss MII3 Bo Bpems OepeMeHHOCTH, IEHCTBUE KOTOPOTO

HAIpaBJIEHO Ha CHU)KEHME 4YHcia TPOMOOILUTOB - 3TO #UHTeppepoH anbpa**, Ge3omacHblil BO

BpEMs 6CpeMCHHOCTI/I. AHFOpI/ITM Ha3HAYCHUS COCTOUT B CIICAYIOIICM:

npu TpombormTose Gomnee 600x10%m #unTepdepon anbdha** BBoauTCA B 103¢ 3 MitH ME
B JIeHb (WJIM Yepe3 JIeHb), TO3BOJISAIOINICH MOAIEPKUBATh YUCIO TPOMOOIIMTOB Ha YPOBHE
200-300x10%/x;

npu TpombornuTose Gonee 400x10%/1, BBeeHne #uHTEphEpoHa anbda** mpogomkaercs,
€CJIM 3TO JICYECHUE IMPOBOAMIOCH €Ile 10 OCpEeMEHHOCTH W/HMIIU CYIIECTBYET BBICOKHI

TPOMOOTEHHBIN PUCK.



[IpuMeHeHne #HaleTWICATUIIUIOBON KHCIOTHI** B HH3KHX J03aX 0€30MacHO W
HeoOxoaumo mpu 6epemeHHOocTH. COrnacHo pa3padOTaHHOMY AITOPUTMY, Bee KeHIuHbI ¢ MIT3
BO BpeMsi OEpEMEHHOCTH JJOJDKHBI MONy4aTh #aleTHICATNIMIOBYIO KUCIOTY** B mo3e 50-100 mr
B CYTKU B TeueHue Bceit OepeMenHocTu. [Ipu miianupoBanuu 0epeMeHHOCTH HYKHO HauaTh [IPHEM
#HaleTUIICATULIUIIOBON KUCIOTHI** 110 3auaTus /Ui 00JIerdYeHHsl HOTHOLIEHHON UPKYJISIUU KPOBU
B IUTAIICHTE U MIPUEM BUTAMHHOB Ipymiibl B.

Ecim y wmarepy wnM mjoga €cTb PUCK  OCIIOKHEHMH, CIeIyeT Ha3HauyaTh
npoduIaKkTHYecKue 10361 (Ipu Macce Tena 6epemenHbix 50-90 kr) #Haaponapud Kamsius** 0,3
Mia 1 pa3 B cytku, #3Hokcanapun Hatpus** 40 mr (0,4mi) 1 pa3 B CyTKH) Win #nanTenapuH
HaTpus™* mo 5000 ME 2 pasa B cyTku B Te4eHHE BCel OCPEMEHHOCTH M B TCUCHHUE IIIECTH HEJICIb
nocinie pojoB. IIpu macce 6epemenHbIx MeHee S0 KI 103bl YMEHBIIAIOTCS B [[Ba pasa, IpU Macce
Tena 6osee 90 KT UCTIONB3YIOTCS JIBOMHBIE 1036l COOTBETCTBEHHO. B citydae pa3BuTus TpoM0030B
UCIOJNIB3YIOT JIeYeOHbIE 03bl #HAHApONapuHa KaJbIUsS** WM #PHOKcanmapuHa HATpUs™™* uam
#nantenmapuHa HaTpus**, KoTopble B JBa pasza Oonbine npoduiakrnyeckux. [loMmumMo 3Toro,
MOKA3aHUSMHU JIJIsl MIPOBEJCHUS Tepanvy #HAHIPONMAPHHOM KaIbLIUS™* WM #IHOKCATapUHOM
HATpUA™* WM #HanTenapuHOM HATpHUS** SBISIOTCS: THUIEPKOATYISIHS, HE XapakTepHas Ui
OTIpEICIEHHOT0 cpoka OEpPEeMEHHOCTH, MPU3HAKU aKTUBAIMU BHYTPHCOCYIUCTOTO CBEPTHIBAHUS
KpPOBH, a TaKXKe€ HAJIMYME JOMOJIHUTEIBHBIX (PAKTOPOB TPOMOO(PHMIINN BEICOKOTO PHUCKA.

[Tepen pomopaspemienueM Bcem OepemeHHbIM ¢ MII3 mpoBoguTcs mpoduIakTUKa

TpOM6OFeMOppaFI/ILIeCKI/IX OCHOX(HCHHﬁ, BKJIIOYaromias:

e qpueM HalETWICATUIIMIOBOM KHUCIOTHI™* mpekpamaercs 3a 2 HEAeNIH 0
pOJOpa3pelIeHnsT B CBSI3M C BBICOKMM pPHCKOM TE€MaTOM SIHUAYPaJIbHOTO
MIPOCTPAHCTBA;

® HOILIEHHE MEIUIMHCKOIO KOMIIPECCHOHHOTO Oellbsi IIPU POIOpa3PELICHUH;

® PETrHOHAPHYIO aHAIBIE3HIO (B POJAX IO KEIAHHUIO KEHIIMHBI) UM aHECTE3HI0 (BO
BpeMs KecapeBa ceueHHs1), KOTOpbIe MPOBOJAATCSA HE paHee ueM uepe3 12 9 mocine
MoCJIeTHEeH TPO(PHITAKTHIECKOM JT03bI M HE PaHee YeM uepe3 24 4 1mocJe MmociaeTHen
Je4yeOHOM 103l aHTUTPOMOOTHYECKUX CPEJICTB;

® [IpU IUIAHOBOM KECapeBOM CEUEHUHU BBEACHUE H#HAHJApONapuHa KaIbLUS** uiu
#HOKcamapuHa HaTpua™™* uinm #nanrenapuHa HaTpus™** B nmpoduIaKTHUECKUX
7103ax ImpeKpalaercs 3a 24 4 10 1 BO300HOBIIsETCS uepes3 3 4 Mocie ero OKOHYaHUs
(wm yepes 4 4 mociie yaalieHusl SIHIYPATbHOTO KaTeTepa).

TakTuka BCACHUA MTOCICPOAOBOTO MEPHUOAA 3aAKITIOYACTCA B CIICAYIOIICM:

® HOIICHHWE MEIUIIMHCKOTO KOMITPECCHOHHOTO O€Jbsi B T€UEHUE 6 HEeIeb MOCIE POJIOB;



e Bce nanueHTku ¢ MII3 ¢ HOpMalbHBIM U OBBIIIIEHHBIM YPOBHEM TPOMOOLIUTOB JOKHBI

MoJTy4aTh #aleTUIICATUITUIOBYIO KUCIOTY ™™ B 03¢ 50-100 mr/cyT;

e BBeJeHUE #uHTEepdepoHa anbpa** mpomopKaeTcs, eciiu 3TO JeUSHHE MPOBOAMIOCH BO

BpeMsi OepeMEHHOCTH U/WIIK CYHIECTBOBAJl BEICOKHIM TPOMOOTEHHBIN PHCK;

® [IpU HAJIMYUU JIOTIOJIHUTEIBHBIX (PaKTOPOB TPOMOO(HINY 1/UIIH BBICOKOM TPOMOOT€HHOM
pHCKE POBEACHUE aHTUKOATYJIIHTHOM Tepanuy B MPOPHIAKTUYECKUX 103aX B TEYCHUE 6
HEeJeNb MOCIePOI0BOTO MEPHO/IA;

® TIpyIHOE BCKapMJIMBAaHHE BO3MOXKHO IPH TPOBEICHUM AHTHKOATYJISHTHOW TEpaIuH,

#unrepdepona anpda**, HO NPOTHBONOKA3AHO NpPU TMPHEME TUAPOKCHKapOaMuma™*,

#anarpemuga™*.

D¢ PexTUBHOCTD JIeYeHHsI TOJITBEPKIACTCSI COXPAHEHHWEM KIMHUKO-TE€MAaTOJIOTHYeCKON
pemuccuu  3a00JeBaHUs, KOTOpas OIpPENENseTCs MaHHBIMA OOBEKTHBHOTO OOCII€IOBaHMUS,
nokasareneil nepudepudeckord kpou, Y3U opraHoB OprONIHON MOJIOCTH (pa3Mepbl MEUEHU H
CEJIC3CHKH ).

[Ipu agexBaTHO 1MOAOOPAHHOM JICUEHUU BO3MOXKHBI HOPMAJIbHOE Pa3BUTHE OEPEMEHHOCTH
U Te4eHue poaoB. bepeMeHHOCTh HE BIUSET HA TedeHHe 3a0ojeBaHus. DU3HUECKOE Pa3BUTHE
JIeTeH, 4aCcTOTa BPOXKJICHHON M MPUOOPETEHHOM MATOJIOTMH HOBOPOXKICHHBIX Y *KeHiuH ¢ MI13

HE OTJIMYAIOTCS OT aHAJIOTUYHBIX TTOKa3aTeiel B 00mmei nmomyssun [73].

Kpurepuu olleHKH Ka4yecTBa MeTUIMHCKON MOMOIIH

YpoBeHb YpoBeHb
Kpurepun kauectBa TTOCTOBEPHOCTH [yO€AUTENbHOCTH
TOKA3aTeNIbCTB  [PEKOMEH AN

BrimoaHeH o0l (KITHHUYECKUN ) aHATTN3 KPOBU
pa3BEepHYTHIN (ITPH YCTAHOBIECHUH UATHO3a UJIH MPU 5 C
YCTAHOBJICHHOM JTHAarHO3€)

BrInoTHEH aHamu3 KPOBH OMOXUMUYECKUI
obmerepaneBTHueckuii (ModeBas kuciota, JI/{[', CPB,
Mmokazarenu (MIPU YCTAHOBJICHUH JUArHO3a WIH MIPH
YCTAHOBJICHHOM JIHAarHO3¢)

BBIOJIHEHO HUCCIIEN0BAHME YPOBHSI SPUTPOIIOITHHA KPOBH
(MpH YCTaHOBJICHUH THArHO3a HCTHHOM MOJTHUIIUTEMHIH,
WK B CJTyYae aHEMUU [P YCTAHOBIIEHUH JHATHO3a 5 C
DCCEHIUAIBHON TPOMOOIIMTEMUHN U TIEPBUYHOTO
MuenodGuoposa)

BBINIOJIHEHO YJIBTPa3BYKOBOE UCCIIE0BAHUS OPraHOB
OPIOIITHOM MOJ0CTH (TTPH YCTAHOBJIECHUH JUArHO3a WIN TIPU 5 C
YCTAaHOBJICHHOM JTHAarHO3€)




BrinoaHeHO MaToI0roaHaTOMUYECKOE UCCIIEOBAaHUE
OHOICUIHOTO (OTIEPAllMOHHOI0) MaTepralia KOCTHOT'O
MO3Tra C IPUMEHEHUEM UMMYHOTUCTOXUMHUYECKUX
METOJI0B (IIPU YCTAHOBJICHUU IUarHO3a)

BBIMTOTHEHO MOJIEKYJIIPHO-TEHETUYECKOE UCCIIEJOBAaHHE
KpoBU Ha Hanmnuue mytanun JAK2V617F (mpu
YCTaHOBJICHUH JIMarHO3a)

