JIEKLIMS Ne3
MUEJIOTPOJIMOEPATUBHBIE
HOBOOBPA30OBAHUS

2020-2021 y4yebHbIW roa




IIJIAH JIEKIWM

Knaccudukauma mmenonponugepatmBHbIX
HOBOOOpa3oBaHUMN

OtpenbHble BapuaHTbl MIMH







MUEJIOTIPOJIM®EPATUBHLIE
3ABOJIEBAHUS
(HOBOOBPA3OBAHUS)

-rpynna 3aboneBaHnU KroHaribHOMU
npupoabl, AN KOTOPbIX XapaKTepHa
aHoOManbHasa nponudepayus
MMENoONAHOro POCTKa KPOBETBOPEHUSA
N COeaUHUTESTbHOTKAHHbLIX CTPYKTYP
KOCTHOro mMo3ra

CoxpaHeHa mepmuHasibHasi duggepeHyuposka!




'EHE3
MUEJIOITPOJIUGEPATUBHBIX
HOBOOBPA3ZOBAHUU

HacneacrtBeHHas npeapacnonoXeHHOCTb 777 (pegkue
dopmbli)

BrnusHue BHewWHUX pakTtopoB




KITACCUDUKALIA MUEJIOITPOJIUDGEPATUBHBIX
HOBOOBPA3ZOBAHUN (HAUBOJIEE YACTO
BCTPEYAIOIIUECS HO30JIOI'N)

XPOHNYECKNUN MUESTOSNIEUNKO3
XpPOHNYECKUN HEUTPOMDUIIbHLIN JIEUKO3
[MepBHNYHBbIN MuUenocdpmnobpos

UcTHHasa nonvuuutTemMus
JcceHUunanbHasa TpomooumntemMus
XpPOHNYECKUN 303UHOMPUIIbHLIN JIEUKO3

MuenonponudepaTuBHoe
HOBOOOpa3oBaHue
Heknaccudgpuumupyemoe







SHAUHNMOCTD TEMDI UIA AEATEJIBHOCTHU
YHACTKOBOI'O BPAHA TEPAIIEBTA

1. OuddepeHumanbHaa AMarHoCTUKa NIeMKOLUTO30B,
TPOMOOLMUTO30B, IPUTPOLIMTO3OB

2. OnpeaeneHve noKkasaHUU K HanpaBrieHUIO Ha
KOHCYNbTauuio remMaTtorsiora nauMeHToB ¢ LMTO3amMu

3. [OwvHamuyeckoe HabnroaeHue 3a nauueHTaMm ¢ U3BeCTHbIMM
MuenonponugepatMBHbLIMM HOBOOOpPa30BaHUAMMU

Koppekuusa ocnoxHeHmnn MIN3 (Tpomb603bl, KpOBOTEYEHUS)

5. KoppeKkuus TOKCUMHOCTU NeKapCTBEHHbIX npenaparoB y
oonbHbLIX MIM3

6. OnpepeneHusa noKasaHUMU K HanpaBrieHUIO Ha
KOHCYNnbTauuio K rematonory 6onbHbix MMN3




XPOHUYECKUU MUEJIOJIENKO?3

KnoHanbHoe muenonponudgepatnBHoe 3aboneBaHue,
pa3BMBalOLWMMCA B pe3ynbTaTe 3r1loKa4yecTBEeHHOM
TpaHccopMmaLun B paHHUX reMono3TU4YeCcKux
npealwecTBeHHUKaX

XapaktepusyeTcsi ycuneHmem nponucepaumm
rpaHynoumMTapHoOro pocTka

Hann4yne xapaktepHOU XpOMOCOMHOM aHOMarium
(Punapgenncpumnckana xpomocoma)




DI AEMUOJIOI A XMJI

® XpoHundyeckuun muenonenkos (XMJ1) — penkoe
3aboneBaHue.

