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KJIUMHUYECKUHA MPOTOKOJ IUATHOCTUKU U JIEYEHUA

XPOHNYECKUE PH-HEI'ATUBHBIE
MUEJIONTPOJIN®EPATUBHBIE 3ABOJIEBAHUSA

1. BBOJAHAS YACTh:
1.1 Koa(s1) MKb-10:

MKB-10
Kon Ha3Banmue
D 45.0 HctunHas nonuuuremus
D 47.3 | DccennmanbHas (reMopparnieckas) TpOMOOIIUTEMUS
D47.1 | Xponuueckas muenonpoardepaTuBHas 00Jie3Hb

1.2 laTa pa3padoTku/mepecmoTpa nporokoJa: 2017 rog.

1.3 Cokpamenusi, ucnoJib3yembie B POTOKOJIE:

AJIT — | amanuHaMuUHOTpaHc(epasa

ACT — | acmapratamuHoTpaHcdepasa

b® — | OnactHas ¢aza

I'CK — | TEMOIIOATUYECKUE CTBOJIOBBIE KIIETKU
I'T] — | repMEHATUBHBIN LICHTP

3HO — | 3I0OKaYeCTBEHHOE HOBOOOpa30BaHUE
NI'X — | MMMYHHOTUCTOXUMUS

HI1 — | “ICTUHHAS MOJUIIUTEMHUS

Nda — | uaTepdepin-anbda

NDA | — | uMMyHHO(EPMEHTHBIN aHATIU3

NOT — | UMMYHHO(EHOTUITMPOBAHNE

KII — | KIIMHUYECKUH MTPOTOKOJ

KT — | KOMITbIOTEpHAst TOMOTpadus

JIIT — | JJaKTaTAEruIporesasa

MII3 — | muenonponudepaTuBHbIC 3a00JIeBaHUS
M® — | Muenouodpos

MJIC | — | MUETOAUCIIIIACTUYECKUI CHUHIPOM.
MKb | — | mexayHaponHas kinaccudukanus 00ie3Hein




MOb | — | MUHMMaJIbHAsI OCTaTOYHAsl 00JIE3Hb

OAK — | oOmMit aHAIU3 KPOBU 2
OBII — | opransl OpPIOUTHOM MOJOCTH

[IXT — | HOJIMXUMUOTEpANUA

I[P — | moJiMmepasHas LenHas peakuus

PKHU — | paBAOMU3UPOBAHHOE KIIMHUYECKOE UCCIICIOBAHUE
TKM | — | TpaHCIIaHTanusi KOCTHOTO MO3Ta

Y] — | YPOBEHB JI0KA3aTEIBbHOCTH

Y3I' | — | ynbTpa3BykoBas gorieporpadus

Y3U — | YIBTPa3ByKOBOE UCCIIECIOBAHUE

OKT — | BIeKTpoKapauorpaMma

T — | BcceHIanbHas TPOMOOITUTEMUSI.

FISH | — | Fluorescence in situ hybridization

1.4 Tloab30BaTe/ M NPOTOKOJIA: Bpayu OOIIEH MNPaKTHKW, TEPaneBThl, OHKOJIOTH,
reéMaToJIOTH.

1.5 Kareropusi nauMeHTOB: B3pOCIbIe, OEPEMEHHbIC.

1.6 lllkaa ypoBHsI 10KA3aTeJbLHOCTH:

A

BricokokaueCcTBEHHBIN METa-aHaln3, CHUCTEMAaTHYECKHUI 0030p
paHIOMU3UPOBaHHbIX KIMHUYecKuX uccinenoBanuit (PKN) wiu kpynnoe PKU ¢
OYEHb HHU3KOW BEPOATHOCTHIO (++) CHCTEMATHYECKOW OLIMOKUA pe3yJbTaThl
KOTOPBIX MOTYT OBITh PaCIpOCTPAHEHbBI HA COOTBETCTBYIOIIYIO NOMYJISIIHIO.

BricokokauecTBeHHbIH (++) CcHCTEeMaTHYeCKHUil 0030p KOTOPTHBIX WM
HCCIICIOBAHUM CITy4ali-KOHTPOJIb WM BbIcOKOKaduecTBeHHOE (++) KOrOpTHOE
WA  HWCCIEAOBAaHMM  CIy4al-KOHTPOJb C  OYEHb  HU3KUM  PUCKOM
cucremarnueckod ommOku wuinu  PKM ¢ HeBblcokuM  (+)  pHCKOM
CUCTEMATHUYECKOM OIIMOKH, pe3yJIbTaThl KOTOPBIX MOTYT OBITh PACIIPOCTPAHECHBI
Ha COOTBETCTBYIOIIYIO NOMYJISIHIO.

KoroptHoe wiM WHCClIENOBaHUE CIYy4Yal-KOHTPOJIb WA KOHTPOJIUPYEMOE
UCCleoBaHuE 0€3 paHIOMM3alMUd C HEBBICOKMM PHCKOM CHCTEMAaTHYECKOM
omnOku (+).  pe3yabTaThl KOTOPbIX MOTYT OBITh pPAacCIpPOCTPAHEHbI Ha
COOTBETCTBYIONIYIO monyssinuio win PKM ¢ o4yeHb HU3KMM WM HEBBICOKHUM
PUCKOM CHUCTEMATHYECKOMN OMMOKH (++ WK +), pe3ylbTaThl KOTOPHIX HE MOTYT
OBITh HETIOCPEICTBEHHO PacpOCTPaHEHbl HA COOTBETCTBYIOUIYIO MOMYJISIHUIO.