BEINOIHEHO MOJIEKYIISIPHO-TEHETUYECKOE HCCIIEJOBAHNE
KpOBU Ha HaJIM4KMe MyTaluid B 9k30He 12 rena JAK2 (mpu
YCTaHOBJICHUH TUArHO3a UCTHHON TOJUIIUTEMHH, B CITy4ae
orcyrcTBus myTtanun JAK2V617F)

BEINOIHEHO MOJIEKYIISIPHO-TEHETUYECKOE HCCIIEJOBAHNE
KpoBH Ha Hannuue myTtanui renax CALR, MPL (mipu
YCTAHOBJICHUH JMAarHO3a ACCEHIIMATLHONW TPOMOOLIMTEMUN
U IIEPBUYHOTO MUEIOPHOPO3a, B CIIy4ae OTCYTCTBUS
myTanuu JAK2V617F)

[IpoBeneHa nuTOpeIyKTUBHAS Tepanus (Ipy HAINYUU
KJIMHUYECKHX MOKa3aHuil)
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Ipuno:xkenue Al. CocraB padoyeii rpynnsl o pa3padorke u

HepeCMOpr KINHNYCCKHUX peKOMeHI[aIIHﬁ
Menuksa AHauT JIGBOHOBHA, JOKTOpP MEIUIIMHCKMX HAyK, 3aBEAYIOIIAs OTACICHHEM

cranmaprtu3auu  MerogoB  JjeyeHus DPI'BY  «HauuoHanbHbld  MEIULIMHCKHUI
UCCJIEIOBATENbCKUN  LeHTp remaroiorum» M3 PO, wunen HanuonansHoro
reMaToJI0rH4eckoro o0iecTna.

Cyb6opieBa Wpuna HukonaeHa, KaHAuaT MEIULUHCKUX HayK,
CTapUIMi HAYYHBIA COTPYIHUK OTHEIEHUS CTaHAApTU3aluu MeTonoB jedueHus PI'BY
«HanmonanbHbIN MEIUITMHCKUN HCCIIe0BaTEeIbCKUN LIEHTP reMaTOJIOTHN»
MunucrepcTBa 31paBooxpanenus Poccun

KoBpuruna Amna MuxaiinoBHa, IOKTOp OHOJOTMYECKHX Hayk, mpodeccop Kaderpsl
narosiorndyeckoit anaromuu UTIK ®MBA P® A.M. Kospuruna, 3aBenyroiias oTeIeHUEM
narojorndyeckor anaromun PI'bY «HaumoHanbHbI MEIUIIMHCKUN HCCIIEIOBATEIbCKHI
HeHTp remMartonorun» MunzapaBa Poccun. Unen OOmepoccuiickoil o01ecTBeHHON
OpraHu3alu «Poccuiickoe 0011ecTBO M1aTOJIOTOAHATOMOB, Poccuiickoro
po(hecCHOHATBHOTO 00IIECTBA OHKOIEMATOJIOIOB.

IllyBaeB Bacunuii AHAaTONBEBUY, JOKTOP MEIUIMHCKUX HAYK, 3aBEAYIOIIUN KIMHHUKO-
JMAarHOCTUYECKUM OTJEJIEHUEM T'€MATOJIOTUA U XUMUOTEPAIIUU C JTHEBHBIM CTAllMOHAPOM
PocHUUI'T ®MBA Poccun (Cankr-IlerepOypr)

Mopo3zoBa Enena BianuciaBoBHa, kKaHAUAAT MEIUIIMHCKUX HAYK, PYKOBOJUTENb OTIEA
oHKoJyioruu, remaronorun u TtpaHcmantonornn HUM JIOT'uT um. P.M.I'opbGaueBoii
[ICTIGIMY um. U.I1.I1aBnoBa

Jlomana Enza lNanakTnonoBHa, KaH/IUJIaT MEIMLIUHCKUX HaYK,
BEIYLIMI HAYYHBIA COTPYIHUK OI'bY «HanumoHnanbHbIN MEIULIMHCKUI
UCCIeIoBaTeNbCKui  1eHTp uM. B. A. Anma3oBa» MuHucTepcTBa 31paBOOXpaHEHUS
Poccun

BaiikoB Bamum BaneHTHHOBUY, JOKTOp MEAMIIMHCKHX HAyK, Tpodeccop, 3aBeayIOUTHil
nabopatopueit maromopdosornn  HUWM  nmerckoit  oOHKOJIOTHMH, TEMaTOJOTUH U
TpaHcmanTogorud  uM. P. M. I'opbaueBoit  ®I'BOY BO  Cankr-IlerepOyprekuit
rOCYIapCTBEHHbIA MEIUIIMHCKUN yHUBepcuTeT uMm. akal. M. I1. [TaBnoBa Munucrepcrsa
3apaBooxpaneHus Poccun

Bunorpanosa Onbra FOpbeBHa, TOKTOp MEIUIIMHCKUX HayK, 3aBeayromias MOCKOBCKHM
reMaTOJIOTHYECKUM IIEHTPOM I'bVY3 l'oponckas KJIIMHUYEeCKas OOJILHHIIA

uM. C. I1. borkuna [lenapramenTa 3apaBooxpaHeHusi T. MockBbl, npodeccop Kadeaps
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17.

OHKOJIOTMHU, TIeMaTrojoruu Hu JydeBoil Tepanuu [ID Poccuiickoro HanuoHaIbHOTO
HCCIIEN0BATENBbCKOr0 MeMIMHCKOro yuusepcurera um. H. U. IIuporosa

3apunkuii Auapeit FOppeBuy, JOKTOp MEAUIIMHCKUX HayK, npodeccop, nupekrop ®PI'BY
«HanuoHaIbHBI ~ MEAUUMHCKAM HCCIIEIOBAaTeIbCKUIA 1IeHTp UuM. B. A. AnmMazoBay
MunucrepcTBa 3apaBooxpanenus Poccun

HNonoBa Tatbsina VBaHOBHA, IOKTOp OHOJOrMYecKMX Hayk, mnpodeccop, Kimnuka
BBICOKMX MeauiuHckux texHonorudt um. H.U. [uporoa, ®I'BOY BO «Cankrt-
[TerepOyprckuii rocyaapCTBEHHBIM YHUBEPCUTET

MaptbinkeBud Hpuna CrenaHoBHa, JOKTOp OHOJOTMYECKUX HAyK, PYKOBOJIUTEIb
nabopaTopuu MoJiekyssipHoit reHeTuku OI'BY «Poccuiickuii HaydHO-HCCIE0BATEIbCKUN
UHCTUTYT remarosnoruu u tpancysuonorun ®PMBA Poccun»

Mutnna TarbsgHa AnekceeBHa, IOKTOpP MEIUIMHCKUX HAyK, BEIyIIUH Hay4YHBIN
COTPYJIHUK, PYKOBOJUTENb OTACIICHUS KIMHUYECKOM I'éMaToJIOTMH W UMMYHOTEpaIluu
I'BY3 MO MockoBckHii 00JIaCTHON HayYHO-MCCIIEI0BATEIbCKII KITMHHYECKI HHCTUTYT
um. H. ®. Bnagumupckoro

[TocnenoBa TarbsHa MBaHOBHA, TOKTOpP MEAMLUMHCKUX HaykK, Ipodeccop, 3aBeryromas
Kadeapoil TepamuM, TreMaroJOTMM U TpaHC(hy3HONOruu (QakynbTeTa IOBBILICHUS
kBanpukauuu U nepenoArotropku  Bpauer DPI'BOY  BO  HoBocubupckuii
roCyJapCTBEHHBIN MEIUIIMHCKUN YHUBEpPCUTET MUHHCTEPCTBA 3/IpaBooxpaHenHus Poccun
CynapukoB AHapeit bopucoBuu, m0KTOp OMOJIOTMYECKMX HayK., Hpodeccop,
PYKOBOJUTENb J1abopatopuu MoJekyiasipHoi remaronorun PI'BY  «HanuonanbHbIi
MEIULINHCKUI HCCIIEN0BATEIbCKUI LIEHTP reMaTOJIOT U MuHnucrepcrsa
3apaBooxpanenust Poccun

Hlatoxun HOpuit BacunabeBuu, TOKTOp MEIUIMHCKUX HaykK, mpodeccop, 3aBenyromuit
kaenpoii remaronoruu u tpanchysuonorun OIIK u IMIIC GI'BOY BO «PoctoBckuit
rOCYJAapCTBEHHbI MEIWLIHMHCKUN YHUBEpCUTET» MHUHHCTEpCTBA 3/IPaBOOXPAHEHUS
Poccun

[IImakoB Poman ['eoprueBuu, JOKTOp MEAMIIMHCKHX Hayk, mpodeccop PAH, aupexrop
nHctutyta akymepctsa PI'BY  «HauuoHanbHbIE MEIMIMHCKUN HCCIIEI0BATENBCKUI
LEHTP aKyIIepCTBa, TMHEKOJOTHH U NEPUHATONIOrMM UMeHH akaaemuka B.W. KymakoBa»
MunncrepcTBa 31paBooxpanenus PO

Capuenko Banepuii I'puroppeBuu, akagemuk PAH, n0oktop MeAMIMHCKMX Hayk,
npodeccop, reHepanbHbli aupektop DPI'BY  «HamumoHanpHBIA — MEIUIIMHCKUN

MCCJIEIOBATENbCKUN IEHTP TeMaToornn» MuHucTepcTBa 31paBooxpanenus Poccun



KoH(pIUKT HHTEpecoB: aBTOPbl KJIMHUYECKUX PEKOMEHJAIMK CcooOmamnT 00

OTCYTCTBUU KOH(l)J'II/IKTOB HUHTCPECOB.