® BbiaBnaeMocTb coctaBnseTt npuonusntensHo 1:100
000 B3pocnoro HacerneHus.

® B Poccuu peructpupyetca 0,58 cnyyaeB Ha 100000
HacerneHusa B roa

®© bonerT NnpenMyLLeCTBEHHO NOAU cCpeaHero Bo3pacrTa:
MUK 3aboneBaemMocTu npmnxogutcsa Ha Bospact 30—50
net, okono 30% coctaBnAalT 6onbHbIe cTaple 60 ner.

® B mupe XK:M=1:1
® B P® X:M=1,5:1




[TATOI'EHES

M3meHeHHan xpomocoma 9
Orpenexue

HopmanbHas y4acTKa ysuea N

xpomocoma 9 XPOMOCOMb! XPOMOCONS 24
(Ounapens-
HopmanbHan duitckan

XpPOMOCOMa 22 g XPOMOCOMa)
l ' ﬁw — — g-w-w
- O6pasoBaslumics

W rex ber-abl




BJIVSIHUE BCR-ABL HA
PETVIISILIMIO KJIETOUHBIX
[TPOIECCOB

%

6nokmpoBaHme anonto3a —
KJ1€TOYH
otk

it .




KIIMHNYECKHUE ITPO

JIEHWA XMJI

CUHOPOM ONyXOoJsieBOU
MHTOKCUKaL U

CUHOPOM ONyXOosieBOU
nponudepauuu

aHeMUYeCKUU CUHOPOM
TPOMOOTUYECKNE OCIOXKHEHUA
remopparm4eckmm CUHOPOM



oonbHoro XM/Jl

® Ha OCHOBaHuUM
KINTMHUKO-
nadopaTopHbIX
AaHHbIX

® BbiaBneHue Ph'-
XPOMOCOMBI

oo reHa

BCR-ABL sBnsieTcsi
obs3aTenbHbLIM ONA
yCTaHOBNEeHUA
anarHosa XMIJl.




CTAHJIAPTHOE
[IMTOTEHETUYECKORE
NCCJIEJOBAHUE




[Ipu3Hak

Ho3zonorus nnu rpynna

COCTOSIHUU

XMJI PeaxtuBubli nelikonuto3|Ph-ueratusasie MITH

YpOBEHD JIEUKOLIUTOB B|Hacrto TUTIEPIECHKOIUTO3|YPOBEHb  JICHKOLMTOB [YPOBEHb  JICMKOIIMTOB  PEIKO  BBI

nepudepuueckoil KpoBH (6onee 50x10%/x) penxo Bbime 50x10%/m  [50x10%/n

[losiBeHne HE3pebIX dopm[XapakTepHo uorna MoxeT ObITh

[PaHYJIOLUTOB

D03uHOPUIBLHO-0a30pMITbHAS XapakTepHO Penxo Penko

acconuanys

[ nnepruasus pocTkoB|[IpenMy1ecTBEHHO [ panynouuTapHslii [lepBruHbII Muenopuodpo3

KPOBETBOPEHUS IPaHYJIOLUUTAPHBIN PaHYJIOLUUTAPHBIN
METaKapHuOLUTAPHBIN;
Wctunnas MOJIUIIUTEMUS
[MPEUMYIIECTBEHHO 3PUTPOLIUTAPHBIIA;
DcceHIuanbHas TPOMOOIIUTEMH
MEraKapuOLUTapHBII

CUMITOMBI MHTOKCUKALIUU [Ipu runepaeKonuTo3e /la UacTo HET 4YeTKoW CBA3M C YPOBH
JICUKOIINTOB

Hannuue npusHakoB(Het /la Her

WH(DEKIIMOHHOTO, ayTOMMMYHHOTO

[IPOIIECCOB, HOBOOOPA30BAHMM IPYTUX

OpPraHOB U CHUCTEM.

