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1. ANMUAEMNONIOrnNsa N NATONEHE3
3ABO/IEBAHUI COCYA0B MEYEHU

Bce yallie B KITMHUYECKOM ITPAKTHUKE MBI CTaIKMBaeMCs ¢ TPOMOO-
3aMM BHYTPEHHHUX BEH, KOTOPbIE MOTYT IIPOSIBISTHCS JUOO OCIOXK-
HEHMEM XPOHUYECKOIo 3a0oyieBaHus TedeHH (KakK IIpaBUjIo, LIMPPO3
C TeTaTOLESIITIONSIPHON KapUMHOMOM Win 6e3), 1100 MepBUYHOI ca-
MOCTOSITEIbHOI (POPMOIi COCyaUCTOTO 3a00JIeBaHMSI TTEUEHU.

K Hambosee yacto BcTpevaronmMces 1 HanboJjiee 3ydeHHBIM 3a00-
JIEBAHUSIM 3TOM TPYIITBI OTHOCSITCS

+ cuanpom bagma—Kwnapn (CBK);

+ HELMpPpOTUUECKUit TpoM0O03 BopoTHOI BeHbI (TBB);

+ BHEIeYeHOYHas o0CTpyKIius BopoTHOI BeHbl (BOBB);

+ UauonaTU4ecKas opTajibHask TUIIEPTECH3NS,

+ CUHAPOM OOCTPYKIIMK CUHYCOUIOB;

+ MaJib(hopMallii COCYIOB MEUYEHU MPU HACAEACTBEHHOM reMop-
parmyecKoi TeJeaHrnaKTa3nuu;

+ TBB npu uuppo3se neyeHu.

l'unepkoaryasdiuyst onpeneaseTcsl Kak MPOKOaryJIsiHTHBINM aucOa-
JIaHC 13-3a TIOBBIIICHUSI YPOBHSI (PAKTOPOB CBEPTHIBAHMS B ILIa3Me,
He KOMIIEHCUPYEMBIX ECTECTBEHHBIMU AHTUKOATYISTHTAMU. DTO IMPOUC-
XOIUT IPY (PU3UOJIOTUMIECKUX COCTOSTHUSIX, TAKMX KaK OEPeMEHHOCTb,
a TakKe MpU IMIPUOOPETEHHBIX COCTOSIHUSIX, TAKMX KaK IOCIeonepam-
OHHBIN TIEpUOM, IJIUTEIbHAsT MMMOOMIN3ALNSI, IPUEM SCTPOTCHOB,
BOCHAJIUTEIbHbIe/MH(PEKIIMOHHBIE 3a00eBaHMsI, aHTU(HOCHOTUITII-
HBIII CUHIPOM U pak. I 'mmepkoaryisiius Takke BCTpedaeTcsl Py Ha-
CJIEACTBEHHBIX COCTOSTHUSIX, TAKMX KaK MyTallMs B TeHAX, KOAUPYIOIIUX
daxTop V u paxrop II, unu pexe ns-3a nepuumnta aHTUKOATYJITHTHBIX
(¢axTopoB — nporenHa C, mpoTenHa S 1 aHTUTPOMOUHA.

TpomboduIus, CKIOHHOCTh K BEHO3HOW TPOMOOIMOOIMU U3-3a
TUIIePKOATYJISIIUM, SIBJSETCS 3HAUMMbIM (haKTOPOM pHUCKa Tpom0Oo3a
BHYTPEHHMX BEH Y IMALIMEHTOB C IMMEPBUYHBIMUA COCYIUCTBIMU 3a00JIe-
BaHMSIMU TIE€UCHU.
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1.1. 3TNIONOrnNs

Takum obpazom, Bce (haKTOphl prcKa 00pa3oBaHUsI TPOMOO30B BeH
BHyTpeHHUX opraHoB (TBBO), k xotopsim oTtHOocuTcst CBK 1 TBB,
MOXKHO pa3feIuTb Ha MECTHBIE 1 CUCTeMHBIE.