Onucanue cepuu CiIydaeB Win

HekoHnTponupyemoe ucciaeaoBaHue Uin

MHeHue dKCIEPTOB

GPP

HaI/IJ'Iy‘IH_IaSI KIIMHUYCCKas IMPaKTHKaA.



https://ru.wikipedia.org/wiki/%D0%9F%D0%BE%D0%BB%D0%B8%D0%BC%D0%B5%D1%80%D0%B0%D0%B7%D0%BD%D0%B0%D1%8F_%D1%86%D0%B5%D0%BF%D0%BD%D0%B0%D1%8F_%D1%80%D0%B5%D0%B0%D0%BA%D1%86%D0%B8%D1%8F

1.7 Onpenenenue [2-5]:

McTUHHAS NOJMIMTEMHsI — KIOHAIbHOE MuenonponudepaTusHoe 3a0oseBinue,
KOTOpOE  XapakTepu3yeTcss Mpoudepanuel HSpUTPOUAHOTO, TPaHyJIOMUTAPHOTO,
MErakapuoOIMTAPHOTO POCTKOB KPOBETBOPEHHUS C MPEUMYILECTBEHHOU Mposndepanuen
SPUTPOUIHOTO POCTKA KPOBETBOPEHUS, YBEJIMYEHUEM YHCJIA DJPUTPOLUTOB H
MOBBIIICHUEM YPOBHS T€éMOIJIO0OMHA, TPOMOOIIMTO30M, JIEHKOIIMO30M B NepudepruiecKoil
KpOBH (ITAaHMHUEJI03).

Bce 6onpubIe siBnsitoTes Hocutensimu myTtaruu JAK2 V617F w/umu CALR, MPL.
JdcceHUUANbHA ~ TPOMOONUTEMHSI —  KJIOHAIbHOE  MHENONpoiupepaTuBHOE
3a00JieBaHWE C TIOCTOSIHHOM TMOBBIIEHHOW Tponudepanueii MerakapuoLUuTOB U
MOBBIIICHHBIM ~ O0pa30BaHUEM TPOMOOLIMTOB, XapaKTEPU3YIOIIEECS MOBBIIICHHBIM
YUCIOM OOJBIINX, 3PENIbIX METakapHOLMTOB B KOCTHOM MO3r€, TPOMOOIIMTO30M B
nepudepudeckoii kpopu (>450x109/1) M KIMHUYECKH — AMU30JaMU TPOMOO30B W/WIH
KPOBOTECUECHUM.

MuenonpoaudeparuBHoe 3a00JieBaHMe HeKJaccupuuupyemoe -  COIVIACHO
pekomenaanusaM BO3 2008r mgaHHBIA AMArHO3 CIEIYET HCHOJIb30BATh MPU HAIWYUU
KJIIMHUYECKHUX, JIaDOpaTOPHBIX M THCTOJIOTMYECKUX (B TpEemaHOOHOINTaTe KOCTHOTO
Mosra) mnpuzHakoB MII3, He COOTBETCTBYIOIIMX KAaKOW-IMOO OmpeneIeHHOM
Ho3osiornueckoit popme Ph-neratuBHbIx MuenonponudepaTuBHbIX 3a0oneBanuii — UII,
OT, IIMO.

XpoHuveckuii MHEJOMOHOUMTAPHBIA JIeKO3 - KIOHaJIbHOE 3a00JieBaHHE
KPOBETBOPHOM CHCTEMBI, KOTOPOE XapaKTEpU3yeTCsd XPOHMUYECKHMM MOHOLUTO30M B
nepudepudeckoir KpoBHu, oTcyrcTBUEM Ph xpomocomsl, rena BCR-ABLI, a Ttaxke
0J1acT030M B KOCTHOM Mo3re <20%.

Xponuyeckuii HeMTPOPUIbHBIH JIEHKO3 - XpPOHUYECKUNA HEUTPODUIBHBIN JIEHKO3 -
peakoe MuenonpoiaudepaTuBHOe 3a00JIEBaHUE, XapaKTepU3YIOIIeecs YCTOMYUBOMN
HedTpoduinelr mnepudepuyeckod  KpOBH, THUIEPKIETOYHOCTHIO KOCTHOTO MO3ra
BCJICJICTBHE nponudepanuu HEHUTPODUITBHBIX TPaHyJIOLUTOB, a TaKxke
renaTtocryieHomMeranue. s nanuoit opMbl XpOHUYECKOTO MHUEIOPOIM(EepaTUBHOTO
3a0071eBaHuUs XapaKTepHO OTCYTCTBUE DunanenbPpuiickoil XpoMoCOMbI U OOJIBIIIOTO
tpanckpunta BCR-ABL. BMmecte ¢ Tem, y psija maieHTOB MOXKET ObITh OOHAPYKEH
mukpoTtpanckpunr - (1 -BCR-ABL).

XpoHuyeckum 303MHO(PUIBHBIH JIEHKO03 - penkoe XPOHHUYECKOE
MUETONPOIH(PEPATUBHOE 3a00IEBAHNE, XapaKTEPU3YIOIIEECs KJIOHAIBHBIM YBETUYECHUEM
KOJIMYECTBA S03WHO(MUIIOB Pa3HOM CTENEHH 3pEJOCTH B KPOBHM M KOCTHOM MO3re€.
Crnengyer OTMETHTh, YTO HE BCErJa Ha paHHUX dTanax 3a00JieBaHUsl YJAeTCs MPOBECTU
OTUETJIMBYIO TpaHb Mexay XpOJI u runepsozuHodunbabiM cunjapomom (I'9C). He
CJIy4ailHO 3TH 1B MOHSATHSA JOBOJIBHO UIUTEIBHOE BpEMsi OOBEIUHSIN: XPOHUYECKUN
503MHOMUITBHBIN JIENKO3/TUNepr03uHOPUITBHBIH CUHIPOM. B MIPOBEACHUN
audepeHInaIbHOro  AMarHo3a IOMOTAlOT ILMTOT€HETUYECKHE U MOJIEKYJISPHO-
TeHETUYECKUE METO bl UCCIIEOBAHMS U JUHAMUUYECKOE HAOII0ACHHUE 32 OOJIBHBIM.
ATHNHWYHBIN XPOHUYECKHUI MHUEJTOUTHBIN JelKko3 - KJIOHAJIbHOE
MuenonponudepatuBHoe  3a00JieBaHUE,  XapaKTepusylomieecs  HEUTpODUIbHBIM



JEUKOLUUTO30M C AU3TPAHYJIONO330M U LUPKYJIUPYIOIIMMH HE3PEIBIMU T'PAHYJIOLUUTAMMU.
B ormmune ot XMJI npu naHHOM 3a6oneBaHMM OTCYTCTBYIOT Ph xpomocoma u BCR-
ABL tpanckpunt. Kpome Toro, npu 1anHoM 3a001€BaHUU PEJIKO BCTPEUAIOTCA

IPYTUe XpOMOCOMHbBIE HAPYILIEHUS.