Oo6Hapyxenue B koctHoM mosre Ph-|/la Het Het

xpomocombl it BCR-ABL

OO6HapyxeHue B KpoBu MyTanuii{Her Her Jla

renoB JAK-2, CALR, MPL

dubpPo3 B KOCTHOM MO3Te MO JaHHBIM[MOXXET OBbITh B TEPMHHATBHOM Bcerpeuaercs npu|lIpu Muenodpudpose

TpenaHOOUOTICUU CTaguu, IMpU  JUIUTEIbHOM|COIUIHBIX OIYXOJIsIX,

TeueHUH 3a00JIEBAaHUSA

nmuMpomax u T.J.




OA3bI XMJI

~



®A3bI XPOHUUYECKOI'O MUEJIOJIEMKO3A
(1O ELN)

dasbl XMJI XapakTtepuctuka rno ELN
XpoHunyeckad OTcyTcTBME NpU3HaAKoB hasbl akcenepauum n brnacTHoro Kpusa
Akcenepauus 15-29% GnacTHbIX KITETOK B nepudepmnyeckon Kposu n/mnm

KOCTHOM MO3re;
cymma 6nactoB 1 npomuenountoB = 30% (npmn aToM BnacTos
<30%);

Konm4yecTtso 6asocunoB B kposu = 20%;

TpombounToneHunst < 100 x 109/n He cBsI3aHHas ¢ Tepanmen

brnacTtHbIn Kpn3

Hanu4yne B nepudepnyeckon Kposm Unm B KOCTHOM MO3re =
30% OnacTHbIX KIMeToK;

NnosiBNeHne aKkcTpaMeaynnsapHbIX MHPUNLTPaToB BNacTHbIX
KNeTokK




[IEJIb COBPEMEHHOU TEPAITUU XMJI

MaKcumanbHoe nognaBrieHue Ph'-nonoxurensbHoro
OnyxorieBoro KrioHa, CHUXXeHue pucka nporpeccuu
3aboneBaHus, OOCTMXKEHME NPOAOINKUTESNIbHOCTU XKU3HU
OOnbHbLIX, CPaBHUMOMU C OOLLEen nonynsaunen.

HocTuxeHne nonHoro uuntoreHetudeckoro oreeta (MLUO) u
oonbworo monekynsapHoro oreseta (BMO)




TAPI'ETHAA TEPAIIMSA XPOHUY

CCKOI'O

MUEJIOJIEMKO3A (MH'MBUTOPHI

THUPO3MHKNHAS3BI)

MexaHusm aencrema umatuHuba
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N MUMATUHME

Fh+ knerka




NMHI'MbWUTOPbI TUPO3MHKWHASIDLI

1 nokonenue UMATMHUE Pernctp B3H

2 nokonenue JA3ATUHUB, HUIIOTUHWUB, BO3YTUHUB,
NMOHATUHUDB

§ U, NOVARTIS
) glivec 400 mg
Filmtabletten
g
\ | S
" ‘ ‘ "
F & @

CIMPAMUCEN®
100 mr
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NMATHUHHWD

400 mr
N4
600 Mmr

\§00 M




OTBET HA TEPAIINIO

UTK I11PX XMJI

femMaToOnoOrMyecKuu
oTBeT —>

LluToreHeT4yeckumn
oTBeT

MoneKkynsipHbiu OTBET

NMonHbIN
reMaToniormyeckum
OTBeT:

IlenkounTtbl MeHee
10x10°/n

Bba3odunbl meHee 5%
B remorpamme Het

KNeToK He3perioro
reMonola3a

TpomMmbouUTLI MeHee
450x10°/n




[IUTOIEHETUYECKUU OTBET HA
TEPAIINIO UTK

LINTOrEHETUYECKWMW | Onpepenexve

MonHbin (MLUO) Ph+ 0%
Yactnunbinm (HLO) Ph+ 1-35%
Manbein (MLLO) Ph+ 36-65%

MuHumaneHbin (MuHLO) |Ph+ 66-95%

OtcytctBue (Het LO) Ph+ > 95%




MOJIEKVJISSPHBIN OTBET HA
TEPAIINIO UTK

OmnoweHue BCR-ABL k ABL unu dpy2oMy KOHMpPOJSIbHOMY
2€HY

NMMO meHee 0,01%
BMO meHee 0,1%




OIITUMAJIbHBIN OTBET B 1 JIUHUU

TEPAIINNA

Bpemsa ot Havana | Kputepun PekomeHgaumm no

Tepanmn ATK Tepanuu

3 Mmecqaua MNro JleveHune B npexHem
YLIO (Ph+ 1-35%) obbeme

6 MecsueB [MUO (Ph+ 0%) JleyveHune B npexHem
BCR-ABL <1% obbeme

12 mecsueB rnuo JleveHue B npexxHeMm
EMO obbeme




TOKCHUYHOCTDb UTK

femaTonornyeckas

HeremaTonornyeckas




HEI'EMATOJIOI'MYECKAS TOKCUYHOCTD

Knuanueckue IMPOABJICHUA CrerneHb TOKCUYHOCTH
1 2
Cnabocts, n (%) 34 (33) 10 (10)
Otexku (nepudepudeckue), n (%) 30 (29) 11(11)
Muanruu, n (%) 20 (19) 1(1)
TomHoTa, n (%) 18 (17) 1(1)
T'onnoBHas 6011k, n (%) 15 (14) 1(1)
Aptpanruu, n (%) 9 (9) 2(2)




KIIACCUYECKHE PH-
HEI'ATHUBHBIE MII3

UCcTUHHaA
nonuunTeMus

UononaTtunyeckum
Mmuenocdpunopos

JcceHumanbHas
TpomMmbountTemusa



NCTUHHAA
[HOJIMLIUTEMIA

(Bone3Hb Bake3sa, aputpemus)

Pepgkoe (opdaHHOe) 3aboneBaHue
Annaemuonorus 1-1,9:100000 HaceneHus
MyTtauuun B reHax JAK-2

CooTHoweHue M:XK=1,5-2,0

KymMynatuBHbIN puck Tpomo6o3oB coctaBnsaeT 14% npu
anuTenbHocTu 3aboneBaHusa 10 net




CHUHAPOMBI 11PU1 UII

1.Mnetopuyeckuun cuHapom (odbycnoeneH
yBenn4yeHnemM Maccbl UNPKYITUPYIOLLUX
3PUTPOLNTOB):roNMOBHbLIE OONN, FONOBOKPYKEHUSA,
apuTpomenanrum, TPomo603bl, CZIN3UCTbIE
000s104KUN darpoBble C CUHIOWHbLIM OTTEHKOM

2.MuenonponudepaTuBHbIN CUHOPOM (0OOycnoBrieH
rmnepnsasven BCex POCTKOB KPOBETOPEHUS):
KOXHbIN 3yA, CNabocTb, 605IM B KOCTAX,
HapyLieHne ypatoBoro oomeHa




KIIMHNYECKUE
[TPOABJIEHNA WUII

Nnetopa 85%
lonoBHble 60nun 60%
Cnaboctb 27%
KoxHbin 3ya 21%
bonu B cyctaBax 7%
Aputpomenanrum 5%
Tpom603bI 11%

Bbe3 cumntTomoB 3%




OTEYECTBEHHAS
KJIACCUDUKALIUS UIT

1 ctagpnsa - HaYanbHas

lIA cTagusa — aputpemmnyeckasa 6e3 mmenomaHom meTtannasum
cerne3eHKU

lIb cTagusa — apuTpemMuyeckas ¢ MMeNIoOMgHON MeTannasuven
cerne3eHKu

lll - nocTnonuuuTeMmnyecknmn mmenocpnopos




KPUTEPUN UII
10 BO3, 2016 1'0O/

Bonbline Kputepun

1. Femorno6uH> 16,5 r / an y My>4uH

Femorno6uH> 16,0 r / An y XeHwmH

unmu,

FemaTtokput> 49% y My>X4uH

FemaTtokput> 48% y XKeHLNH

unu,

yBernu4yeHHasa macca aputpouutoB (RCM) (6onee yem Ha 25% BbliwWwe cpegHero
NPOrHO3npyemoro 3Ha4yeHus)