» MecTHbIe (DaKTOPHI:

+ COJIMAHBIE 3J0KAYeCTBEHHBIE HOBOOOpPA30BaHMSI WU KHU-
CTHI (B TOM 4YHCJIe 9XMHOKOKKOBEIC), CIAaBIMBAIOIINE BEHO3-
HBI TPAKT;

+ 3JIOKQYeCTBECHHBIE HOBOOOPA30BaHUS TICYEHU M KETIHBIX
MyTEMH;

+ abIIOMMHAaJIbHBIC OITepaLIUN;

+ TH(MEKUINU 1 BOCMajJieHe B OPIOIITHON MOJIOCTH;

+ Y HOBOPOXKIEHHBIX — KaTeTepU3alus MyIIKa;

+ MeMOpaHo3Has 00CTPYKLIMS HIDKHEH TT0JION BEHHI.

» CucreMHBIe (paKTOPHI:

¢ TpomboduIMs:
+ BpOXJIEHHA4;
+ IpUoOOpeTeHHasl.
¢ MuenonpoaudepaTUBHbIE 3a00J1€BaHUSI.
¢ I'opmoHaIbHBIE (PAKTOPHI:
+ TIepopajbHast KOHTPALCIIIIS;
+ OEpeMEHHOCTbD.
¢ IMapoxcusmanbHasg HouHasg remorsoonHypud (ITHT).
¢ Hpyrue cucteMHble (akTopbl, HaIpuUMep aHTUDOCHOIUMUI-

HBII CMHIpOM (aHTUTeNAa K (pochoaunuaam).

Heo6xonnmMo momHUTH 0 ToM, uto 3tHoa0orust CbK u TBB mHoro-
(¢akropHa. CoueTaHne AByX U 0oJiee BPOKICHHBIX WIM IIPUOOPETEH-
HBIX MPOTPOMOOTHYECKUX (DAKTOPOB UMEET MecTo y 46% malleHTOB
¢ CbKuy 10% — ¢ TBB. TBB yacTo siBiisieTcst OCI0KHEHHEM 1IUPpO3a
neyeHu, Ho pu TBB monmomHuTeIbHBIN MPOTPOMOOTUUECKUT (DaKTOP
obHapyXuBajcs y 36% OOJIbHBIX ¢ MECTHBIM (pakTopoM pucka. [lpu
CBK 18% mauumenToB umenu Tpu dakropa pucka. Y 6osee 60% 601b-
Heix TBBO ¢ BpoxneHHOI TpomOoduineil Ob1 HailieH TOMOJTHU-
TeJIbHBIN (PaKTOp pucKa.
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BpoxxaeHHas n npnobpeteHHas Tpom6ocunus

TpomboduIns — cocTosIHUS, CBSI3aHHBIE C TTOBLIIIEHHBIM PUCKOM
TpoMOO3a BEH M XapaKTepU3YIOIINECs MOBBLIIIEHHOW CBEPTHIBAEMO-
CTBIO KPOBH.

IToBrwimeHHsbI prick TBBO cBsi3aH c:

» BPOXIEHHON HEIOCTaTOYHOCTbIO €CTECTBEHHBIX MHIMOUTOPOB

CBEPTHIBAHMUS;
» MOBBIIICHHBIM YPOBHEM (DaKTOPOB CBEPTHIBAHMSI M MYTaLIUSIMU
TeHOB 3TUX (DAKTOPOB.

Bpoocdennas HedocmamouHoCmb ecmecmeeHHbIX UHeUOUMOpPo8 ceep-
Mbl8aAHUSL:

» neunutantutpomorHa (AT)y 5% kak npu CBK, Tak u ipu TBB;

» nedunut nporerta C (ITC) —4—20% npu CBK 1 0—7% nipu TBB;

» neunut nporerHa S (I1S) — 0—7% npu CbK 1 0—30% nipu TBB.

HenocrarouHocTh naHHBIX (DaKTOPOB CBEPTHIBAHUSI CUMTACTCS
stuonornuyeckuM pakropom CbK 1 TBB u noxkHa BKIIOYaThCS B IU-
arHoctuueckuit nmouck npu TBBO.