1.8 Knaccuduxamnus [6-8]:
Muenonponughepamugnsie 3ad0neeanusn:
1. Xponunueckuii HEUTPODUIBHBIN JTEHKO3
2. VlcTiHHAS TTONMHUITUTEMUS
3. [lepBuunsIilt Muenohpuodpo3
— IIpedubpoTrueckas craaus
— ®ubpoTtrueckas cTaaus
4, DcceHnuanbHas TPOMOOITUTEMUS
5. XpoHnueckuit 303MHOPMIbHBIN Jeiiko3 NOS
6. MacronuTo3
7. XpoHuueckoe muenonpoiandepatuBHoe 3a00ieBaHUE HEKIacCupuimpyemoe

Mueno-/numegpouonvie  3ab0nee6anun ¢  Io3uHOUAUEN U NEPeCHMPOUKOIU
PDGFRA, PDGFRB, unu FGFR1, unu ¢ PCM1-JAK2:

1. Mueno-/mumdougasie 3a0oneBanus ¢ nepectpoiikoit PDGFRA

2. Mueno-/mumdounnusie 3a00neBanus ¢ nepectpoiikoit PDGFRB

3. Mueno-/mumpounausie 3ab6oneBanus ¢ nepectporikor FGFR1

4. Mueno-/mumdouiaeie 3a0o0seBanus ¢ nepecrpoiikoit PCM1-JAK2

Muenooucnaacmuueckue/muenonponugepamuensie 3avoneeanus (MAC/MII3)
XpOHHUECKUN MUEITOMOHOIIMTapHbIH Jieiko3 (XMMJI)

ATUNHYHBIN XpOHUUECKUH Muesoieliko3 (aXMJI) ber-abll HeraruBHbIi
HOBenunbHBIN MUETOMOHOIIUTAPHBIH Jeliko3 (FOMMUII)

MJC/MITI3 ¢ konbueBbiMU cuaepodiactamu U Tpomoornurozom (MJIC/MIT3-KC-T)
MIC/MII3 Heknaccu@uimpyemMblit

agbrwnE

HNcTrHHAS MOTHIIUTEMUST .

Crpatudukaruss pucka y OonbHbIX WII ucnonb3yercs st OIEHKH BEPOSITHOCTH
TPOMOOTHYECKUX OCIIOKHEHUH, TPEBHOCAIINX HAWOONBIINA BKJIAL B CTPYKTYPY
CMEPTHOCTU W WHBATUAM3alUU, OOYCIOBIICGHHYIO 3a00J€BaHUEM, a HE JJII OIEHKH
BBIKMBAEMOCTH WJIHM PUCKA TpaHC(HOpPMAIINH B JICHKO3/MUET0PUOPO3.

HauGounee ycToitunBbeiMu (hakTOpaMu prcKa JJisi TPOMOOTHYECKUX oclioskHeHud nmpu U1
SABJISIFOTCSL Bo3pacT crapmie 60 jeT um Hamuuwe TpoMO030B B aHamHese. [Ipu stom
1eJIECO00Pa3HO TAKKE YUYUTHIBATH OOIIHE (HAKTOPhI PUCKA IS CEPECYHO- COCYTUCTHIX U
TpoMOOTHYECKHX ocoXxHeHui (Tabu. 2) (VI — B).



Tabmuuma 2. Crpartudukanus PpHCKAa PpasBUTHA TPOMOOreMopparu4ecKux
ocJioxuennii npu MII. >

Kareropuu pucka Bospact crapme 60 et (CepaedHO-COCYAUCTHIE
W/ U TPOMOO3BI B [(pakTOpHI prcKa.
aHaMHe3e.

Huzkwnii. — —

[ [pOMEXyTOUHBIN. — +

Bricokwmii. + +—

Tadmunma 3. MexayHapoaHasi MNPOrHOCTHYECKAsl IIKAJAa PHUCKA Pa3sBUTHUA
aprepuajJbHbiX TPpoM0030B BO3 2012 npum 3cceHUUATBLHOH TPOMOOUMTEMHH
(IPSET-thrombosis)

Kputepun

Bo3spact 6o1ee 60 et 1 Gamn
TpoMOO03bI B aHaMHE3E 2 Oamna
@dakTOphl pHUCKA CEPACYHO-COCYAHUCTHIX |1 Oamn
3a00JIeBaHU I

JAK2V617F 2 Oaia

Huzkuii puck - 0 unu 1 6ann
[IpomexyTOUHBIN pucK - 2 Oaia
Bricokuii puck - 3 u 6oiiee 6awioB

*caxapHblil AMaOeT, apTepuagbHas TMIEPTEH3Us, KypeHHE

Taoauna 4. IlporaocTudeckasi mkaJsa ajas nanueHTon ¢ UI1

IIporaocruueckas mkaia ['pynnel pucka u KIMHUYECKast 3HAYMMOCTD

OO6bruHas OIICHKA TpomMO03a
(pexomeHmanuu EBponeiickoro
LeukemiaNet) 70

I[lo wmenpmenn wmepe | w3 | Huskuit puck: Bo3pact <60 ner M orcyrcTBue
cieayrmux GakTopoB pUcKa: TpoMOO30B B aHaMHE3€, TO €CTh HHUKAKUX
(akTOpOB pUCKa

BBICOKMH puck: Bospact =60 ner U / WIN
* Bo3pact > 60 ner Hajau4ue TpoMOo3a B aHamHe3e, MO KpanHen
Mepe, OuH U3 (haKTOPOB pPHUCKa

[TaumenTaM ¢ HHM3KMM YPOBHEM pHCKa
Ha3HA4yaloT aleTWICAUIUIWIOBYIO KHCIOTY C
HU3KOM O30l M TOABEPTAIOT PEryJIApPHON
(bnedboToMun, YTOOBI COXPAHUTh T'€MATOKPUT

* [IpeamecTByomuii TpoM003




<45%; mnanuMeHTaM C BBICOKMM PHUCKOM
Ha3HAYaloT IUTOPEAYKTUBHOE JICUCHUE

IPSS mia oOmieil BBDKMBAEMOCTH B

PV 78

dakTopsl pUcka (Bec):

HU3Kui puck: 0 (cpenHsisi BBIKABAEMOCTb, 28
JIeT)

* Bozpact >67 ner
(5 GamoB)

[IpomexyTtounbiii puck: 1-2 Oamma (cpemHsis
BBIKHBAEMOCTb, 19 J1eT)

e KomanyecTBO JIEHMKOILIUTOB
>15 x 109/ L (1 6amn)
. [IpenmecTByrommi

BEHO3HBIH TpoMOO03 B aHamHese (1

Oan)

HpOFHOCTI/I‘leCKaﬂ mKaJja aJs naumueHTon ¢ T

IIpornoctuueckas ['pynmbl pucka v UX KIMHUYECKAsl 3HAYNMOCTD
MOJEIIb
OOblyHBI ~ TOKa3aTelnb s NPOTHO3UPOBAHUS  COCYAMCTBIX  OCJIOXKHEHHI

(pexomennanuu EBponeiickoro LeukemiaNet) 70

ITo mensiielr Mepe 1
U3 cienyronmx (HpakTopoB
pHUCKa:

* Bospacr >60 ner.