2. bnoncua KM, noka3sbiBaloLwasa rmnepkreTo4YHOCTb C y4eTOM Bo3pacTa C POCTOM
Tpex FIMHUM (NaHMKMeno3), BKI4Yasa 3puTPOUAHYH0, FPaHyNoOLUTapPHYHO U
MerakapvouuTapHy nponudepaumio ¢ nrieoMmoppHbLIMU, 3pernbiIMU MerakapmoumTamm
(pa3nnuma no pasmepy)

3. Hanuune mytauum JAK2V617F unn JAK2 exon 12

Manbin Kputepun
CyOHOpManbHbIN YPOBEHb 3PUTPONOITUHA B CbIBOPOTKE

3 6onbwux kpumepus unu 2 nepebix 6onbwux + 1 manbil




HEJIN TEPAIIMNU W11

1. NpenoTBpaLleHne n nevyeHue
Tpomboremopparn4yeckux ocrnoXxXHeHuM;

2. KOHTPOJIb CUMINTOMOB ONyXosieBOM
MHTOKCUKauuu (CHMXeHune Beca, NOTNINBOCTD,
nuxopaaka, 3yAa);

3. cBegeHne K MMHUMYMY pPUCKa pa3BUTUA
OCTpPOro yieuko3a U NOCTNONMNMUUTEMNYECKOrO
Muenocgpunobposa;

4. npeaynpexapeHne OCriOXXHeHUn B criyvyae
6epeMeHHOCTU, XMPYypru4eckmx onepavmm.




XAPAKTEPUCTHUKA METOHOB
JIEHEHWA 11P UII

MNMpodunakrTuka TPoMO60TNYECKUX OCNOXHEHUN
MexaHu4yeckoe yaaneHue N3dbITOYHOMN KIeTOYHOU MaccChbl
LntTopeaoyktuBHas MegukamMeHTO3Has Tepanus
TapreTHas Tepanus

JleyeHune ocrnoxHeHUN




[TPOI'HO3 TPOMBOOLPA3OBAHHWA
I1TPU U1

Bo3pact ctapwe 60 net
Tpombo3bI B aHamMHe3e

daKkTopbl pUCKa cepaevyHO-COCYAUCTbLIX 3aboneBaHun
(xypenue, Al C1, avcnunnaemus, n3bbITOYHaA Macca Tena,
KypeHue)

Kareropuu pucka Bospacr crapme 60 ner n | Cepaeuno-cocyaucTbie
/umi TpoMOO3bI B aHAMHE3€ | (JAKTOPBI PUCKA.

Huzkuit

[TpomexyTounsii - +

Bricokuii + +/-




JIEHEHUE BCEX
bOJIbHbIX MII

1. Akcdhpy3noHHaA Tepanua ANs noaaepXXaHMsA remaTokpuTa
40-45%:;

2. NpenapaTbl aueTuncanuuunoBoun Kucnotbl (40-325 mr/cyT)
3. KynupoBaHue cepae4yHoO-COCyAUCTbIX (paKTOPOB pUCKa
4. KoppeKuusi runepypmkemMum

5. MnaHoBbIEe XUpypruyeckue BMeLLaTeNbCTBA U NleYeHne y
cToMaTtosiora AoMKHbl ObITb OTNOXEHbI 40 HOPManM3auum Yyucna
3PUTPOLMTOB M TPOMOOLIMTOB




HUTOPEJAYKTUBHAA TEPAIII
I1IPU UII

1. BbICOKMM 1 NPOMEXYTOUYHbIN PUCK
2. Hu3kumn puck

-MpPU NJIOXON NepPeHOCUMOCTH
KpoBonycKaHuU, aputpouutadepesa;