PacrnipocTpaHeHHOCTb BPOXXIEHHONW HEIOCTaTOYHOCTU aHTUTPOM-
6uHa, mporerHoB C u S y mauueHToB ¢ TBBO TpynHO olieHUTH U3-3a
HU3KOI'0 CUHTE3a 9TUX BEILIECTB B IIEYEHU Y TAaKUX JIUIIL. JInarHo3 Heno-
cTaToYHOCTH npoTenHoB C 1 S MacKupyeTcs JIedeHUeM aHTarOHUCTa-
mu ButamurHa K (ABK).

Ilosbiuenue yposHs pakmopos ceepmui8anus U Mymayuu 2eH08 3Mux
gaxkmopos:

» Jleitnenckast myraumsi (JIM) rena dpakropa V (monmumopdusm 1691

G- >Arena F));

» MmyTaius reHa rmporpomouHa 20210A (moaumopdusm 20210 G- >A

reHa mMpoTpoMOMHa).

Y nauumentoB ¢ CBK JleiimeHckass MyTauus BcTpedyaeTcss oT 7
10 32%. BOJBIIMHCTBO 3THUX MALIMEHTOB — IeTePO3UTOTHBIE HOCUTE-
JIM, XOTSI THOTIa BCTPEYAIOTCSI U TOMO3UTOTHBIE HocuTeau. ['omo3uro-
TBI UMEIOT HAMHOT'O OOJIBIINIA PUCK TPOMOO03a IIIyOOKMX BEH, HO IS
TBBO st10 He noaTBepxkaAeHo. PacripocTpaHeHHOCTS JleiineHcKo My-
tauuy ipu TBB nuxe — 3—9%.

Takum 06pa3oM, 1a00paTOPHBI CKPUHUHT Ha TPOMOO(DUINIO A0~
>KE€H BKJIIOYATh:
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» (DYHKIIMOHAJIbHBIN TECT HA PE3UCTEHTHOCTb K aKTUBUPOBAHHOMY
nporeuny C;

TeHOTUMMpoBaHue (hakTopa V;

reHeTuyeckuit movick mist myrauvu G1691A (FV Leiden);
n3meHeHue reHa dakropa II pasa myramuu G20210A;

U3MEpeHNe aHTUTPOMOMHA;

n3MepeHue nporernHa C 1 IIpoTerHa S;

aHanu3 ¢gakropa VIII;

oIpeaeeHIEe YPOBHS TOMOIIMCTENHA;

aHaJIM3bl Ha aHTU(MOCHOIUITUIHBIE AHTUTE]IA.

HeobxoauMo OTMETUTB, YTO BbICOKHE YpoBHU (akTopoB IX u XI
CKOpee SIBJISIIOTCS IIPUOOPETeHHBIMU, YeM YHACJIeAOBAaHHBIMU, OHU
TakxKe ObUIM MACHTU(MULUUPOBAHBI KaK MapKepbl TPpOMOO(UINU,
HO MX BKJIIOYEHUE B CKPUMHMHI TPOMOOGWIMU B HACTOSIIEE BpeMs
HE peKOMEHI0BaHO.

Eiwie onHum akropom pazsutust TBBO sBas0TCS Muenronpoav-
¢eparuBHbIe 3a00aeBaHus (MI13).

MII3 — »3To HapylIeHHWS CO CTOPOHBI KJIOHAILHBIX TEeMOITO-
STHYECKMX CTBOJIOBBIX KIIETOK, XapaKTepU3YIOIIMECs W30BITOYHOI
BBIPAOOTKOM 3peibIX U (DYHKIIMOHATBHBIX TPAHYJIOLUTOB, 3PUTPOIIU-
TOB 1/WIM TpoMOOLIMTOB. OTHO M3 OCHOBHBIX OclioxkHeHuir MII3 —
BO3HMKHOBEHME TPOMOO30B BEH U apTePUii, BEI3BAHHBIX ITOBBILLICHHO
arperaieit TpoMOOLIMTOB M 00pa3oBaHUEM TPOMOMHA.