Huskuii puck: Bo3pact <60 mer. M Her TpombO3a B
aHaMHEe3€ WM KPYIHBIX KpoBoTeueHn. WM uwmcno
TpomMOoIMTOB<1500 X 109 / 71, TO ecTh HM OAWH U3 3
OCHOBHBIX (PaKTOPOB PUCKA

. [Ipenpinymuii
TpoMOO3 WJIM MacCHUBHOE
KPOBOTEUYCHHE.

Bricokuii puck: Bozpact >60 ner. M1 / UJIM TpombGo3 B
aHaMHEe3e WIM MacCUBHOTO kpoBoreueHus. U / WJIU
TpoMOOIIUTEI>1500 *x 109 / 11, TO ecThb 1o KpaitHeit mepe 1 u3
3 OCHOBHBIX (haKTOPOB pHUCKa

. Yucno
TpomMOoIUTOB >1500 X
109/ L.

Ecnu manueHTsl ¢ HU3KUM PHUCKOM IMPOCTO HAOIIOMAIOTCS
(mabmroieHue CaMOCTOSITEIIBHO) 158105 MOJIy4aroT
AlETWICATMIUIIOBYIO KUCJIOTY B HU3KOW /103€, MAIUEHTHI C




IIpornocTuueckas
MOJENb

['pynmbl pucka ¥ UX KIMHUYECKAsi 3HAYNMOCTD

BBICOKUM PHCKOM IIOJYYalOT HUTOPCAYKTHUBHOC JICUCHUC
IIFOC HU3KOJ030BYIO allCTUIICATIUIIUIIOBYIO KHCJIOTY

IPSET-tpoM60361
TpomM0030B) 71

(Mexnynaponnast [Iporrocruueckas Illkana:

OOCHHUBACT PHUCK

dakTophl pucKa (Bec):

Hu3kui puck: 0-1 Gamra (BEpOATHOCTh TPOMOOTHYECKHX
coobITuii: 1,03% mamnueHToB / TO1)

* Bozpact > 60 ner
(1 6amn)

[IpomesxyTounblil puck: 2 6amna (2,35% nauueHToB B TOJ)

* [IpeqmecTByromuii
TpomM003 (2 Oasna)

Bricokuit puck: >3 6anna (3,56% nainueHToB / 1o]1)

. Cepneuno-
COCYJIUCTBIE (akTopsl
pucka * (1 6amn)

* Myramua JAK2
(V617F) (2 6anna)

TepaneBtuueckue pAeiictBus: (1) HaOmogeHue -y
nanueHToB 0e3 (axkTopoB pucka; (2) aneTuacaaIuiuiIoBas
KHMCJIOTa JOJKHA MCTIOJIb30BAThCS Y BCEX MalMeHToB ¢ JAK?2
(V617F) u / wim ¢ cepaedyHO-COCYAUCTBIMH (PaKTOpaMu
pucka; (3) moxxuneiM nanueHtam (>60 net) 6e3 dakTopos
pUCKAa  IIUTOPEAYKTHUBHAs  Tepamus MPOBOJUTCS IO
MOKa3aHUSM; (4) UTOPETyKTUBHAS Tepanus
paccMaTpuBaeTcsi y 60see MOJI0bIX narueHToB (<60 neT) ¢
myTtauuet JAK2 npu OT U cOmyTCTBYHOIIMMHU CEPAECUYHO-
COCYIUCTBIMH (paKTOpaMHU PHUCKA, JaKe IMPU OTCYTCTBUH
MIPEIISCTBYIOMMNX TPOMOO30B

PSET (MexayHapoaHasi mporHocTudeckas mikana ajis OT: mporuo3 BebKUBaeMocTh) 73

dakTopsl pUcka (Bec):

* Bospact > 60 ner
(2 6ana)

HU3KuM puck: 0 (MennaHHasi BBIKUBAEMOCTh HE JJOCTUTHYTA)

* [IpeqmecTByrommit
TpoM603 (2 Oarma)

[TpomexyTouHbIH PHUCK: 1-2 Oamia (cpenusist

BBDKHUBAEMOCTb, 24,5 rona)

. KonugecTBo
nerikoruroB> 11 x 109 /
L (1 6amn)

Bricokuii puck: 3-4 Gamna (cpeaHsisi BBDKHBAeMOCTb, 13,8
rojia)

<J*
KypEeHHUE.

Cepneuno-cocyaucteie (aKTOpPhl pUCKA BKIIOYAIOT THUIEPTOHHUIO, AUA0ET |



http://www.bloodjournal.org/highwire/markup/358996/expansion?width=1000&height=500&iframe=true&postprocessors=highwire_figures,highwire_math,highwire_inline_linked_media,highwire_embed&sso-checked=true#xref-fn-6-1

IIporvocTnyeckass mkaja g XPOHHYECKOr0 MHEJIOMOHOUMTAPHOIO JieiKo3a:
HCIIONB3yeTCs JUlsl  ONpesielieHus Tpynmbl pucka npu XMMJI (naHHas mfana
IpPEACTABICHA B BUJE JIEKTPOHHOTO KaIbKYISATOPa, KOTOPBIM MOYXHO BOCIOJIb30BATHCS
poiias 1o cepuike!