Ipunoxenue A2. MeTomos10rusi pa3padoTKu KINHAYECKHX

peKoMeHaaui
HeJIeBaﬂ AyJuTOopus JaHHBIX KIIMHUYCCKUX peKOMeH[[aIII/Iﬁ:

Bpauu — remarosoru
Bpauu — onkonorn
Bpauu — tepaneBThl

Bpauu — HeBposoru

o > w0 N

Bpauu — xapauonoru
6. Bpau-akymiep-ruHeKoIor.
Tadauua 1. [1Ikana omienku ypoBHe# noctoBepHocTH Aokazarenbets (Y /1) s meTonos

JUAarHOCTUKHU (I[I/IaFHOCTI/I‘IeCKI/IX BMGHIaTeJ'II)CTB)

YA Pacumdposka
1 Cucremarndeckue 0030pbl UCCIAEAOBAHUN C KOHTPOJIEM pedepEeHCHBIM METOJIOM HIIH

CUCTEMAaTUYEeCKUN 0030p paHIOMH3UPOBAHHBIX KIMHUYECKUX HCCIEIOBaHUM ¢
IIPUMEHEHHUEM METa-aHaau3a

2 OTI[GJ'IBHBIG HCCIICAOBaHUA C KOHTPOJIEM pe(l)epeHCHBIM MCTOAOM HJIM OTACIBHBIC
PaHAOMHU3UPOBAHHBIC KIIMHHUYCCKUC HUCCIICAOBAHUA W CHCTCMATHYCCKUC O630pH
HCCIIeT0BAaHUM 000ro I[PIS&IZHB., 3a HUCKIIIOYCHHUEM pPaHAOMU3HUPOBAHHBIX
KIIMHUYCCKUX I/ICCJIe,ZLOBaHI/II‘/’I, C IPpUMCHCHHUEM MCTa-aHaJin3a

3 HccnenoBanust 0e3 MOCIENOBATENILHOTO KOHTPOJIS PEeQEPEeHCHBIM METOJOM WIIH
UCCIEeIOBaHUsI C pepEepeHCHBIM METOJOM, HeE SBISIOIIMMCS HE3aBUCHUMBIM OT
HCCIIEyeMOT0 METO0/1a UM HEPaHJOMU3UPOBAaHHBIE CPABHUTEIBLHBIE UCCIIEI0BAaHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEIOBAHUS

4 HCCpaBHI/ITCJ'ILHBIC HCCIICA0BAaHNA, OITMCAHNUEC KIIMHUYCCKOTO CIy4das

5 HmeeTcs nuiib 000CHOBAHKME MEXaHHU3MAa JEHUCTBUS WM MHEHUE 9KCIICPTOB

Tab6auuna 2. Illkaia oreHkn ypoBHEH 10ocTOBepHOCTH qoka3atenbeTs (Y /1) s MmeToioB
npo(UIaAKTUKY, JICUSHUS U peabunutanuu (MpoGUIaKTHIeCcKuX, JeUYeOHbBIX, peaduIHNTallnOHHBIX

BMEIIIATENILCTB)

YA Pacumugposka
1 | Cucremaruyeckuii 0630p PKU ¢ npumenennem MeTa-aHanuza

2 | Ormenpable PKU u cucremaTtnueckue 0030pbI MCCIENOBaHUM JTHOOOTO [W3aiiHa, 3a
uckimouenneM PKU, ¢ npumenennem mera-aHanusa




3 HepaHI[OMI/I3I/IpOBaHHBIe CpPaBHUTCJIbHBIC HUCCICA0BaHMs, B T.4. KOTOPTHBIC
HCCICOOBaHUA

4 HeCpaBHI/ITeJIBHLIe HCCiICa0BaHus, OITMCAHUEC KIIMHUYCCKOTr'O Cliy4das UJIh CCpUHU CJIydacB,
HCCICOOBaHUA ((CJ'Iy‘I&fI-KOHTpOJ'IB»

5 | Umeercs nmumib 000CHOBaHWE MeXaHHM3Ma JICHCTBHS BMEUIATENbCTBA (JIOKIMHUYECKHE
UCCJICI0BaHMsI) WJIM MHEHHUE 3KCIIEPTOB

Tabauma 3. Illkanma orneHku ypoBHEH yOemuTenpbHOCTH pekomeHmanuwii (YVYP) nmus
METOJIOB NPO(MUIAKTUKU, IUATHOCTHKH, JIEYeHHs M peaduwnutauuu (mpoduiakTHUECKUX,

JNarHoCTH4YCCKHX, HC‘-IG6HBIX, pea61/IJII/ITaL[I/IOHHbIX BMCIHaTCJIBCTB)

YYP Pacumdposka

A CunpHas pekoMeHnmanusi (Bce paccMmarpuBaeMble KpuTepudu 3¢ddexkTuBHOCTH
(ucxompl) SIBISIOTCS BaKHBIMH, BCE HCCIEIOBAHUS HMMEIOT BBICOKOE WIIU
YIIOBJIETBOPUTEIHHOE  METOJOJOTHYECKOEe  KAa4eCTBO, HMX  BBIBOABI IO
MHTEPECYIOIINM HCXO0/1aM SBIISIFOTCSL COTIIACOBAHHBIMH)
B YcnoBHas pekoMeHaanus (He BCce paccMaTpuBaeMble KpuTepun 3(ppekTuBHOCTH
(ucxonpl) SBJISIOTCS BaKHBIMH, HE BCE HCCIEIOBAHUS HMMEIOT BBICOKOE WIIU
YIIOBJIETBOPUTEIHLHOE METOIOJIOTMYECKOe KadyeCTBO W/WIIM WX BBIBOABI IIO
MHTEPECYIOIIMM HCXO0/aM HE SIBIISIOTCS COTJIACOBAHHBIMH )
C Crnabas pexomeHaanus (OTCyTCTBUE JI0KA3aTEIbCTB HAJUICKAIIETO KauecTBa (Bce
paccMmarpuBaeMble KpUTepHH dPPEKTUBHOCTH (MCXO/bI) SIBISIOTCS HEBAKHBIMH,
BCE MCCIIEIOBAHUS IMEIOT HIU3KOE METOA0IOTMYECKOE KaueCTBO M UX BBIBOJIBI IO
MHTEPECYIOIIMM HCXO0/aM HE SIBIISIIOTCS COTJIACOBAHHBIMH )

Iopsiaok 00HOBJIEHMS KIMHUYECKHX PEeKOMEH/Ialuii.

Mexanu3sm  OOHOBIIEHUS  KIMHMYECKMX  PEKOMEHJAIMil  mpeaycMaTpuBaeT  UX
CI/ICTeMaTI/I‘-IeCKYIO aKTyanmaumo — HE pe>1<e yeM OOAUH pa3 B TpI/I rojaa, a TakKxe HpI/I IIOSIBJICHUHN
HOBBIX JAHHBIX C ITO3UIINU I[OKaBaTeﬂI)HOfI MCIOIUIIUHBI 10 BOHpOC&M JUArHoCTUKH, JICUCHUI,
npoQUIaKTUKA U peadWINTallud KOHKPETHBIX 3a00JeBaHMil, HaTU4YUU OOOCHOBAHHBIX

JIOTIOJTHEHNH/3aMeuanuil Kk paHee yTBepkAEHHBIM KP, HO He yame 1 paza B 6 mecsies.

Ipuioxkenue A3. CipaBo4HbIe MATEPHAJIbI, BKJIKYAas COOTBETCTBHE
NMOKA3aHM K MPUMEHEHHUI0 U IPOTUBONOKA3AaHUIi, cI0CO00B
NPUMEHEHHS U 103 JICKAPCTBEHHbIX NPENapaToB, HHCTPYKIUU 110
NMPUMEHEHUIO JIEKAPCTBEHHOI0 Npenapara

Taoauna 1 Jleuenne HCTUHHONM MOJHIIMTEMHUH

#VnTepdepon ambda*™ ITo 3 muim ME uepe3 neHs,
MOJIKOYKHO
Iepras TMHUS TepAHH #l_iai“I/IHTep(I)epOH anbda- 180 Mkr 1pa3 B Hexemo,
2a MOJKOKHO
#IIarunatepdepon anbda- 0,5 ma (mpu macce Tena 54-
20** 66 xr), 0,6 M1 (TTpu Macce




tena 67-80 kr), 0,8 mu (mpu
Macce Tena 81 — 106 kr), 1
mu (ipu macce tena 107-133
kr) 1 pa3 B Hexento,

MIOJTKO’KHO
TupoKcuKapGamm*™™ 500 — 2000 wmr 1 pa3 B aeHb,
OJTHOKPATHO
Henepenocumocts miu
PE3UCTEHTHOCTD Pykconutuauo** ITo 10 mr 2 pa3a B 1eHb
THAPOKCHKapOoammma™™
ITo 2-4 mr 1o cymmapHoi
Bospact > 70 net bycynbpan** 710 CyMMap

n03upoBKU 200 Mmr.

Tabnuia 2 CHuxkeHHE 103bl PYKCOIUTUHUOA™** y MallMeHTOB ¢ UICTUHHOW MOJUIUTEMUEH

Konuenrpanus remorioOouHa u/im

KOJIMYCCTBO TpOM6OHI/ITOB

Pexomennyemas nosa

Konnenrpanust remornobuna >120 r/m u
KOJIMYECTBO TPOMOOIMTOB > 100X 10° /n

Koppekuuu 10361 HE TpedyeTCs

Konnenrpanus remornoouna 100 - <120 r/n u
KOJIMYECTBO TPOMOOLHUTOB 75 - <100% 10%/n

Cnenyer pPaccMOTpEThH BO3MOXKHOCTh
CHW)KEHMsI J03bl IpernapaTta, BO H30exaHHe
MIPUOCTAHOBIICHUSI ~ TEpalu  BCIICJCTBUE

pa3BI/IBIJ_IeI7IC$I AHCMHHU U TpOM6OHI/ITOHCHI/II/I.

Konnenrpanust remornoouna 80 - <100 r/n
WNJIN  komuuecTtBo  TpombOorutoB 50 -
<75x10%n

CHmxeHue 10361 Ha 5 Mr 2 pa3a B JICHb.

VY nmanuMeHToB, NpUHUMAKOUMX 5 MI 2 pas3a B
JIeHb, PEKOMEHIOBAaHO CHIDKEHHE JIO3bI 10 5
Mmr | pa3 B JIeHb.

Konnentpanus remornobuna <80 r/m NJIN
KOIMYECTBO TpoMbonuTos <50x10%/1

HpI/IOCTaHOBHeHI/Ie IMPUMCHCHU

Tabnuua 3 JledeHue 3cceHIMAIBHON TPOMOOLIUTEMUN

[To 3 mnu ME uepe3 nenb,

**
#UnTepdepon annda HOIKOKHO
#II>runrepdepon anbda- 45 - 180 mxkr 1pa3 B Hexento,
2a** MOJIK0KHO

26**

[lepBas nuHuUs Tepanuu

#IIsruntepdepon anbda-

0,5 M (mpu Macce Tena 54-
66 xr), 0,6 M1 (pu Macce
tena 67-80 xr), 0,8 mut (mpu
macce tena 81 — 106 kr), 1
M (ipu macce tena 107-133
kr) 1 pa3 B Hexemo,
TOJTKO’KHO

I'unpokcukapOamug™*

ITo 500 mr 2 pa3 B ieHb C
WHIUBUIYTbHBIM
0I00POM JI0 TOCTUKEHHS
3¢ PeKTUBHOMN 03HI,
CHIDKAIOIIIEH W/WH
MOIIEPKUBAIOIIEH
coJiepKaHnue TPOMOOLIUTOB
menee 600 x 10/,




onTUMalIbHO Mexay 150 x
10 1 400 x 10%a1.

Henepenocumocts nim

PE3UCTCHTHOCTD nepBoﬁ JINHUH

Tepanuu

#Anarpemug**

HavanpHas no3uposka 1 mr
B JIEHb C MHIUBUyaJIbHBIM
0I00POM JI0 TOCTHIKEHHS
MHHUMaIbHON

3¢ (HEeKTUBHOH T03HI,
CHIDKAIOIIEN W/Witn
MOAAEPKUBAOLIEN
coJiepaHue TPOMOOITUTOB
menee 600 x 10%/,
onTuMalibHO Mexay 150 x
10%/1 u 400 x 10%/.