Panee cunranoch, uro MII3 umeror mecto y 30—40% nauneHTOB
¢ CbK unu TBB.

HuarHo3 MII3 craBuUTCSI Ha OCHOBE psila KpUTEPUEB, BKIIIOYAst
XapakTepHble M3MEHEHUs KJIETOK IepudepruiecKoil KpoBU (IIOBBI-
IIEHHBII YPOBEHb T'eMOTII00MHA, TPOMOOIIUTO3) M KOCTHOTO MO3Ta.
OnHako Mpu MOPTaIbHONW TMMIEPTEH3UM, TIPUBOASAIIEH K rUmnepcIuie-
HU3MY U TeMOAWIIONNH, XapaKTePHbIE TPOMOOIIUTO3 1 3PUTPOLIMTO3
MOTYT MaCKMPOBAaThCS.

B HacTtosiiiee BpeMsi yOenMTeNIbHO J0Ka3aHO, YTO MYyTallMsl reHa
JAK?2 V617F urpaer ocHOBHYIO poJjib B AuarHoctuke MI13. Ona nipu-
CYTCTBYET MOYTH Y BCeX MALIMEHTOB C UCTUHHOM nonuuutemueit (MUIT)
ny 50% c nepBuuyHbiM Mueaopuodopozom (ITMD), nposBasiommrM-
¢ TpoMmbouuroneHuneit. Myrauust rena JAK2 V617F obHapyxeHa
y 6osblLoro koanuectsa 6oiabHbIX ¢ CBK 1 TBB.

v v Vv VvV Vv VvV v Vv
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K apyrum stronornyeckum pakropaM OTHOCUTCS ITapOKCU3MaJlb-
Hast HouHasl remoryioounypust (ITHT).

ITHI' — penkoe mpuoOpeTeHHOE TeMaTOJOrMyeckKoe HapylleHUe
CO CTOPOHBI T€MOITO3TUIECKIX CTBOJIOBBIX KJIETOK, MMEIOIIEE TECHYIO
cBs13b ¢ CBK.

ITHT BeigBieHay 9—19% nanuentos ¢ CbK, a mpu TBB — y 0—-2%.
Tounblit Mexanu3Mm pa3sutus TBBO nmoka HeusBecteH. bonbubie [THT
¢ 6omnee 60% TpaHyJIOLMTOB B MOMYISLMU KJIETOK, ITO-BUAMMOMY,
nMeloT Oonblnii puck TpoMbo3a. Mcciaegoanue Ha ITHI momkHO
IIPOBOIMTLCS B IJIAHOBOM mopsiake y Beex manueHToB ¢ CBK, a Tak-
xe ¢ TBB.

AyTOMMMYHHBIE 3a00JI€BaHNS, BOCITAIMTEIbLHBIC 3a00JICBAaHMS K-
IIEYHUKA, BACKYJIUTHI, CApKOMUI03 U 3a00JeBaHUSI COCAMHUTEIbHOMN
TKaHM TaKke MOTYT OBITH cBsA3aHbl ¢ TBBO, Kak n 6oye3nb bexuera
(yame B CpeIn3eMHOMODPbBE).

K npyrum penkum mpmamHaM TBBO oTHocgTcS 1IMTOMETAIOBU-
pycHast UHDEKIMS 1 LeJTUaKus.

®dakropamu pucka TBBO cumTaroT Takke ropMOHaJIbHBIE (haKTO-
pbl, B TOM YMCJIe TIpUEeM MePOPaIbHBIX KOHTPALIENITUBOB U OepeMeH-
HocTb. [loka3zaHo, 4TO IIpreM MepopabHBIX KOHTPALICIITUBOB CBI3aH
¢ rioBbilieHUeM pucka CbK Kkak MUHUMYM BIBOE.