! https://gxmd.com/calculate/calculator_45/cmml-prognostic-scoring-systems-from-spain-and-dusseldorf



ANroputm pucK-aganTUpOBaHHOM Tepanuu UCTUHHOM NOAMLMTEMMU U 3cceHUManbHoi Tpombouutemuum (Tefferi A., 2015)

Het TpoM0030B B aHAMHE3€ ApTepHajibHbIe TPOMOO03BI Beno3Hbie TPOM0O03bI
Bospact <60 aet | | Bo3pact 260 Jet J6oii Bo3pacT J1o60ii Bo3pacT
JAK2/CVR Y
I'BapoxkcEMOYeBHHA I'BApOKCHEMOYEBHHA THAPOKCHMOYEBHHA
+ AcK 2 paza B 1eHb + AcK 2 pa3a B 1eHb FCRECIXMHC
= = AHTHKOATY/ISHTHI
IIpa aocTmxkeHHH Bo3pacTa = 60 Jet,
CVR maa myramen JAK2V617F IIpn episeaennn mytanaa JAK2V617F
mazEaTaTh AcK 2 pasa B zemn wn gaaggaa CVR gobaears AcK 1 paz
AcK 2 pa3za B 1eHb B JeHB
AcK 1 pa3 B 1eHBb
ﬁauuemm € WCTUHHOW nonuqmmueﬁ NPoOBOAATCH KPOBONYCKaHWA
HabIonenne Wsin Wﬁp@“ﬂfﬂ“pﬂﬂ ANA BOCTHHEHWUA reMaToKpuTa MmeHee 45%

CVR — uMeroTcs (aKTOPBI PHCKA KAPAHOBACKYIIPHBIX OCIOXHeHHH; AcK — alleTHICATHIIHIOBAd KHCIIOTA;
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2. METO/IbI, TOJXO/AbI U IPOLEAYPHI JUATHOCTHUKH [9-12]:

JAnarnocruyeckre KpUTepuu:

XKanoObl, anamHe3, JaHHBIE (PUZNYECKOTO UCCIIEAOBAHMS UMEET 3HaUYCHUE B TUATHOCTUKE
u B guddepeHnanbHON  JUArHOCTUKE XPOHUYECKUX  MHENIONpoirudepaTUBHBIX
3a00eBaHUM, HO HECTECHU(PUYHBI B CBSI3M, C YeM HE OTHOCSTCS K JMarHOCTHYECKUM
KPUTEPHUSM.

Kanoosl npu UII (xapakTep BOSHUKHOBEHHS W MPOSIBICHUSA 0OJIEBOTO CHHAPOMA) HA
TOJIOBOKPYKEHHE, TOJOBHBbIE OOJIM, YXYALICHHE 3PEHHS, KOXKHBIA 3yJA, MPUCTYIbI
CTEHOKapIUN — MIemopudeckuti CcuHopoM, Hauboyee XapakTepeH Ui HCTUHHON
MTOJULUTEMHUH.

KoxHbli 3y, MOTIMBOCTH, CIA00CTh, OBBIIIICHHAs TEMIIEpaTypa Teja, 00U B KOCTIX —
MUENONPOIUGDEpamumenvlli CUHOPOM;

NB! Ilneropuueckuit cunapom (ot CJIOBa «IUIETOpa» — MOJIHOKPOBHUE) —
XapaKTEepU3yeTcCsl YBEIMYEHUEM MAacChl LUPKYJIUPYIOIINX 3PUTPOILIUTOB, YTO MPUBOIUAT
K TOSBJIEHUIO alno0 Ha TOJIOBOKPYXKEHHUE, TOJIOBHbIE OO0JIM, YXYALLIEHUE 3pEHHUS,
KOXHBIM 3yJl TIOCIIE€ MBIThsS, XKIyuyne OOJM M TMapecTe3ud B KOHUYMKAaX TMajbIIEB,
MPUCTYIBl CTeHOKapAuu. [Ipm ocMoTpe KoXa W BUAMMBIE CIIU3UCThIE OOOJIOYKU C
CUHIOIIHUM OTTEHKOM (MOJOXUTEeNbHBIM cumnToM Kynepmana). Cocynuctbie
OCJIO)KHEHHUS] — TPOMOO3bI JTH000M JTIOKaIU3aluU, TPUCTYIIBI TOKPACHEHUS NaNbIEB PYK
Y HOT, KOTOPbIE COMPOBOXKIAIOTCSA OOJBIO0 U AOKEHUEM (IPUTPOMENAITHS). Y BEIIMUEHUE
00bEéMa LMPKYJIUPYIOIIUX SPUTPOLUTOB MPUBOAUT K TOSBICHUIO apTEPUATIBHON
TUIEPTEH3UU Yy MallMeHTOB, KOTOpbIE A0 Hayaja 3a00JIeBaHUSl HE >KaJOBAJIUCh Ha
JaHHBIA CUMITOM, JHOO yCyryOJieHuEe YK€ HMMEIOLIEHCSl TMIIEPTOHUYECKON OoJe3HH,
KOTOpasi IJIOX0 MOAAAETCS JICUCHHUIO TPAJAULIMOHHBIMU TUIIOTEH3UBHBIMU IIPENapaTaMu.
bonee BbIpaKEHHBIMU CTAHOBSITCS CHUMIITOMBI HWIIEMHYECKOW OOJE3HM cep/la,
1epeOpalIbHOTO aTepOCKIIepo3a.

B panHioo craauio 3a0o0JieBaHUS OTMEYAETCSl APUTPOLIUTO3, B KOCTHOM MO3re —
naHmMueno3. Tak kak 3a0ojieBaHME pa3BUBAETCS IOCTENEHHO, OT €ro Havajia Jo
MOCTAaHOBKH JMAarHo3a MpoXoauT oT 2 110 4 seT. JUIUTenbHOCTh JTaHHOM CTaJIk — /10 5 JIeT.