Bozpact > 70 ner

bycynbpan™*

[To 2-4 mr 10 cymmapHO
no3upoBku 200 mr.

Tabnuma 4 HavanpHast 1o3a pykcomTuHuOa** mpu sieuernn muenoduodposa

TpoMOOIUTHI

Jlo3a pykconutunnb6a**

>200-10%n

1o 20 — 25 mr 2 pasa B JIeHb

100-200-10%/n

no 15 mr 2 pa3a B ieHb

50-100-10%n

1o 5 Mr 2 pasa B JICHb

Tabnuia 5. BeiObop 103upOBKH PYKCOIUTHHUOA™** TpU BO30OHOBIICHUN TEPAITUH.

Komunuecto TpOM6OI_II/ITOB

I[03a npernapara 1nmpu BO300HOBJICHUU TCpalnun

125x10°%1 u 6ornee

20 mr 2 pasa B JI€Hb

100 — menee 125%10%n

15 mr 2 pa3a B 1eHb

75 — menee 100x10° /i

10 Mr 2 pasa B JeHb B TE€UEHHE 2 HEIENb
MUHUMYM;  Jajee, TMpH  COXpPaHEHUU
KOJINYECTBA TPOMOOIIUTOB, BO3MO>KHO
yBesnueHue 10 15 mr 2 pasa B JieHb

50 — menee 75%10° /n

5 Mr 2 pasa B [€Hb B TEUYEHUE 2 HEHACIb
MUHUMYM;  Jajee, TMpH  COXpPaHEHUU
KOJINYECTBA TPOMOOIIUTOB, BO3MO>KHO
yBesnueHue 10 10 mr 2 pasa B ieHb

menee 50x10° /n m

CHUHJIPOM

reMopparuueckui

HpI/IOCTaHOBHCHI/Ie MMPUMCHCHU

abmuia 6 Jlo3a mpenaparta pyKCOJIUTUHUO™* pu CHUKEHUHU YKCiia TPOMOOLIUTOB.
Tab 6 o** 0

Jlo3a, mpumeHsiemMast 10 CHUYKEHUS KOJInYecTBa TPOMOOIIMTOB

TpombGorr | 25 mr 2 pazaB | 20 Mr 2 paza B | 15 mr 2 paza B 10 mMr2 5 Mmr 2

UTHI JI€Hb JI€Hb JI€Hb pasa B IeHb pasa B JICHb
Koppexknns Koppeknus Koppekuus Koppexkuns Koppeknuns
JI03bI 7103l 7103l 7103l J103bl

100 — [ 20wmr 2 pa3aB | 15 mr 2 pazaB | be3 bes bes

MEHee JCHb JI€Hb U3MEHEHUHI U3MEHEHUN U3MEHEHUN




125x10°/
J1

75 — | 10mr 2 pa3zaB | 10 Mr 2 pazaB | 10 mMr 2 pa3a B | be3 bes
MEHEE JICHb JICHb JICHb H3MEHEHHH N3MEHECHUH
100x10°
/1

50 5 wMr 2 5 Mmr 2 5 mr 2 5 Mmr 2 bes
— MeHee | pa3a B JIcHb pasa B JIeHb pasa B JIeHb pasa HW3MCHCHUI
75%10° /n

Me IIpuoc IIpuoc IIpuoc IIpuoc IIpuoc
Hee TaHOBJICHHE TaHOBJICHHUE TaHOBJICHHUE TaHOBJICHHUE TaHOBJICHUE
50x10° /n
Hu
remoppar
HYECKHI

CHUHJIPOM




[Mpunoxenue b. Asropurmel aeiicTBUil Bpaya

baok-cxema 1. AuaroputM mnoadopa Tepanuud y NANMEHTOB ¢ TNEPBUYHBIM

MHe10(puOpPO30M HU3KOI0 PUCKA

—

Haznauenue
Pykconutunuba**
umu #UuTepdepona
anbha** wiu
BKJIFOYCHHUE B
KJIMHUYECKHE
UCCIIEIOBaHUS

Bribop TakTukn

BEIICHUSI

Ecth cuMIITOMBI
HHTOKCHKAIAH?

HaoOmonenue kaxxapie 3-6 MecAIeB
HUJIN BKIIFOYCHHUEC B KIIMHUYCCKHUC
HACCIEN0BaHUs

EcTtb cuMnToMBI
MIPOrpeccuun |

IIpogomxuth
MIPOBOJIUMYO
TEparmio

EcTb oTBeT Ha
Tepanuio?

3a0o0sieBaHus?

Jleuenue mmo
MIPOTOKOITY
MMaUeHTOB 110
MIPOTOKOITY
MIPOMEXYTOYHOTO-1,
2 WM BEICOKOTO
pucka




Biaok-cxema 2. Ajroput™M noadopa Tepanum y naiueHToB ¢ MepBUYHBIM MU eJI0(UOPO30M

l'[p()Me)KyTO‘lHOFO-l pucCKa

Bribop TakTukn
BECHUS

Ecth cuMIITOMBI
MHTOKCHKALMHU?

HaoOmoaenue kaxaple 3-6 MecAIeB UIn
BKJIFOYEHHE B KIIMHUYECKUE MCCIIEOBAHUS

Pemenne BOIIPOCAa O BO3MOXXHOCTH
MPOBEACHUA TPAHCIUIAHTAIIUA KOCTHOTO

Mo3ra
e

EcTtb cuMnToMBI
MIPOTPECCHU ]
3a0o0sieBaHus?

Ectp
MPOTUBOTIOKA3aHUS K
TpaHCIIAHTAIlUN

HpOBCH@HI/IC TpaHCIUIaHTAlUN aJJIOTEHHOTO
OHGHKa CHUMIITOMOB MHTOKCHKAITUN KOCTHOI'O MO3ra

Ecth cuMnTOMBI
UHTOKCHUKALIUN?

Ha3znauenue

Pykcomurnanba**

WJIU BKIIIOUCHHUE B
KIIMHHYECKHUE
HCCIICOBAHUS

EcTtb oTBeT Ha

TePAIHio?

[Tpo1OKUTH TPOBOUMYIO JleyeHue 1o MPOTOKOJY MAI[HEHTOR
Teparnuio MPOMEXYTOYHOT0-2 U BBICOKOTO
pucka




BJiok-cxema 3. Ajroputm noadopa repanvu y NnauMeHToB ¢ NepBUYHBIM MHe10GuOPO30M
NMPOMEKYTOYHOI0-2 ¥ BICOKOI0 PUCKA

Br16op TakTuKN
BEACHUS

Ectp
MIPOTUBOIOKA3aHUS K
TpaHCIUIAHTAIuU
KOCTHOTO Mo3ra?

OreHKa 9rcia TpOMOOIIUTOB B TeMOTpaMMe

HpOBe,Z[eHI/Ie TpaHCIUTaHTalluu
KOCTHOI'O Mo3ra

TpomOoIHTEI
>50TeIC./MKT?

Bximrouenue IanKUCHTa B KIIMHHYCCKHUC Hasnauenne
HCCIICA0BaHMS Pykconutunu6a**
WM BKJIFOYCHHE B

KITMHIYECKHE

HCCJICJOBAHUSA




BJiok-cxema 4. AJIroputM Tepanuu aHeMHU4eCKOro CHHApoMa y nauueHTon ¢ [IM®

Owuaruos MMo®
AHemua

NepenueaHune
SPUTPOLMTHOM B3BECH.
KoHTpo/b ypOBHA
deppuTHHa. XenaTopHas
Tepanua npu
nosblweHnK depprUTUHA
6onee 1000 mKr/n nau
TpaHcdysum bonee 20
el SPUTPOLMUTHOM
B3BECM.

EcTb noTpebHocTb B
nepenvBaHumn
3PUTPOLMTHOM B3BECH

OnpepeneHne
3pPUTPONO3TUHA

1°

Anabonuyeckue cTeponspbl
/ npegHusonoH

HeT JpUTPONOITHH
2125 ME/mn
v
#1ap63nosTuH
anbgpa**
|

OtBeTyepes 3
mecaua
(remarokpur 30-
35%, ycTpaHeHue
HeoBxoguMocTH
nepenueanna
Kpoeu)

Het

Aa

OtseT4epes 6
MecAaues
(remaroqpur 30-
35%, ycTpaHeHHe
HeoBxoguMOCTH
nepenMeaHuA
Kposm)

Het

Mpogonxutb
Tepanuio

KnuHuueckue uccneposaHMA.

MpopgonxuTtb
Tepanuio

CnneHsKkTOMMA
(runepcnnenusm)




BJaok-cxema 5. AJroputMm JiedeHusi ClJIeHOMeraJjnuu y nauueHTos ¢ [IM®

Awuarnoz Ne
CrnineHomeranua

OnpegenfeHWwe rpynnel pucka no PSS, DIPSS

EcTe nokazanua arna

Het amno-TICH

Aa

KAMHHY 8CHH H 3 HANKE K DOEM!

*  ABCONKTHOE 4400 HedTpod unoe 110 fn Nposeg eme anno-TICK
v TpomBouwter >7Sx10° fn
O Gwee cOCTORHKWE

OTeET Ha NPFOE0AMMYHE TEpanKie | M HHKA

Meg wka meHToe-
HaA TEPE NHA

*  Tpombouuros
*  HefdTponeHda
* ECOG:2 .

OTCYTCTEYET B O3MOMHHOCTE
PEIHCTEHTHOO b HENEPEHOCHMOOT b
- — B INOAHATE CTLEHIE TOMMWKD
MBS K3 MEHTOIHOH TEPaMHH

Nyqesan u
TERANHA



Biok-cxema 6. AIropuT™M Tepanuu NaMeHTOB MOJIO0T0 U cpeaHero Bo3pacra ¢ UII

u 9T
AwuarHos UM, 3T
Bospact <60 net
MpomeKyTOUHBbI, BbICOKMIA PUCK
TpomboTUuecKuxX ocnoxxkHeHuii (Marchioli)
I |
#WHTepdepoH #MaruHTepdepoH
an b::z*g anb ¢a-246)*£ rppoKcukapbamug™*
\ . _—
Monwuelii / yacTMuHBIA Hnumlxo-remaronoruuecHuﬁ, MOEKYNAPHbI fa
oteeT UJIMN ctabunusauymsa uepes 6 mecaues
U
MonHbIi / YaCTUUHBIA KAMHUKO-TEMATONOTMUECKUIA, MOJIEKYNAPHBINA,
Her mopdgonormueckmii oreetr UM ctabunusauyma uepes 12, 24, 48 mecaues
CmeHa Tepanum: #WHTeppepoH anbpa** MpoaomxuTL
#MNarnHTepdepoH anbda- Tepanuio
26#*
a
P — ﬂ__ HexxenatenbHble Her
AIB/IeHUA
fapoKcukapbamup**




IIpuioxenue B. Undgopmanus 1Js nanmeHTa
Huarno3 Ph-weratuBubpix MII3 (UII, DT, [IM®) ycranaBiuBaeTcsi Ha OCHOBaHHUH

KJIMHUYECKOH KapTHHBI M JAHHBIX KIMHHUKO-Ta00PaTOPHBIX MCCIEAOBAHUHA (COOTBETCTBYIOIINE
U3MEHEeHU Nepu(epruuecKoi KpOBH, TUCTOJIOTUYECKHE MTPU3HAKH B TPEMAHOOMONTATE KOCTHOTO
MO3ra, MOJIEKYJISIPHO-TEHETUYECKHE MAapKEPhl, WIK IPYrue NPU3HAKU KIOHAIbHBIX U3MEHEHUU
reMoros3a), TakXKe Ba)KHBIM SBIISIETCS MCKIIOYEHHME JApPYruxX 3a00J€BaHUN Kak IMPUYUHbI
W3MEHEHUI CUCTEMBI KPOBHU.