MeTogbl AMArHOCTUKU 3TUONIOrUU 3a60/1€BaHNI COCYA0B
neuyeHu

JAunarHoctvka OCHOBHOI'O 3THUOJIOTUYECKOIro aKTopa pa3BUTUS
TPOMOOTUUYECKUX OCIOXHEHUI O0YeHb BaxKHA, ITOCKOJBKY 3TO MOXET
MMETh TepaIeBTUIECKOE WM IIPOrHOCTUYECKOE 3HAaUCHHE.

Crucok 1abopaTopHbIX MHCTPYMEHTOB JUISl OLIECHKW HauboJiee ya-
CThIX HACJIEACTBEHHBIX WU IIPUOOPETEHHBIX TPOTPOMOOTUYECKUX CO-
CTOSTHMI TIpH 3a00JIeBaHUSIX TICYCHU IIPEACTaBJICH B TaoI. 1.
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Ta6nuua 1. HacneacTBeHHbIE 1 NPUOBPETEHHbIE MPOTPOMBOTIUYECKIUE COCTOAHMS, Na-
6opaTopHasl AMarHocTuKa

dakTop pucka

CTaTOYHOCTb aHTU-
TPpOMO6UHA

Da3BMTHS TPOMGO03a TBB CbK NwnarHocTuka

Mwuenonponude- 30- 40- [MnepcnneHn3m 1 reMoannoLms n3-3a nop-

patnBHoe 3a6one- |40% 50% | TanbHON rUNepTeH3nn MacKupyoT aHoManb-

BaHue HOE KOJIMYECTBO KNETOK KPOBU; 0BHApYXKeHe
myTaumn V617F JAK2; y naumeHTos ¢ oTpuLa-
TeSbHbIM Pe3yNbTaToM CriefyeT pacCMOTPETb
BO3MOXXHOCTb MPOBE/EHNs BUONCUN KOCTHO-
ro mMo3ra; apyrue mytaunn JAK2 (3k3oH 12)
unu M3 06HapyX1BAKTCS PEAKO

®akTop V 6-32% [6-32% | ®YHKLMOHANbHbIN TECT: YCTONYMBOCTb K
AKTMBMPOBaHHOMY 6enkKy C;
FEHEeTNYECKMIA NOATBEPXKAAOLLNIA TECT:
myTauus FVG1691A

MyTauuns rena 14- 5-7% | MyTaumnsa G20210A

(hakropa ll 40%

MepBuyHas Hepo- [ 0-26% | 10— [MTOHMXEHHBIN YPOBEHb aKTUBHOCTU MpPO-

CTATO4HOCTb MPO- 30% |TeuHa C MHTEpNpeTUpYeTCs TOMbKO Mpu

TenHa C HOpPMasibHOM YPOBHE (haKTOPOB CBEPThIBA-
HUS KPOBW; 4151 NOATBEPXKAEHNS HAcneq-
CTBEHHOW HEeA0CTAaTOYHOCTI HEO6X0AUM
MONOXUTENbHBIA Pe3ynbrat y 6vmKanLlero
POACTBEHHUKA

MepBuyHasd Hepo- | 2-30% |7-20% |OHVKEHHBbI ypOBEHb NpOTenHa S MH-

CTaTO4HOCTb Npo- TEPNpPeTUPYETCS TOMBKO NMPU HOPMaNbHOM

TenHa S YPOBHe (hakTOPOB CBEPTbIBAHUS KPOBU; 411
NOATBEPXXAEHNA HACNeLCTBEHHON HeLlo-
CTaTO4HOCTU HEOOXOAUM NOSTOXKUTENbHDII
pesynbrar y 61vKanLIero poLCTBEHHNKA

lMepsuyHas Hepo- | 0-26% |0-23% |[TOHWXEHHbIE YPOBHU GeSIKOBON aHTUTPOM-

OUHOBOI aKTUBHOCTU MOXHO UHTEPMPETH-
POBATh TOILKO MPY HOPManbHbIX YPOBHSIX
(haKTOpOB CBEPTLIBAHNA KPOBU; AN
MOATBEPXAEHUA HACNEACTBEHHOI Hef0-
CTAaTOYHOCTM HEOBXOAUM MONOXKUTENbHbIN
pesynbTar y 6ANKaLLIEro PoACTBEHHMKA
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OkoHyaHue 1abn. 1

lnepromouuncten- |12— 37 % | 4acTo CNOXXHO YCTaHOBUTb; HEOOX0ANUM
Hemms 22% BbICOKWI1 YPOBEHb B CbIBOPOTKE KPOBM A0
TPOMOOTUHECKOr0 3a60/eBaHNs; roMO3U-
rOTHbIN nonumopduam G677T u/unu ypoBs-
HW BUTaMmHa B12 n dponnesomn KucnoTbl
MOTYT ObITb UCMOMb30BaHbI