-NMPU YacTbIX KPOBOMNYCKaHUAX (npwu
HeoOxoAuMOCTHU NpoBeAeHns
remoakccgy3umm vawie, yem 1 pas B 3
Mecsaua);

-MpPU CUMNTOMaTUYECKOU UIU
nporpeccupyrowieun cnrieHomMmeranmm
(vcknrovana cuHgpom bapgpa-Knapwm);

-NpU NpU3HaKax nporpeccnpoBaHusA
Gone3Hu (noTtepa Beca, NOTNNBOCTD,
HapacTaHue nemkKouuTosa u/unu
TpomMOoLuUTO3a).

Mapokcukapbamug,

CCCCCCC

TpoTuBoBHPYCHOE,




BbIbOP HUTOPEJIYKTI

HOU TEPAIIUU

Bospacr 1 -5 nuHUA Tepanum 2- IMHKSA TEPANUK 3- TMHKS TEPATIN

MALNEHTa,

OBl

Jlo 50 ner Nureppepon umi | ['uppokcrkapbamuy PykconutiHub

rUAPOKCHKApOaMu

50-70 ner ['uppokcukapOamiz Pykconutiauo umi | Uutepdepon  umu
nHTEPhEPOH PYKCONTMTHHUO

Crapme 70 | [uapokcukapOamun umu | bycynbdhan umi | Pykconutuau6

neT Oycynbthan rHIPOKCHKApOaMuI




DOCCEHLMAJIbHAA
TPOMbBOLMWTEMMUA

XPOHMYECKOe KINoHanbHoe
MuenonponudepatnBHoe HoBoobpa3soBaHue,
npoABnsoLWeeca runepTpomMooLMTO30M Bblille
450%x109/n B coyeTaHUn C MerakapmoumnTapHoOu
rmnepnnasven KOCTHOro Mo3ara, npm oTCyTCTBUMU
3pUTPOLUNTO3a, HEUTPOMPUIIBLHOrO JIEUKOLUTO3a U
3aboneBaHUU, NPOABIAIOLWNXCA PeaKTUBHbIM
TPOMOOLIMTO3OM.




PeakTVBHbIN TPOMBOLIUTO3

* XPOHU4YeCKHue HeVIH(beKLlMOHHbIe BOCNa/IUTESIbHbIE
npouecchbl,

* OCTPast UK XpoHUYecKasa MHdeKums;

* [1epuoj BOCCTaHOB/IeHUA noane yn0Tpe6neva
AJIKOIona UWin ronoaHus,

* OCTPbIW CTpecc;

* NOCNeonepaLroHHbIM Nepuoa;

* 3N10Ka4YeCTBeHHble HOBOODpa30oBaHUs;
* CNNEH3KTOMUS;

» NedULIUT XKene3a B OpraHu3Me.




DOCCEHLMAJIbHAA
TPOMbBOLMWTEMMUA

anvaemuonorua 1.5-2.5 Ha 100000
HaceneHus B ron

[Tk 3aboneBaHnA y My>XYUH NPUXOANUTCA Ha
Bo3pact 50-60 neT, y XXeHWNH — Ha
Bo3pacT 30 ner.

o 30% TpaHcdhopmauna B mmenopuodpos
no ncreyedumn 10 n 6onee ner




KPUTEPUU TUATHO3A DT TIO
BO3, 2016

bonblne Kputepuu:
1. OnuTtenbHbIN TpoMbounTo3s >450,0%x109/n.

2. No gaHHbIM buoncum KOCTHOro mo3ra nponudgepaunsa
npenmyLecTBeHHO MerakapmoumMTapHoro pocTka

3. OtcytcTBue BO3-kputepuen UM, MIMP, XMJ1 BCRABL1+,
MAOC vwnu gpyroro MmmenonaHoro HOBooo6pasoBaHMUA.

4. Hannuyue mytaumn JAK2 V617F, CALR, MPL

Manbit kpumepuu —omcymcmeue peakTUBHOro
TpomMmbouuTo3a.