Henbto Tepanuu UITu 3T B HacTosiee BpeMs SIBISIETCS CAEP)KUBAHUE IPOTPECCUPOBAHMS
3a00j1eBaHus, KYy[IUPOBAaHUE €r0 CUMITOMOB U YIIy4dlI€HME KadecTBa JKU3HU MauueHToB. [Ipu
IIPAaBWJIBHOM IOJXOJ€E K JICYEHUIO M KOHTPOJE €r0 PE3yJbTaTOB IPOJOJIKUTEIBHOCTD JKU3HU
nanuentoB ¢ UIl u OT He nowkHa oTiinyathes OoT nonynsuuu. Jleuenue [IM® nanpapieno Ha
IIPOJUIEHUE KU3HU U IIPEAYNPEKICHUE OCIOKHEHUN, CEPhE3HO YXYALIAOMMNX Ka4eCTBO KU3HU
HAIEHTOB.

[Tanmentel ¢ MII3 HyXzaaioTcs B MOCTOSIHHOM JMHAMHYECKOM HaOJIOJAEHUU Yy Bpaya-
reMaToJiora B TeUeHHE Bcel xu3uu. YacroTa HabmoieHus Bapbupyetcs ot 1 — 1o 3-4 pa3 B roJ.

Tepamus Bcex Ph-neraruBupix MII3 ocHOBaHa Ha NMPUMEHEHWH PUCK-3JalTHPOBAHHOM
cTpateru. Jlns 3TOM 1€l HAa OCHOBaHMM aHajdM3a JAHHbIX HaOIIONEHUs 3a OOJbIIUM
KOJINYECTBOM TALIMEHTOB pa3paboTaHbl LKAkl MporHo3a TpoM6030B npu UII u OT, cucremsl
cTpatudukanuu pucka nporpeccupoBanus npu [IM®. BaxxubiM sgBiseTcs OLlEHKAa BO3pacTa U
COIYTCTBYIOIIEH MTATOJIOTUH y MTAlIUEHTA.

CoOnroieHne pekoMeHJalMid Bpaya, BBICOKAas KOMIUIAEHTHOCTh Tepaluu MO3BOJISET
KOHTPOJMPOBATh 3a00JeBaHUE, MPENYNPEXKIATh Pa3BUTHE OCIOKHEHUN. JleueHue manueHToB ¢
Ph-meratuBabiMH MIT3 MOKET OCYIECTBISITECS TOJNBKO 11O/ HAOIIOICHUEM Bpada-reMarosiora ¢
MOHUTOPHHIOM €ro pe3yJbTaTOB B COOTBETCTBUHM CO CTAaHJAPTHBIMH KPUTEPHUSIMHU OLICHKH

OTBCTOB.



Hpuioxenue I'. IlIkanbl OeHKH, BONPOCHUKY U ApPyrue OLeHOYHbIEe
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEJACHHbIC B KIMHUYECKHX
PeKOMeHIAUAX

puiaoxenne I'l Onpocuux MITH-10
Ha3Banue Ha pycckom s3bike: MITH-10
OpurunanpHOe Ha3zBaHue (ecau ectb): MPN-10
Hcrounnk (opuuManbHbIil CalT pa3paOOTUMKOB, MyOJUKAIKMSA C BaJUJIAIIACH):
Honoa T.U., Bunorpamoa O.10., EdpemoBa E.B. u np. Paszpaborka u
pe3yabTaThl ampolaruu pycckod Bepcum ompocHuka MPNI10 mis oneHku
CUMITOMOB Yy TAIUEHTOB C MUEIONPOIH(PEPATUBHEIMA HOBOOOPA30BAHUSIMHU C
Y4ETOM MEXKAYHAPOIHBIX peKoMeHAanuid. KiumHuueckass OHKOreMaToJioTusl.
2020;13(2):176-84. DOI: 10.21320/2500-2139-2020-13-2-176-184
Tun (moaYepKHyTh):
- IIKaJia OLEHKU
- HHICKC
- BOIPOCHUK
- IOpyroe (YTOYHHTB): OINPOCHHK IO OICHKE BBIPAKEHHOCTH CHMIITOMOB,
OIOCPEIOBAaHHBIX 3200JIeBAaHKEM, KOHTPOIIO 32 3(pPEKTHBHOCTBIO MPOBOAMMOM
Teparuu.
Hasnauenue: O1ieHOYHBINH HHCTPYMEHT.
Coneprxanue:



Caadocth

(OtcyrcrBue) 0123456789 10 (MakcumanbsHas
CTETIEHb TSDKECTH, KOTOpPY0 Bbl Moxere cebe
IIPE/ICTaBUTD)

O6BC,I[I/ITC OJIHO YHCJIO, KOTOPOC COOTBETCTBYET TOMY, HACKOJIBKO CUJIBHO Bac 0ecniokounau
KaXXIbIil U3 HWXKCICPCUYNCIICHHBIX CUMIITOMOB 34 NPOMICAIITY0 HEAEJIH0

Omyuenue OBICTPOr0 HAMOJHEHUSA

(OtcyrerBue) 0123456789 10 (MakcumanbHas

JKeJIyAKa BO BpeMsi eabl (paHHee | CTENEHb TSDKECTH, KOTOpylo Bbl Moxere cebe
HACBIIIIEHHE) MIPE/ICTaBUTBh)
Henpusitubie omymenusi (OrcyrctBue) 01234567 89 10 (MakcumanbHas

(auckompopT) B KHBOTE

CTCIICHb TXKECTH, KOTOPYIO Brl MoxeTe cebe

MpPEACTaBUTB)

BHJIOCTL, CHHKCHHE AaKTHBHOCTH

(OtcyrcrBue) 0123456 7 89 10 (MakcumainbHas

CTENEeHb TSKECTH, KOTOpylo Bbl Moxkere cebe
MNENCTARUTE)
IIpoGaemsl c koHnenrpamuei (OrcyrcrBue) 01234567 89 10 (MakcumanbHas
BHUMAHUS — MO0 CpPaBHEHUIO C
CTEMEeHb TSKECTH, KOTOpylo Bbl Moxkere cebe
COCTOSIHUEM hi (1) YCTAHOBJIEHHUS
AUATHO3A [IPEJICTABUTh)

HouHasi noTJIMBOCThH

(OtcyrcrBue) 01234567 89 10 (MakcumanbHas

CTETIEHb TSDKECTH, KOTOpyro Bbel Moxere cebe

MPEACTABUTH)

Koxubiii 3y

(OtcyrcrBue) 01234567 89 10 (MakcumarnbHas

CTEIEHb TSXKECTH, KOTOpyro Bbl Moxere cebe

BoJb B KoCTSIX (He B cycTaBax, He B
MBIIIIAX, 0€3 YeTKOii JJOKATU3AIUM)

(OtcyrcrBue) 01234567 89 10 (MakcumanbHas

CTCIICHb TSXKCCTH, KOTOPYHO Ber moxere cebe

MPEACTaBUTB)

IHHoBbimenne Temneparypsi (> 37,8°C)

(OtcytctBue) 01234567 89 10 (MakcumanbHas
CTCTICHb TSDKECTH, KOTOpyl Bbl MoxeTre cebe
MIPEJICTaBUTh — MOCTOSIHHO, KaYK/IbIN JICHD)

HenpennamepeHHOe CHUKEHHE Beca
(Macchl TeJ1a) 3a mocJjieHue 6 Mecsinen

(OtcyrctBue) 01234567 89 10 (MakcumanbHas

CTENEeHb TSXKECTH, KOTOpyro Bbl Moxere cebe

YTOBbI MONTYYUTb YETKYIO OBLUYIO KAPTUHY CBOEIFO CAMOYYBCTBUA, Bbl
MOXETE CNOXWUTb BCE BAIJIbl U PACCUUTATb OBLLUA PE3YIbTAT.

BCEIO:

Knrou (uHTepnperanus):

Oo6paboTka naHHBIX 10 ompocHuky MPN-10

MIpeiIoiaraeT BMECTE C aHAIM30M HHPOPMAIMH O CTENEHH TSHKECTH KaXKIO0ro U3
10 cumnromoB mo 10-6amibHOH IIKajge pacueT OOIIEro pes3yibTaTa OLEHKU
CUMIITOMOB B BHJI€ CpelHEro Oajja BBIPAXEHHOCTH BCEX CHMIITOMOB,
yMHOKeHHOTO Ha 10 (mpu yclIOBUH, YTO MAIMEHT OTBETUJ KaK MUHHUMYM Ha 6
BonpocoB u3 10). /lnana3on 3HaueHui oOIIETo pe3ysbTaTa OLIEHKH CUMIITOMOB
— ot 0 1o 100 (uem BoImie Oami, TeM OOJbINE OOIIAsl CTEIEHb TSHKECTH BCEX
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CHUMIITOMOB).

[Mosicaenust (mpu HEOOXOAMMOCTH): 3amoNHUTE OJAHK HUKE, YTOOBI OLIEHUTH
TSDKECTh cUMNTOMOB 3a0oiieBanusa. Cummnrom: or 0 go 10 Oammos, roe 0 —
orcyrcTBHe, 10 — MakcHMMaabHas CTETICHb TSXKECTH, KOTOpYI Bl Moxkere cebe
npeAcTaBuTh.OLEHUTE C¢Ia00CTh (YCTaloCTh, YTOMIISIEMOCTH), OOBEIs OIHO
yrcao, kotopoe Hambosnee cootBeTrctByeT MAKCHMAJIBHOMY  ypoBHIO
ciraboctu 3a nocienaue 24 yaca.