HepnaBHee 12% 6-60% | WcTopus 60nesHmn

ncnonb3oBaxue

0panbHbIX

KOHTpaLenT1BOB

Autudpoconunua- |6-19% |4-25% | BbICOKME YPOBHM aHTUKAPAMOSIMMNHOBbIX
HbIA CUHAPOM AHTUTEST, UMK BOMYAHOYHOIO

AHTUKOAryNsHTa, MW aHTUTEN NPOTUB
0eTa-2-rnmkonpoTemnHa 1
MapokcuamanbHasg [0-2% |0-4% |O6HapyxeHue CD55- u CD59-

HOYHas AeULMTHOTO KNOHA C MOMOLLbO
remorno6uypus MPOTOYHON LIUTOMETPUN

1.2. KNUHWYECKNE PEKOMEHAALIUIA N NPUHLNNDI
KOPPEKLINW HAPYILEHUW KOATvAsgunn
NPU XPOHNYECKUX 3ABO/IEBAHUSAX MEYEHU

Hanmaie mpoTpoMO0THUEeCKIX HApYIIEHWI MOXKET BIUSTH Ha TIPO-
JOJKUTENbHOCTD JICYEHUSI aHTUKOATYJISIHTAMU Y MaLMeHTOB C TPOM-
0©030M TTOPTAIbHOI BEHBHI.

Heob6xomnMocTh MoXXMU3HEHHOTO JieueHU maneHToB ¢ CBK antu-
KOoaryJsiHTaMU 3aBUCHUT OT TSXKECTU 3a00J1eBaHUsI.

JIntiam ¢ ocTpbIM TPOMOO30M MOPTAJTbHONM BEHBI aHTUKOATYJISTHT-
Hasl Teparusl Ha3HadyaeTcs B TeueHne 6 Mec (HEOOXOIMMO YUUTHIBATh
OCHOBHOE€ 3a00JieBaH1Ee, BO3MOXHA JOJTOCpOYHasl Teparusi).

ITpogomKnUTeNbHOCTh AaHTUKOATYJISTHTHON Tepariuyi CUJIBHO 3aBU-
CUT OT pHCKa ITOBTOPHOTO TpoM0O03a.

CoBpeMeHHbIe peKOMEHAALMU TpeaaraiT JIUTEIbHYIO Teparuio
aHTUKOATYJISTHTAMU TOJIBKO TIPU HAJTUMUUU SIBHBIX (paKTOPOB PUCKA TT0-
BTOPHOTO TpoM0O03a, TaKNX KaK roMo3urotrHas JlefimeHckas MyTauus
M BapuaHT reHa NpoTpoMOMHa. HekoToprle uccaeqoBaTenn yTBepK-
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JAI0T, 4TO Ae(EKThI, CBA3aHHBIC C TPOMOO3aMU, UMEIOT Heollpeae/IeH-
HYIO IPOTHOCTUYECKYIO POJIb JUISl pELIMANBA.

HeobxonuMo mpoBeneHue TeHETUUEeCKOro o0CIeNoBaHUsl IPYyTUX
YJICHOB CEMbM MPU BBISIBJICHUU Y TMallMeHTa MyTallMid, TIpeapacoia-
raloimx K TpoMOO(UINIYECKOMY CTaTyCy.