4 vnun 3+1




KIIMHNYECKUE
[TPOABJIEHNA 9T

TpomO6o03bl

emopparnyeckmne ocrioXXHeHUs (TPOMOOLUTEMUYECKUN
napagokc)

HapyLweHne MUKPOLMPKYNALUKN: IpUTpOMenanrmu,
BTOPUYHbLIN cMHOPOM PenHo, npunanusm, yxyaweHune 3peHue,
nporpeccupoBaHue cepaevyHo-coCcyaAnCTbIX 3aboneBaHnn




[TPOIT'THOCTHUYECKAA IKAJIA
PUCKA PA3BUTHA TPOMbBO30B

I[TIPA DT
Kpurepuu bamn
Bospacrt crapme 60 ner 1

TpomM0036I B aHAMHE3€E

DaAKTOPBI PUCKA CEPACUHO-COCY IUCTHIX 3a00IEBAHUI

DO | — DD

JAK2VOI7F

K ¢pakmopom pucka cepdeyHO cocyducmbix 3abosieeaHuli omHecsu
caxapHbIlU Quabem, apmepuasibHyr0 2urnepmeH3uro, KypeHue.

0 nnn 1 6anna — HU3KNN pUCK
2 6anna — NPoOMeEXYTOYHbIN PUCK
3 6anna n 6oriee — BbICOKUN PUCK




HEJIN TEPAIIUA DT

1. npeaynpeauTb BO3HUKHOBEHME TPOMOOTUYECKUX UMK
remopparnyieckmx oCrio’XKHeHuUu;

2. MMHMMM3UPOBATbL PUCK NporpeccupoBaHuna 3aboneBaHuUs
C UCXoQoM B NOCTTpoMOoUNTEMMNYECKUN Muenopuopos
VI OCTPbIN NTEUKO3;

3. KOHTPOJIb CUMNTOMOB MHTOKCUKAL NN,

npeaynpexaneHne ocnoXHeHUN B criyvyae 6epemMeHHOCTH,
XUPYPruvyeckux MaHUNynsauum.




PEKOMEHJIALIMM TIPU DT

1. MpodmnakTuka cepaevyHo-cocyancTbIX 3aboneBaHUN
(ycTpaHeHue c¢pakTOpOB pUCKA);

2. MpenapaTbl aueTUncanuuuIoBON KUCIOTbl UNU APYrux
AesarperaHToB

3. MnaHoBbIe Xupypruyeckue BMeLlaTenbLCTBa U NevyeHue y
CcTOMaTosora AofMKHbl ObITb OTNIOXXEHbI A0 HOPpManu3auum
rnokasareneum TpomMoouuToB




[TOKA3SAHHMA K
[IUTOPEJYKTHUBHOU TEPAIINU

1. BbICOKU 1 NPOMEXYTOYHbIU FM,quKCMMOHeBMHa
pUcCK

2. Hun3kun puck:

- TpomMbouuTto3 6onee 1500%x109/n;

- nepea niaHoBbIMU
onepatmBHbIMUAN
BMellaTenbCTBaMu,

- NnporpeccupoBaHue 605e3Hu AHarpenug
(yBenuuyeHue KonmyecrtBa
TpoMOoUUTOB OoOriee 4YeM Ha
300x10%n 3a 3 mecsua,
nosiBrieHue cnsieHomeranmm

NN KOHCTUTYUUNOHAlIbHbIX
CUMMNTOMOB,

- OCNOXXHeHusA (Tpombo3,
KpoBOTeYeHMe)

UHTepdepoH-anbga




[IEPBUYHBIN
MUEJIOD®UBPO3 (ITM®)