Ipuaoxenue I'2 IIpornocTuyecknii HHAECKC PUCKA Pa3BUTHSA

TpoM0030B npu UII
Haseanne Ha pycckoM s3bike: [IpOrHOCTMYECKMM MHIEKC DPHUCKA PA3BUTHSA
Tpom6030B npu UIT
OpurnHaibHOE Ha3BaHUE (€CIIU €CTh): HET
Hctounuk (opuIMalbHBII caT pa3pabOTYMKOB, MyOJIMKALMs C BalHUIAIlUEH):
Marchioli R, Finazzi G, Landolfi R, et al. Vascular and neoplastic risk in a large
cohort of patients with polycythemia vera. J Clin Oncol. 2005;23(10):2224-2232
Tun (moayepKHyTh):
- IIKaJia OLIEHKH

- HHJIEKC
- BOIIPOCHUK
- npyroe (yTO4HUTB):
- Haznauenue: OuieHOYHBIN HHCTPYMEHT.
Coneprxanue:
DaKTOpbI Puck Tpombo308B Yacrora
TPOM0030B, % B roa
Bo3spact < 65 net, HET TpomMO030B Huzknii 2,5%
B aHaMHe3e
Bospact > 65 ner, HeT TpoMO030B [IpomexyTouHbIi 5%
B aHamHe3de WJIM Bospact < 65 rer,
TpoMOO3bl B aHAMHE3E
Bospact > 65 ner, TpoM0O3BI B Bricokwuit 10,9%
aHaMHe3e

IIpuioxkenue I'3 UHaeKkc oleHKH 0011ell BBLKUBAEMOCTH

0oabHbIX UII
Ha3Banue Ha pycckom s3bike: MHIEKC OleHKH OOIei BBDKHBAEMOCTH OOJTBHBIX
4181
OpuruHanbHOE Ha3BaHUE (€CIHU €CTh): HET
Hcrounuk (opuuuanbHeli callT pa3paOOTYMKOB, MyONMKalMs C BaluJaluen):
Tefferi A, Rumi E, Finazzi G, Gisslinger H, Vannucchi AM, Rodeghiero F, et al.
Survival and prognosis among 1545 patients with contemporary polycythemia
vera: an international  study. Leukemia. 2013;27(9):1874-81.  doi:
10.1038/1eu.2013.163.
Tun (moayepKHyTh):
- IIIKajia OLCHKH

98


https://www.ncbi.nlm.nih.gov/pubmed/?term=Tefferi%20A%5BAuthor%5D&cauthor=true&cauthor_uid=23739289
https://www.ncbi.nlm.nih.gov/pubmed/?term=Rumi%20E%5BAuthor%5D&cauthor=true&cauthor_uid=23739289
https://www.ncbi.nlm.nih.gov/pubmed/?term=Finazzi%20G%5BAuthor%5D&cauthor=true&cauthor_uid=23739289
https://www.ncbi.nlm.nih.gov/pubmed/?term=Gisslinger%20H%5BAuthor%5D&cauthor=true&cauthor_uid=23739289
https://www.ncbi.nlm.nih.gov/pubmed/?term=Vannucchi%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=23739289
https://www.ncbi.nlm.nih.gov/pubmed/?term=Rodeghiero%20F%5BAuthor%5D&cauthor=true&cauthor_uid=23739289
https://www.ncbi.nlm.nih.gov/pubmed/23739289

= HHICKC

- BOIPOCHHK
- zpyroe (yrO4HUTB):
- Hasznauenue: OLieHOUHBI HHCTPYMEHT.
Coneprxanue:
Kputepuit [IpornocTuyeckoe 3HaUYCHUE
BO3pacT > 67 jieT 5 6amioB
BO3pact 57—66 net 2 Oamta
neiikormTel >15 % 10%/7 1 Oamn
BEHO3HBIE TPOMOO3BI 1 6ann

Ilo cymme 6annos ece nayuenmol pazoeneHvl 6 3 epynnel: Huskuil puck (0 6annos),
npomedicymoyHulil puck (1 unu 2 6anna), evicokuii puck (=3 6anna). Medxcoy epynnamu @visaeieHul

pasnuuus 6 evlocusaemocmu. Meduana odwell svixcusaemocmu cocmasuia 27,8 nem 07

nayueHmos Hu3Kou epynnul pucka, 18,9 nem — npomesxrcymounoti u 10,7 1em — 6blcOKOU.

Ipuioxenue I'4 MexayHapOAHBIN NMPOrHOCTHYECKUM HHIEKC PUCKA

Pa3sBUTHA apTepHAJIbHbLIX TPOM0030B BO3 npu 3cceHumaibHOM

TpomoommTemuu (IPSET-thrombosis)

Hazpanue Ha pycckoM si3bike: MexayHapOAHbIN MPOrHOCTUYECKHUIM HHAEKC pUCKa
pa3BUTHS apTepUabHbIX TpoM0030B BO3 npu scceHnnanbHoi TPOMOOITUTEMUN

OpurunansHoe Ha3zBanue (eciu ectb): (IPSET-thrombosis)

Ucrounuk (oduumanbHbIii caliT pa3paOOTYMKOB, MyOJHKALUs C BaJHIAlMCH):
Barbui T, Vannucchi AM, Buxhofer-Ausch V, De Stefano V, Betti S, Rambaldi
A,Rumi E, Practice-relevant revision of IPSET-  thrombosis  based on
1019 patients with WHO-definedessential thrombocythemia. Blood Cancer
J. 2015;5:e369. doi: 10.1038/bcj.2015.94.

Tun (MoaYepKHyTH):

- IIIKaja OLEHKHU

- HHJEKC

- BOIIPOCHHK

- Japyroe (yTOYHHTb):

- Haznauenwne: OLIeHOYHBIN HHCTPYMEHT.
Coneprxanue:

[Iporaoctuueckoe

Kpurepuii 3HAYEHUE

Bospact 6onee 60 ner 1 Gann
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Barbui%20T%5BAuthor%5D&cauthor=true&cauthor_uid=26617062
https://www.ncbi.nlm.nih.gov/pubmed/?term=Vannucchi%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=26617062
https://www.ncbi.nlm.nih.gov/pubmed/?term=Buxhofer-Ausch%20V%5BAuthor%5D&cauthor=true&cauthor_uid=26617062
https://www.ncbi.nlm.nih.gov/pubmed/?term=De%20Stefano%20V%5BAuthor%5D&cauthor=true&cauthor_uid=26617062
https://www.ncbi.nlm.nih.gov/pubmed/?term=Betti%20S%5BAuthor%5D&cauthor=true&cauthor_uid=26617062
https://www.ncbi.nlm.nih.gov/pubmed/?term=Rambaldi%20A%5BAuthor%5D&cauthor=true&cauthor_uid=26617062
https://www.ncbi.nlm.nih.gov/pubmed/?term=Rambaldi%20A%5BAuthor%5D&cauthor=true&cauthor_uid=26617062
https://www.ncbi.nlm.nih.gov/pubmed/?term=Rumi%20E%5BAuthor%5D&cauthor=true&cauthor_uid=26617062
https://www.ncbi.nlm.nih.gov/pubmed/?term=Practice-Relevant+Revision+of+Ipset-Thrombosis+Based+on+1019+Patients+with+WHO-Defined+Essential+Thrombocythemia
https://www.ncbi.nlm.nih.gov/pubmed/?term=Practice-Relevant+Revision+of+Ipset-Thrombosis+Based+on+1019+Patients+with+WHO-Defined+Essential+Thrombocythemia

TpomO03bI B aHAaMHE3E 2 Oamna

@DakTophl pHUCKA CEPACYHO-COCYIMCTHIX 3a00JeBaHUIA

N 1 6amn
(caxapHblii 1uabet, apTepuanbHas TUIEPTEH3U, KypEHHE)

JAK2V617F 2 Gamna

Hwusknii puck - 0 wim 1 6amn
[TpomexxyTOUHBIN PHUCK - 2 Oaia

Bricokuii puck - 3 u 6osee 6amioB

IMpuioxenue I'S MexxkayHapoaHbIH HHAEKC OLIEHKHU MPOTHO3a MPH

IIM® (International Prognostic Scoring System, IPSS)
HasBanne Ha pycckoMm s3bike: MexIyHapOAHBIM MHJIEKC OLEHKHU IPOrHO3a MpH
IIM®
OpurunansHoe Ha3Banue (ecau ecth): International Prognostic Scoring System,
IPSS
Hcrounuk (oduumanbHblid caliT pa3pabOTYMKOB, MyOIHMKAIUS C BaluIalUeH):
Cervantes F. New prognostic scoring system for primary myelofibrosis based on
a study of the International Working Group for Myelofibrosis Research and
Treatment. Blood. 2009. 113(13). 2895-901.

Tun (moaYepKHyTh):
= IIKaJila OLICHKHU

- HHIEKC
- BOIIPOCHHUK

- npyroe (yTO4HHTB):
- Haznauenue: OuieHOYHBII HHCTPYMEHT.

Coneprxanue:
KonnuecTBo 6ansoB no cucreme
IIpusnax
cTpatuduKaI pucka
Bo3spacr Gonee 65 ner 1
YpoBenb remornobuna menee 100r/n 1
YpoBens neiikoruToB 6omnee 25x10%/n 1
bnactel B mnepudepuueckoil KpoBH 1
>1%
Hannune cuUMOTOMOB OIyXOJEBOM 1
MHTOKCUKAIIUU

0 GanoB - HU3KUI PHUCK;

1 Gam — mpoMeXyTOuHbIi-1 pHcK;
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2 Gajua — MPOMEXKYTOUHBIN-2 PHUCK;

3 Gasuta umu 6oJee — BBICOKHM PHUCK.

Ipunoxenue I'6 Me:knyHAPOAHBIM HHAECKC OLIEHKH MPOTrHO3a NPH
IIM® B tunamuxe. Dynamic International Prognostic Scoring System
(DIPSS)

Hassanue Ha pycckoMm s3bike: MexIyHapOAHBIM MHIEKC OLEHKHU IPOrHO3a IpH
IIM® B nuHamuke

OpurunansHoe HazBaHue (eciu ects): Dynamic International Prognostic Scoring
System, DIPSS

Hcrounnk (opuuuanbHbeli callT pa3paOOTYMKOB, MyONMKanMs C BalualHen):
Gangat N., Caramazza D., Vaidya R. et al. DIPSS Plus: A Refined Dynamic
International Prognostic Scoring System for Primary Myelofibrosis That
Incorporates Prognostic Information From Karyotype, Platelet Count, and
Transfusion Status. Journal of Clinical Oncology. 2011. 29(4). 392-7.

Tun (moaYepKHyTh):

= IIKaJila OLICHKHU

- HHICKC

- BONPOCHHK

- npyroe (yTO4HUTB):

- Hasnauenue: OnieHOYHBIH HHCTPYMEHT.

Conepxanue:

KonmgecTBo 6ayuioB o cucreme
IIpu3nax
CTpaTH(UKAIIMUA PUCKA

Bospact Gonee 65 ner 1
Yposens remorioduna menee 100r/n 2
Yposens neiikoruron Gonee 25x10%/1 1
bnactsl B nepudepuueckoii > 1% 1

Hanmvune cuMnToMoB — OmMyXoJeBOi
MHTOKCHKALUU

0 6anoB - HU3KUH PHUCK;
1 - 2 6anna — mpoMeEKyTOUHBIH-1;
3 - 4 Ganna — IPOMEXYTOUHBIN-2;

5 - 6 6atoB min 0ostee — BEICOKUHA
PUCK.
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Hpunoxenue I'7 MekayHApOAHbIM HHACKC OLIEHKH IPOrHO3a NPH
IIM® B nunamuke miarwc (Dynamic International Prognostic Scoring
System+, DIPSS+)

HaszBanue Ha pycckoM si3bike: MexIyHapOAHBIN MHIAEKC OLICHKH MPOTrHO3a MPH
IIM® B quHaMUKeE TTIOC

OpurunansHoe HazBanue (ecm ectr): (Dynamic International Prognostic Scoring
System+, DIPSS+

Hcrounnk (opunMambHBI CaUT pa3paOOTUYMKOB, MyOJIUKAIMS C BaJWJIAIllACH):
Gangat N., Caramazza D., Vaidya R. et al. DIPSS Plus: A Refined Dynamic
International Prognostic Scoring System for Primary Myelofibrosis That
Incorporates Prognostic Information From Karyotype, Platelet Count, and
Transfusion Status. Journal of Clinical Oncology. 2011. 29(4). 392-7.