ITpu TBBO Ha ¢pone MI13 antukoarynsHtHyto Tepanuio ABK cie-
JIyeT HazHauaTh 0eccpouHo. [Toutu Bce manumeHTsl ¢ MII3 B HacTo-
siee BpeMsl TOJIyYaloT aleTWICATUIMIOBYIO KUCIOTY (ACrUpuH?).
OnHako HEOOXOAMMO JIM NOOABISATh ALETUJICATIMILIMIOBYIO KHUCIIOTY
(Acniupun?) k neyennto TBBO y 6onbHbix MIT3, monyyatomux ABK,
Moka Heu3BecTHO. [ToTeHIManbHOE MPEUMYILECTBO alleTUICATULIM-
JIOBOI KUCIOTHI (AcnuprHa®) y namuenToB ¢ TBB u MI13 ormeueHo
B PETPOCIIEKTUBHBIX UCCICAOBAHMSX, HO 3TOT (DAKT HYK/IaeTCs B IPO-
BEpKE B MPOCIEKTUBHBIX UCCIICTOBAHUSX.

bonbHbie MII3 noKHBI MOJyYaTh aHTUIIPOIUGEepaTUBHYIO Tepa-
MU0, B YACTHOCTU MHTEep(EPOH aib(ha WM T'MAPOKCUMOYEBUHY IS
HOpMaJM3aluu rnokaszaTesieii KpoBu. [1py MCTMHHOM MOJULIMTEMUN
1LieJIeBOe 3HaUeHMe reMaTOKpUTa JOJIKHO ObITh MeHee 45%.

Hwuarno3 nepsuunoii [THI' y 6onbHBIXx TBBO MoXeT nMeTh BaxkHOE
3HaueHue 11 moadopa Tepanuu. TakuM nalmMeHTaM MOXeT ObITh MO-
Ka3aHo JUIMTEJIbHOE JICYEHUE DKYJIU3yMaOOM.

Knunnuyeckue pekomengamun EASL: 3a00/1eBanus cocyioB neyeHu,
2018 r.

1. Heobxodumo obcaedosamsv nayuenmoé ¢ ChK u TBB na mecmubie
u cucmemHble npompombomuteckue paxkmopsl. Boiserenue o0Hoeo gak-
mopa pucka He OmmeHsem NOUCKa Opyeux.

2. Jluaenocmuueckuii NOUCK 6KAIOYAEM GbisiGAeHUEe BPONCOCHHBIX
U npuodpemenHvix paxkmopos ckaonHocmu mpomoosy, MII3, ITHI u
AYMOUMMYHHBIX 30004e8aHUI.

3. Heobxoodumo oo6credosamsv nayuenmos ¢ CbK u TBB na gpaxmopot
pucKa, 6Ka4as 80cnaiumenvHole 3a004e6aHUs U 310KAYECMBEHHbIEe HO-
8000pa308aHUs1 OPIOUWHOU NOAOCNU.

4. CKpunuHe Ha CKAOHHOCMb K MPOMO03aM 004CeH BKAUAMb NPO-
meun S, npomeun C u ypogenv aumumpomouna, Jleiidenckyro mymayuro,
eapuanm eena G202104 u ADA. I[lpu nonoxcumenvHom pesyavmame
Ha ADA ananu3s caedyem nosmopums yepes 12 neo.
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5. Ha MII3 neobxodumo obcaedosamsv navuenmos ¢ TBBO u awoeii
C HOPMAAbHBIMU NOKA3amensimu Kposu nymem mecma Ha mymayuio JAK2
V617F. I[Ipu ompuyamenvrom pezyabmame HeoOX00UMO NPOGeCmu CKpU-
Hune Ha mymayuro eena CALR; ecau u o okaxcemcs ompuyamenbHbiM,
B03MOJICHO 2UCIMOA02UYECKOe UccAed08aHUe KOCMH020 Mo3sea. Tlayuenmos
cnedyem HANPABASIMb K 2eMAamoaoey.

6. Heobxo0umo npasunvro aeuums ocHosHoe 3aboneéanue. Ilpu Hanu-
uyu MII3 y 6oabnbix TBBO anmukoazyisHmuyo mepanuro Ha3Ha4aom
beccpouHo.