NB! MuenonponudepatuBablii  cUHApPOM  OOYyCIIOBJIEH  THUIEpIUIa3ued  Tpex
pPOCTKOB KpoBeTBOpeHUs. [IposiBisieTcss B BUAE KOKHOTO 3yja, NOTJIMBOCTH, CIabOCTH,
MOBBIIIEHHOM TeMmmeparypbl Tena, Ooseld B KocTsx. [loBblIEHHBIM —pacnajn
I'PaHyJIOLUTOB COMPOBOXKJIAETCA HAapyUIEHUEM YpaTOBOrO OOMEHa, YTO MPOSBIIAETCS B
BHJIE MOYEKHUCJIOro JMare3a, KaMHeoOpa3oBaHMs B MOYKAX, MOJArpbl, MOJArpUYeCcKon
nomuaptpanrud.  CruileHOMeraiausi MOXeT ObITh  0OyCJIOBJIEHa  YBEIMYEHUEM
CEKBECTPUPYIOIICH (PYHKITUU CEIC3EHKH.


http://spravzdrav.ru/spravochnik-boleznej/angiology/a/arterialnaya_gipertenziya/
http://spravzdrav.ru/spravochnik-boleznej/angiology/a/arterialnaya_gipertenziya/

dusnkajabHoe 00cIe10BaHHE:

® [IpU OCMOTpE: OINpEeIeseTCs ILBET KOXXHBIX TMOKPOBOB (CHHIOIIHBIN OTTEHOK -
NOJIOKUTENbHBIA cumnToM Kymnepmana). [TokpacHeHHEe KOKHBIX TTOKPOBOB.

® [IpU MaJbIAINHU: CIIJICHOMETaJIusl.

JlabopaTopHbIe UCCIIeI0BAHUSA:

e 00mMii aHAIN3 KPOBU - C JAU(PPEpEeHIUATBHBIM MOJICYETOM C HCIOJIB30BAHUEM
aBTOMATUYECKOTO aHajau3aropa (FeMaTOKPHUT, TMOJCYET 4YHUCIa PETUKYJIOIUTOB,
TPOMOOIIMTOB, CPEIHUX 3HAUCHUN pUTporUTapHbIX UHIEKCOB (MCV — cpennuii o0beM
sputporuta, MCH — cpennee copepxanue remoriioouna B spurporure, RDW — mupuna
pacnpeneneHuss SIPUTPOIIUTOB MO 00BEMY)); UCCIEAOBaHUE MOPGOJIOTHH SPUTPOIIMTOB,
TPOMOOITUTOB, HEUTPODHUIIOB.

® MOJICKYJISIPHO-TEHeTHYeCKOe HcciaeAoBaHue mnepudepuyeckod KpPOBH -
omnpeielieHre ajuiebHOM Harpy3ku MmyTanTHOro JAK2 V617F u «aukoro» tuno JAK?2
reHa B pexxuMe peanbHoro spemenu [11IP.

® HUTOJOIrMYECKOEe HCCJIeJ0BAHHE ACNHMPATa KOCTHOIO0 MO3ra - TPEXPOCTKOBAs
runeprviazus (MaHMHUeEN03): yBEJIUYeHHE Mpoiaudepanuy 3JIEMEHTOB SPUTPOUIHOTO,
IPaHyJOUUTAPHOI0, METAKaPUOLIUTAPHOTO POCTKOB MUEIIONO033a.

¢ CTAHIAPTHOE HMTOrCHETHYECKOE HCCJIeI0BAHME KPOBHM/KOCTHOIO0 MO3ra — JUIs
muddepernmanbHOi muarnoctuku ¢ Ph-nosurusasivu MIT3.

HNHcTpyMeHTAIBLHBIE HCCIEI0BAHMS !

e V3U opraHoB OpIONIHOI MOJOCTH — C OMNpeaeieHueM oObeMa CEJIE3CHKH, s
UCKJIIOUEHMsI pa3BUTHA HH(DAPKTa CEJIe3eHKH, TPOMO03a B CCTEME IOPTAJIbHBIX BEH.

¢ TpPemaHOOMONCHUSI KOCTHOIO MO3ra ¢ THCTOJOTHYECKONl  OLEeHKOH M
THCTOXMMHUYECKHM  HMCCJAEAOBAHMEM  JUIsl  BBIABJICHUS  PETUKYJIMHOBOIO U
KOJUIAreHOBOTO  (uOpo3a; Takke HeoOXoAuMO Mg OLEeHKH 3(¢deKra Teparnuu,
mporpeccupoBanuss u  TpaHchopMmanuu 3aboneBanusa. [ns  comocTaBieHus ¢
TUCTOJIOTUYECKON KAapTUHOM B 1e010Te 3a00a€BaHus (0 JICUECHHUS).

IMoxa3zanus JJI1 KOHCYJbTAIlUM CIICHIUAJIUCTOB.
¢ KOHCYJIbTAaIWMN APYTIUX Y3KUX CIICHUAJIMUCTOB — I10 IIOKA3aHUAM.

2.2 InarHocTuyeckuii aaropurm [9-11]:



Co6op ka0, aHaMHe3a — HaJIMYKHe M BpeMst
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TIOABJICHUA

A

JlabopaTopHbie Hcceq0BaHUS

A 4

®duznkansHOE 00CIeI0BaHUE: OCMOTP C OLIEHKOH 1{BETa
KO>KH, BUIUMBIX CJIM3UCTBIX, Pa3MEPOB CEJIE3CHKU
OreHka pucka pbmmmﬂ TpoM0O030B

HHCTpYMGHTaJIBHBIG HUCCICOOBaHUA

A

e KinuHudeckuif  aHanmm3  KpPOBM € TIOJACUETOM
TPOMOOIIUTOB, PETHKYIIOLUTOB, nedKouTapHas
¢dopmya.

e buoxumudeckuii aHaau3 KpoBH  (0oOmmit  Oe’ok,
Is0yMUH, TIIOOYINHEL, KpEaTHHHH, MOYEBHHA, MOYEBast
kucnota, omwmpyoun, AJIT, ACT, JIAT).

e Koarynorpamma cranzapTHas

o KauecrBennas I[P wa myrauuio V617F rena JAK2,
n/wm CALR, MPL.

¢ CraHAapTHOE IUTOT€HETHIECKOE UCCIIEN0BAHNE
KOCTHOTO MO3Ta

e Mapkeps! renatura B (HBsAg, HBcAg, HBeAg), 1gG-
aHTHTeNa K BUpycy remarura C, peakuus Baccepmana,
BUY tumos 1,2.

\ 4

e T'ucronoruveckoe UCClIeNOBaHNE KOCTHOTO MO3ra

e  [luronormueckoe Mccieq0BaHHE KOCTHOTO MO3Ta

e  V3U (mommieporpadus) opraHoB OPIOMIHOI MOJOCTH,
COCYZIOB IOPTAJIbHOW CUCTEMBI, apTEPUN MTOYEK.