Tun (moayepKHyTh):

= IIKaJila OLICHKHU

- HHIEKC

- BOIPOCHHK

- npyroe (yTO4HUTB):

- Haznauenue: OuieHOYHBIN HHCTPYMEHT.

Coneprxanue:

KonnuectBo 0amioB no
IIpuznak
cucTeMe cTpaTu(uKalul prucKa
Bo3spact Gonee 65 ner 1
VYposens remornoduna mexee 100r/xa 1
YpoBeHs neiikoruToB 6omnee 25x10%/n 1
brnactel B nepudepudeckoit kpou >1% 1
Hannurie cuMnTOMOB OITyX0JI€BOM HHTOKCUKALIUH 1
TpomGonuTsr <100x10%/m 1
HeoOxonumMocTsb nepenuBanus SpUTPOLIUTOB 1
HeGnaronpusitHeiii kapuoturn: +8,-7/7q-, (17Q), 1
inv(3), -5/509-, 12p-, nepectpoiiku 11923
0 GanoB - HU3KHUI pHCK
1 6amn — mpoMexyTouHBbIH-1
2 - 3 Oana — MpOMeXyTOUHBIN-2
4 Ganna wiu 6ojee — BBICOKHM pUCK
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HMpunoxenue I'S. Kpurepuu KIMHUKO-IreMaTOJOTrH4€CKOI0 0TBETA MPHU

Jgeuenuu UII

OtBet Kpurepuu orsera npu MUII
1. 'emarokput <45% 06€3 KpoBOIIyCKaHU
o . 2. TpombGouuTter <400 x 10° /n
OITHEIH OTBeT 3. Jeiikoruts <10 x 10° /n
(otBer B TeueHue 12
HeTeD) 4. HopmanbHbie pa3mepsl cenesenku (Y3U/KT/MPT)

5. Her cumnTomoB 3a0oneBaHuss (MHKPOCOCYIUCTHIE

HapyIIeHUs, 3y, TOJOBHAs 00JIb)

Koncrarauus noiHoi peMUCCUH BO3MOYKHA TOJBKO IPU HAIMYHUH BCEX 5 KPUTEPUEB

YacTUYHBII OTBET,

1 'emaTokput <45% 6€3 KPOBOITYCKaHHA

(otBer B TeueHue 12 W
HeeIIb) 2 OTBeT 10 BCEM JAPYTHM KPUTEPUIM
JIro0oit oTBET, KOTOPHIA HE OBJICTBOPSAET KPUTEPUIM
Her orBeta ’ p YA p PHTEp

JaCTHU4YHOI'O OTBCTa

IIpuioxkenue I'9. Ouenka MoJsieKyJIApHOro oTBeTa npu Jedenuu UII n

T

Tum orBeTa

Onpenenenue

[TomHbIi OTBET

CHIKEHHNE aJUIeTTFHOW HArpy3KH MOJISKYJSIPHOTO MapKepa
(JAK2V617F u ip.) 10 ypOBHS, HE MOAJAIONIETOCS
OTIpeCIICHUTO

UacTuuHbIN OTBET. MOXKET
[MPUMEHSATHCS TOJIBKO IS
[MALIUEHTOB C YPOBHEM AJJIEIBHOU
Harpy3ku > 10 % mpu
[MEpPBOHAYAIIBHOM UCCIEN0BAHUHN

Cauxenne > 50 % oT ypoBHS IIpH NEPBOHAYAIBHOM
VICCIIEIOBAaHUH Y MAIIMEHTOB C YPOBHEM aJUIETIbHON HArpy3Ku
< 50 % mpu mepBOHAYAITHFHOM HCCIICIOBAHUHU WU CHIDKCHHUE
> 25 % OT ypOBHSI ITpH MEPBOHAYAIILHOM HCCIIEIOBAHUH Y
[MalMEHTOB C YPOBHEM aJUleNbHOM Harpy3ku > 50 % npu
[epBOHAYAIBHOM HCCIIEI0BAaHUU

OTtcyTcTBHE OTBETA

JI1000i1 OTBET, HE COOTBETCTBYIOIUI MTOJTHOMY MU
JaCTUYHOMY OTBETY

Ipuioxenue I'10 Kp

UTEPUHN KIMHUKO-TEMATOJIOINYECKOIo OTBETA IIPHU

Jgeuenuu DT

OtBer

Kpurepun orBera

IloaHBIN OTBET (COXpaHeHI/IC OTBE€Ta

B TeueHue 12 Hemennb)

1 TpomGouuTer <400 x 10° /1

2 Her cuMNTOMOB, ONOCPEIOBAaHHBIX 3a00JeBaHUEM
(MHKpOCOCYAMCTBIE HAPYILIEHUS, 3y/]l, TOJIOBHAs OOJIb)

3 HopmanwHsbie pazmepsl cenezenku (Y3U/KT/MPT)

4 Jleiikorrer <10 x 10° /i

KOHCTaTaLII/ISI MOJIHOM PEMUCCHU BO3MOXKHA TOJIBKO IIPU HAJIMIUHU BCCX KPUTCPUCB
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JacTHYHBI OTBET
oTBETa B TeueHue 12

(coxpaneHue
HEJIEIb)

[lanmeHThI, KTO HE COOTBETCTBYET KPHTEPHUSM IIOJHOTO
oTBeTa
Tpom6Gorutsl <600 x 10° /1 unu camxenue 6oxee 50% ot
HCXOIHOTO YPOBHSI

Het oTBeTa

JI1000i1 OTBET, KOTOPBIA HE YJOBJIETBOPSIET KPUTEPHUIM
YACTUYHOTO OTBETA

Ipuiaoxkenue I'11 Kpurepun KIMHHKO-IeMaTOJIOIHYECKOI0 0TBETA NPHU

JedeHuu [IMO® (ITM®D, noct-UIl MD, noct-2T M®D)

Kpurepuit

[TonHbIi OTBET

'JacTUYHEBIN OTBET

[Iporpeccus

CUMIITOMBI
MHTOKCHUKAIIUU

OT1cyTCTBUE
CUMIITOMOB

[losBIICGHIIE CHUMIITOMOB

Cenesenka

He nansnupyercs

YMenbleHne
pa3mepoB cene3eHku >50%
npu pasmepax <10 cm
HUKe peOepHON yru Win
CHUIKEHUE pa3MepoB
ceneseHkn  >30%  mpum
pasmepax >10 cM Hmxe
pebepHoii 1yru

YBennuenue
pa3mMepoB CeJIe3EHKU
>50% npu pasmepax <10
CM HuXe peOepHOil Tyru
1701071 yBEIMUCHHE
pa3mMepoB CeJIe3EHKU
>30% npu pasmepax >10
CM HUXe peOepHOM 1yru

I'emoriiooun

>120 T/71;
MaIeHTOB
CTaOMJILHBIM
Hb>110 1/n
HY KA X CSI
reMoTpanchy3usax

JUIA

Cco

HC
B

VYBennueHue
Hb>20r/n1, Ho <120r/1 npu
OTCYTCTBUHM 3aBUCHMOCTH
oT  TpaHcy3uil  wiu
CHIDKEHHE  IOTPEOHOCTH
>50% B TpaHCy3UAX

CHmxeHue
Hb>20r/n
BO3HHKHOBCHHE
3aBHUCHMOCTH
TpaHcy3uit

WUnu moBblIeHUE
notpebnoctn  >50% B
TpaHcPy3usax JUTSE
[MaI[ICHTOB,
HYKJIalOIIHNXCA
reMoTpaHcy3usix

5051

OT

JlelikonThI

4—10x 10%n

Cumxenne >50%
6e3 HoOpManM3alMH pHU
neiikorrose >20 x 10%/1

WIH  TOBBIIICHHUE
Goee uem Ha 1 x 10%/1 6e3
HOPMaTU3aIuK TIpH
eiikomennu <4 x 10%/7

[ToBbiIeHHE
BBIIIIE HOPMBI WIIN
CHU)KEHUE HUKE HOPMBI,
HE CBSI3aHHOE C TepaInen

TpoMOOLUTEI

150 — 450 x 10%n

Cumxenune >50%
0e3 HOpMaIu3alUU TpH
TpombGormTo3e >800x10%1

WIA  IOBBIIIEHUE
>50x10%n 6e3
HOpMaJTU3aIuU npu
TPOMOOITUTOTICHU T
<100x10%m

IToBBIIIEHHE
BEIIIIC HOPMBI 150301
CHIDKCHUE HHKE HOPMBI,
HE CBSI3aHHOE C Teparuen
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Mpunoxenue I'12 Yacrora 1MHAMUYECKOr0 00C/1€I0BAHUS MALIMECHTOB

C MI/IeHOIIpOJII/I(l)epaTI/IBHLIMI/I 3a00J1eBAaHUSIMHU (I/ICTI/IHHaH

HoJIMOUTEMUSA, ICCCHIIMAJIbHAA TpOMﬁOHI/ITeMHH, neanquﬁ

Mue10¢pudpo3)

ccnenoBanue

HCpI/IOI[I/ILIHOCTB MOHHUTOPHHI'A

COop anamHe3a 1 xano0 pu 3a00JIEBaHHUIX OPTaHOB
KPOBETBOPEHUS 1 KPOBU

[Ipu nepBuYHOM OOpallleHUuH NalueHTa

BusyabHblli OCMOTpP TEpaneBTUYECKUM, IaJIbIIALNAS
TeparneBTUYECKas, ayCKYJIbTallsl TepareBTHYECKas

[Tpu kaxx10M oOpalieHnu

Onpocuuk MITH10

E>xeHenenbHO (MAalUeHT 3a0JIHAET
OIPOCHUK CAMOCTOSITEIIHHO)

OOmuit (KTMHUYECKUI) aHaTTU3 KPOBH Pa3BEPHYTHII
(c muddhepeHIMATEHBIM ITOCYETOM KIIETOK KPOBH,
nccienoBanremM Mmopdoioruu, onpeneieauem COD),
[IPOCMOTP Ma3Ka KPOBH JIJIsl aHAIIN3a aHOMAITUIH
MOP(}OIOTHH SPUTPOLIUTOB, TPOMOOIIUTOB U
JICUKOLIMTOB

Ha MOMEHT yCTaHOBIIEHHs 1MarHo3a,
3aTeM He pexe 1 pa3a B Tpu MecsALa Win
Jale B COOTBETCTBUM C YPOBHEM
TPOMOOILIMTOB, JICHKOLIUTOB, TEMOIJIOONHA

AHaN13 KPOBH OMOXUMHUYECKUIN
oOmierepaneBTHYECKU (MoueBas kucioTa, JIJAI,
CPBb, nokazarenu, XxapakTepu3yrome QyHKIUO
MCYCHH )

Ha MOMEHT yCTaHOBIIEHHs 1MarHo3a,
3aTeM He pexe 1 paza B 6 MecsLeB Ipu
Ha0JIt0/IeHNH, He pexxe | pa3a B Tpu
Mecsa Py HUTOPEAYKTUBHOM Tepanuu

KoarynorpamMmMa (OpMEHTUPOBOYHOE HUCCIIEIOBAaHHE
CUCTEeMbI TeMocTaza). OnpeneneHue
MPOTPOMOMHOBOTO (TPOMOOIIIIACTUHOBOTO) BPEMEHHU
B KPOBH WJIU TIJIa3Me.