Nanonatnyeckum (nepBUYHbIUN )Mnenocpunodpos -
XPOHUYECKOEe KIoHanbHoe
MuenonponudepatnBHoe HoBoobpasoBaHue,
XapakTtepusyrwujeecs nponudgepaumen B KOCTHOM
MO3re NpenmMyLecTBEeHHO MerakapmoumToB U
rpaHynoumnToB C pa3pacTtaHmem B chmHane 6o5ne3Hu
coeANHUTESNIbHOW TKaHU U pa3BUTUEM
J3KCTpamMeaynsiaspHOro KpoBeTBOpPEHUA




KIIMHNYECKUE
[TPOABJIEHWA 1IMOD

SNk W=

OnyxoneBas MUHTOKCUKaLUS
CnneHomeranusa

AHemus

UHEeKUMOHHbIe OCNOXHEeHUA

TpoMbounToneHnsa n remopparvieckumu
CUHOPOM

Oyaru akcTpamenynnsapHOro KPOBTBOPEHMUS
Mouekucnbin guaTtes (BTopuiHaa nogarpa)
BTOopu4HbIN remocuaepos




KPUTEPUU 1IMD

Hanuuune Bcex Tpex 6onbluMX U ABYX ManbIiX KpUTepues.
Bbonbwue kpumepuu:

1. Hanunuune merakapuoumuTapHon nponudepaumm u aTMnmMm, o6bIYHO CONPOBOXAAILUNXCS
PEeTUKYNMHOBLIM /MK KonnareHo-BbiM (PpMBpPO30M, NN, NPU OTCYTCTBMU 3HAYMTENIBLHOIO
peTukynuHoBoro ¢pmnbposa, merakapmoLuTapHble U3MEHEHUS AOSKHbI CONPOBOXAATLCA
rMNepKrneTo4YHbIM KOCTHbIM MO3rOM C rpaHyfiouMTapHON nponudepaumen U 4acTo CHUKEHHbIM
3pPUTPONOI3OM.

2. OTcyTcTBMeE KpUTEepues UCTUHHOM nonuuutemun,BCRABL 1+ XMJ1, MmenoaucnnacTtmyeckoro
CUHApPOMA UK Apyrux muenonponudepaTtMBHbIX HOBOOGpa3oBaHUN.

3. Hannumne JAK2V617F nnun apyrux KrnoHanbHbIX mapkepoB (MPN W151L/K) nnun, npn oTCyTCTBUM

KNOHaNbHbIX MapKepoB, OTCYTCTBME NOATBEPXAEeHUN, YTO (pubpo3 Unu gpyrue MU3aMeHeHus
BTOPWU4YHbI MO OTHOLIEHUIO K MH(hEKLUUAM, ayTOUMMYHHbIM UIIU APYTMM XPOHUYECKUM
BOCManutTenbHbIM 3a6oneBaHMsM, BONOCaTOKNETOYHOMY JIeMKO3y UNu ApYrum
numdonponudepaTMBHbIM HOBOOOpPa3oBaHUAM, MeTacTa3am paka B KOCTHbIA MO3r UNu
TOKCUYECKOM MuUenonaTuu.

Manbie kpumepuu:

1. llenkoaputpobnacTos (Hannume Hespenbix hopm rpaHynoLUMTOB U AApPOCOAEPXKALUNX
3PUTPOLUTOB, U3OLITOK PETUKYIIOLUTOB) B nepudepnyeckon KpoBu.

2. AHemus.
3. MoBbIiweHue J1Ar.
4. CnneHomeranus.




JIEHEHUE TIM®

1.

S.

LinTopeaykruBHas Tepanus

CumnTomaTtuyeckas Tepanus (B TOM
yucne NKC, aputponoaTuH.bI,
3amMecTuTenbHas remotTpaHcdgy3noHas

Tepanus)
AnnoreHHasa TpaHcnnaHtauua CKK

Xupypruyeckoe neyeHue
UHrmoutopbl JAK-2