Jlnarno3 yCTaHOBIICH

A

TakTuka neueHus

\ 4

JlonmoJHUTeIbHBIE 00c/Ie10BaHus AJI5 MOoCTaAaHOBKH AuarHoza MII3:

*  OO6mwmii ananu3 Mo4H (0OpaTUTH BHUMAaHKE Ha HAJIMYHE YPaTOB, JCHKOLUTYPHIO, GaKTEPHYPHIO).

*  Mapxkepsl HacneacTBeHHOH TpoMOodmmu. [Ipu Hammynu TpoMO030B.

*  Koarynorpamma pa3sepuytas (antutpom6uH III, dpaxrop VIII, nmporenn C, nporenn S, D-gumep, arperanus
TpombormToB ¢ AJ[D, arperaiyst TPOMOOLIMTOB C PUCTOMUIIMHOM), ToMonucTerH. [1pu Han4nu TpoMO030B.

*  Buoxumuueckuii anann3 kposu (I[P, ramma-I'TII)

HccnenoBanne oOMeHa jkene3a: (peppUTHH CHIBOPOTKH, CHBIBOPOTOYHOE kene30. OmpeneneHne KOHIEHTPAH
putamuHa B12 1 honeBoii KHCIOTH B CHIBOPOTKE KPOBH.

OmnpejerneHne ypoBHS SPUTPOIIOITHHA B CBIBOPOTKE KPOBH.

KT rpynnoii kneTku.

DubporzodaroracTpoCKONus ¢ OIEHKONW BEH MHUIIEBOAA.

Kononockonus.

MonekynsapHsie uccienoBanus: mytaiust BCR/ABL.

®moopecuentras ruOpuanzanus in situ (FISH) ma 8+, 9+, del20q (y mamuentoB < 65 neT mIS OLEHKH
MIPOTHOCTHYECKOH CTpaTU(GHUKANNK U MOKA3aHUSM JUTS TPAHCIUIAHTAIUH KOCTHOTO MO3Ta).

MPT OproniHol MOJOCTH C ONpezeneHneM oObeMa cene3eHKH. IIpu ocTpoM 0OJIEBOM CHHIPOME B JIEBOM
noapebepbe, IPH MOA03PEHNH Ha HH(APKT CeNe3eHKH, IpH TpoMOo3e B CHCTeMe MOPTaNbHBIX BeH. Ecin ecTs
BO3MO>KHOCTH BBITIOJTHUTH JJAHHOE FCCIIEIOBAaHHUE.

Muxpopeaxuus




2.3IndPepennuaibHblii AMATHO3 U 000CHOBAHME IOMOJHUTEILHBIX HCCIE0BAHUI

[12]:

HuddepenimanpHast

J1a00paTOPHBIX

nuarHoctuka MII3

HUCCIIeIOBAHMIMI:

ITPOBOAUTCA
OUTOJOI'NYCCKHUX,

13

Ha OCHOBAaHMHU JAaHHBIX

TUCTOJIOTNYCCKHUX,

HMMYHOTHUCTOXUMHWYCCKHUX, HUTOI'CHCTUYICCKUX, MOJICKYJIAPHO-TCHCTHUYCCKUX.

Ho3osorus OcHoOBHbIE UCCJIeI0BAHNS JonoaHuTeNbHBIE HCCTEA0BAHUSA (110
MOKA3aHUSAM)
HUcrnnnas 1. Knmanvecknit  ananmm3  kpoBu ¢ | 1. Koarynorpamma pasBepHyTast (@aHTUTpOMOWH
MOJIMIUTEMHUS i epeHInaTbHBIM TT0/ICYETOM KIIETOK 111, ¢paxrop VIII, nmporenn C, nporeun S, D-
KpPOBH qumep). [Tpu Hanmuuun TpoMO030B.
2. MonexynsapHO-TeHETUIECKOE 2. ®ubp0330(haroracTpOCKOIUS ¢ OLICHKOW BEH
uccieoBaHue TMepudepruyeckoil KpoBH MUIEBOJA. Kononockomnus. (st
(xauectBennas IIIIP Ha  Hammuue UCKJTIOUEHUS HaJIN4Us BapUKO3HOTO
mytarn JAK2 V617F) pacmmpeHust ~ BeH, KaKk  IIPOSBICHUSA
3. TpemaHoOmoncuss KOCTHOTO MO3ra C MOPTAIHHON THIIEPTCH3UH).
THECTOJIOTHYECKOM OIICHKOH u | 3. HccnenoBanne oOmeHa xene3a (dhepputux
THCTOXUMHYECKAM HCCIIEIOBAHUEM IS CBIBOPOTKH, CBIBOPOTOYHOE JKE€JIe30, o00mas
BBISIBIICHUS PETHUKYIHMHOBBIX u JKEJIE30CBSI3BIBAIOIIAST CIOCOOHOCTB)
KOJIJIAar€HOBBIX BOJIOKOH
4. Muenorpamma
5. CranmapTHoe LIUTOTE€HETUYECKOE
HCClIeIOBaHHE KOCTHOTO MO3ra
JcceHIUATbHAS 1. Knuauuyeckuit aHaau3 kpoBu | 1. MuenorpamMma, onpezaeseHue
TpOMOOLMTEMHSA pa3BepHYTHIM (HapyIIeHHE CO3PEBaHUS COOTHOIIICHHS] MUEJIOMTHOT'O ¥ 3PUTPOUIHOTO
HEHUTPOPUIOB €O CABUTOM (POPMYIIBI POCTKOB, KOJTMYECTBEHHON U Ka4€CTBEHHOU
BJIEBO, MATOJIOTHS Pa3MepoB H (HOPMBI XapaKTEePUCTUKN METaKapHOIUTOB;
TPOMOOITTOB, JSPHUTPONHUTOB, Hammuue | 2. Ompenmenenue wMyrtamumii B reHe MPL
BHYTPHKJICTOYHBIX BKITIOUCHUH, (W515L; W515K), CALR y JAK2 V617F
HOpPMOOJIACTOB); OTPHILATENFHBIX OOJBHBIX;
2. MonekysipHO-TeHETHIECKOE 3. MonekyasipHO-TeHeTHIECKUI  CKPUHHUHT
nccienoBaHue Nepu(eprIeckod KpoBH: MapKepoB HACJIEACTBEHHOH TPOMOOGWINK TpH
Ha Hannuue myTtaiuu JAK2 V617F HAJIMYMM  TPEJIISCTBYIONIUX TPOMOO30B |
3. Llurorenernyeckoe MUCCICAOBaHUE TpoMOOIMOONHI IS ONpeneNieHHus MOoKa3aHUH
KJIETOK KOCTHOTO MO3Ta; 1 00beMa aHTUKOATYJISIHTHON Tepanuu
4. TpenaHoOMOIICHSI KOCTHOTO MO3ra ¢
TUCTOJIOTMYECKON OLICHKOH U
THCTOXUMHYECKUM HCCIIEJOBAHUEM IS
BBISIBIICHUS PETUKYIHMHOBBIX u
KOJUTAar€HOBBIX BOJIOKOH;
5. Y31 opraHoB OpIOMIHOW ITOJIOCTH
(pasmMepsl  TNEUYEHM U CEJIE3HKH,
JMaMeTp BOPOTHOM BEHBI);
XpoHu4yecKkHii 1. OAK c nozxcueTomM TpoMOOITMTOB U 1. ummyHOpeHOTHTIIpOBaHNE — TIepudepruecKoi
MHeJI0J1eH K03 PETHUKYIOIUTOB KPOBH/KOCTHOTO ~ MO3ra  Ha  HPOTOYHOM
2. MuenorpamMma; UTOGIIIO0OpUMETPE (manens OCTpPBIX
3. UTOTCHETHYECKOE HCCIeI0BaHuE JIEHKO30B);
KOCTHOTO MO3Ta; 2. THCTOJIOTHMYECKOE HCCIIe[loBaHue Ouomnrara
4. uccnenoBaHue KOCTHOTO Mo3ra (sumdoysen, TpeGeHb MOIB3IONTHON KOCTH);
metoznom FISH (t (9; 22)/BCR/ABL);
5.HLA TtunmpoBaHnue
XpoHunueckuii 1. OAK (xonn4ecTBO MOHOIMTOB B KpoBH | LluTorenernyeckoe mcciacoBanue
MHEJIOMOHOIUTAPHBII >1.0 x 109/n1 B Teuenne He MeHee 3-x | (Tpancnokanmio t(5;12)(q33;p13) c obpazoBanueM
JIeiiko3 MECSLEB, kosnmyectBo OmactoB B | ciutHoro reHa TEL-PDGFBR. V tpern