Ha MOMEHT yCTaHOBIIEHHUSI TUarHO3a.
Jlasiee - Mo KIIMHUYECKUM TTOKa3aHUsIM

MoJIeKyISIpHO-TEHETHUECKOE UCCIIEI0BAHNE MyTaluil
B renax F2, F5, F7, F13A1, PAI1, MTHFR, MTR,
MTRR

OAHOKpaTHO B CiIy4ae TPOMOOTHUYECKUX
COOBITHI B aHAMHE3€, OTATOICHHOM
CEMEITHOM aHaMHe3¢

HUCCIEMOBAHUNA I
aHeMUH

Komrmiekc
Kene30epUIUTHON
CBIBOPOTOUYHOE YKEIJIE30)

ITUArHOCTUKHN
(deppuTHH,

C amarHoCTHYECKOi 11eTbI0, 3aTeM MpHU
Pa3BUTHUU aHEMUH, CHUKCHUH YPOBHS
remorioonHa Ha 20 /71 OT HCXOIHOTO
VPOBHS, TIPY TTOSIBJICHUN KITMHUYIECKIX
MPU3HAKOB TKAHEBOTO Je(UIINTA JKeTe3a.

YPOBEHB HPUTPONIOITHHA KPOBH

/1111 BepuGuKauu AMarHo3a, a Takxke Mpu
HaOJI0/IEHUU — B CIIy4yae Pa3BUTHUS aHEMUU

MoJeKyIsIpHO-TeHETHUECKOe UCCIIEJOBaHKE
MapkepoB Ph-HeratuBHbIX MuenonposndepaTUBHBIX
3aboneBanuii (myrtaruu B renax Jak2, MPL u CALR)

Ha momenT YCTAHOBJICHUA JUArHo3a.

MoJeKyIsIpHO-TEHETUUECKOE UCCIIEI0BAHNE MyTalluil
B reHe JAK2 B KpOBH METOJAOM CEKBEHHPOBAHUS
(xauectBeHHas [P Ha Hanmnuue myTanuu B 12 3k30He

Ha MOMEHT yCTaHOBJIEHUS AMArHO33|
TOJIBKO IIPU OTCYTCTBUU MyTauuu VO617F
rena JAK2.

rena JAK2)
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http://fertilab.ru/tseny/kompleks-trombofilii-f2-thr165-met-f2-20210-f5-leyden-f5-gonkong-f5-kembridzh-1162/
http://fertilab.ru/tseny/geny-gemostaza-fgb-455-f2-20210-f5-leyden-pai-1-serpin-675-itga-2-a2-807-itgb3-b3-1565-f7-10976-f13a/
http://fertilab.ru/tseny/mthfr-677-mthfr-1298-mtr-2756-mtrr-66-1159/
http://fertilab.ru/tseny/mthfr-677-mthfr-1298-mtr-2756-mtrr-66-1159/

MoeKyIsipHO-TEHETHUECKOE WCCIICIOBAHHE
TOYCUHBIX MyTaluid TeHa bcer-abl (XumepHbId TeH,
0o0pa30BaHHBI  CIHMAHUEM  OOJIACTH  Kjacrepa
pa3pbIBOB Ha 22 XpOMOCOME U IeHa THPO3HH-KHHA3HI
AOenbcoHa Ha 9 xpoMocoMme)

[Ipu mnpoBenennn auddepeHImaTbHON
IUAaTrHOCTHUKHN C XPOHUYCCKUM
MUEIIOHTHBIM JICHKO30M.

MoJeKyIsIpHO-TEHETUYECKOS HCCIICIOBAHNE MYy TaIHI
B reHax ASXL1, EZH2, TET2, IDH1/2, SRSF2, SF3B1

OnHOKpaTHO TpPH MPUHATUU PEIICHUS O
npoBenennu amwio-TI'CK

[luToreneTuueckoe HCCIICIOBAHUE

KOCTHOI'O MO3ra

(xapuotum)

OnHOKpaTHO TpPH MPUHATUU PEIICHUS O
npoBenennu awio-TI'CK

ONpeNleJICHUEe aHTUTENl K OJeTHOW  TperoHeMe
(Treponema pallidum) UMMYHO(pEPMEHTHBIM
MetoaoM (MDA) B KpoBH) UITH OTIpEIeTICHUE aHTUTE
k OnenHoit Tpemoneme (Treponema pallidum) B
HerpenoHeMHBIX TecTax (RPR, PMII) (kauecTtBeHHOE
1 MOJIyKOJIMYECTBEHHOE MCCIIEIOBAHNE) B CHIBOPOTKE
KPOBH;

antutena kK BUY (Onpenenenue anturen kiaccoB M,
G (IgM, IgG) x Bupycy uMMyHOJepHIIUTA YEIOBEKa
BUY-1 (Human immunodeficiency virus HIV 1) B
kpoBu; Omnpenenenue antuten kiaccoB M, G (IgM,
IgG) x BUpycy mMMmyHOAeduuuTta yenoBeka BUY-2
(Human immunodeficiency virus HIV 2) B kposy;

WCClie/IoBaHMsT Ha BUPYCHBbIe TemaTuthl B u C
onpenenenue antureHa (HbsAg) Bupyca remaruta B
(Hepatitis B virus) B kpoBu ¥ OIpe/Ic/ICHHE aHTUTCHA
Bupyca remaruta C (Hepatitis C virus) B kposwu.

[lepen MPOBEJICHUEM
MaHUIYJISIU A

HMHBa3HUBHBIX

Y 1bTpa3BYKOBOE HCCIIEI0BaHNE OPTAaHOB OPIOLTHOM
0JIOCTH (KOMIUIEKCHOE), YIBbTPa3BYKOBOE
MCCIIeIOBaHKE MOYEK U HaJIIOYEYHHUKOB,
YIBTPa3BYKOBOE HCCieI0BaHUE TUM(ATHUECKUX
y3J10B (O1Ha aHATOMHUYECKAs! 30HA)

Ha wmoMeHT YCTAHOBJICHUS JHWArHO3a,

3atTeM He pexe 1 pasa B rof,
TOTIOJTHUTETIBHO o KJIMHUYECKUM
MOKa3aHUAM

JIymuiekCHOEe CKaHUPOBAHUE HUXKHEU II0JIOM BEHBI U
BEH NOPTaIbHOM cucTeMbl nanuentam ¢ MI13

[Tpu mono3peHur Ha TPoMOO3 BOPOTHOM
BCHBI, BETBEM BOPOTHOHU BEHBI,
CEJIE3€HOYHOU BEHBI, BEpXHEN
OpblkeedHoM BeHbI. [Ipu moaTBepKaeHNH
TpoMOo03a — He pexe 1 pa3a B 12 mecsies,
qale — 10 KIMHUYECKUM ITOKa3aHUSIM.

JlymiekcHoe ~ CKaHMpoBaHHE  OpaxuoredaabHbIX
apTepHil ¢ LIBETHHIM JIONIJIEPOBCKUM KapTUPOBAHHEM
KpOBOTOKA

B ciayuae nedanruueckoro CHHIpOMA.
[Ipy BBIABICHUU aTEPOCKIEPOTUYECKOIO
MTOPAKEHUSI COCYJI0B — He pexe | pazaB 12
MECALIEB, 4allle [0 KIWHUYECKUM
[MOKa3aHUSM.

[ToydeHre THCTOIIOTHYECKOTO MpenapaTa KOCTHOTO
Mo3ra (TpernanoOuorncus rpeOHs MoAB3A0IIHOM
KOCTH) C TTaTOJIOT0aHATOMHYECKUM HCCIICTOBAHNEM

OHOIICUIHOTO (OHepaI_II/IOHHOI‘O) MaTrepurajia KOCTHOIO

[Ipu ycTaHOBIEHNHN qUArHo3a, Jajee npu
[OSIBJICHUU [TPU3HAKOB,
CBUICTCIIBCTBYIOIIUX O
[porpeccupoBaHUM 3a00JIeBaHUS
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MO3ra ¢ IPUMCHCHHUEM UMM YHOTUCTOXUMHWYCCKUX
MCTOHOB JJIS1 BBIABJIICHUS PETUKYJIIMHOBBIX U
KOJIJIAar€CHOBBIX BOJIOKOH

(anemusi, pa3BUTHE JIEHKOIIUTO3a, CABUTA
BJICBO B JICHKOIIUTApHOU popmyiie,
[MOBBIIICHHE YPOBHS CHIBOPOTOYHOTO
JIJII", mosiBIIeHWE CIIJICHOMETAINH ).

KommbrorepHas Tomorpadus OpraHoB OprOIIHOM
[MOJIOCTU C JIBOMHBIM KOHTPACTUPOBAHUEM, ONHUCAHUE

1 WHTEpHpETalus KOMIIBIOTEPHBIX TOMOIPAMM WJIU
MarHUTHO-PE30HAHCHAs ToMmorpadust OpraHoB
OpIOLIHOM MOJIOCTH c BHYTPHUBEHHBIM

KOHTPAaCTUPOBAHUCM, OIMMCAHUC W MHHTCPIIPETANA
MAarHMTHO-PE30HAHCHBIX TOMOI'paMM

[Tpu momo3peHnn Ha TPoMOO3 B cocyaax
OpTaIbHON CUCTEMBI, UHpaPKT,
CEIIE3CHKU. IIpn IIOATBEPKICHUU
TpoMO03a — He pexe 1 pasza B 12 mecsiies,
qale — 0 KIMHUYECKUM IOKa3aHUSIM.

I30(aroracTpoayo1eHOCKOMH S

OnHOKpaTHO TMpHU CIUICHOMETAINHU st
MCKJIIOUECHUSI  HAJIM4YKMS ~ BapUKO3HOTO
pacIIMpEHHs BEH.

Perucrpanus 351eKTpoKapIuorpaMmsl, pacumdpoBka,

OIHCaHKE u UHTEpIpETAINs
DIIEKTPOKAPAHOTpaAYUICCKUX JAHHBIX,
HXOKapauorpapus

Hepeﬂ IpOBCACHUEM MCIHUKAMCHTO3HOI'O
JICYCHUS, IIPHU CMCHE TCpaAIliu.
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