nepudepnueckoii kpoBu MeHee 5%),
yBenu4YeHue 6a30(HIOB B KPOBH;
2. .Muenorpamma (moBBIIEHHAS

TMAIIEHTOB BBISBIISIIOTCS Pa3IMuHbIE
XPOMOCOMHBIC HapyIIeHus: -7, +8, -5,
KOMIUIEKCHBIE Hapymienust, +21, 12p-, 209-. Y




KJIETOYHOCTh KOCTHOT'O Mo3ra,
coJiep>kaHne OyractToB +
MPOMUENONUTOB. B Mumenmorpamme <
20%; otcyrcTBHE majodek Ayspa B
Onmacrax; HaIW4YMe AWCIUIACTHYECKHUX
W3MEHCHUH B KJIETKaX);

3. Hurorenermueckoe HCCIIEJOBaHNE
(orcyrctBue Ph xpomocomsr u BCR-
ABL tpanckpunra;

40% OOJNBEHBIX IMEIOT MECTO MYTAI[MH B CHCTEME
reHoB Ras). 14

Xpounyeckuii
HeHTpodnIbLHBII
Jeiiko3

1. OAK (yBenmuueHHe KOJIMUECTBA
JEHKOLUTOB 3a cyer 3perbIX
Heltpodunos. Ilpm s3TOoM oOTCyTCTBYET
JICBBIN CJABHT B JICHKOIUTAPHOU (opMmyIie,
OTCYTCTBYET YyBenuucHue ©O0a30mioB u
303MHO(IIOB B KPOBH).
2. Muenorpamma (yBenmmueHme
KOJIMYECTBA JEHKOLMTOB 3a CUET 3PENbIX
HetpodmnoB. Ilpm 3TOM OTCyTCTBYeT
JIEBBIN CABHT B JICUKOIUTAPHOH (opMyIIe,
OTCYTCTBYET YyBEIWUYeHHE 0a30(WIOB U
903MHO(UIIOB B KPOBH.
3. b/x anamu3 xpoBu (yBenuueHue
ypoBHS BuTamMMHa Bl2 B ceIBOpoTke
KpOBH)
4, Y3Uu OBII
CEJIC3CHKH)
5. [{uroreneTnyeckoe HCCIeI0BaHIE
KOCTHOTO Mo3ra (oTcyrcTBHE
¢$unagensPuiicKoit XPOMOCOMBI u
00JIBIIOTO
tpanckpunta BCR-ABL. Bmecre ¢ teM, y
psiia MalUEeHTOB MOXET ObITh OOHAPYKEH
MukpoTpanckpunt - (L -BCR-ABL).

(yBenuueHue

1. NUDA na undexkuun (bakrepuanbHble,
rpuOKOBEIE, BUPYCHBIE

(epBbIe AHU), PUKETCHO3HBIE, BBI3BaHHbIE
cnupoxeTamu; Ha (oHe BeIOpOoca

SHIIOTOKCHHA).

XpoHuveckni
303UHOQUIBLHBII
JIeiiko3

1. OAK (KonugecTBo 3penbIX M HE3pebIX
303UHOGMIOB B KpoBu > 1.5 x 109/1);
2. CranpapTHoe LUTOTE€HETUUECKOE
uccnenoBanne (Ph xpomocoma nm BCR-
ABL TpaHCKpUTT OTCYTCTBYIOT);
3. MuenorpaMmma (yBelIMUYCHHE 4YHCIIA
65acToB B KPOBH MM KOCTHOM MO3Te.
KommuectBo OmactoB B kpoBn > 2%,
KOJIMYECTBO 0OJIACTOB B KOCTHOM MO3TE - 5-
19%, yBenuueHue yuciia 303UHOQTIIOB).

4. Y3U OFBII YBenuueHue pasmepoB

CEJIC3CHKH.

1.Ilutoreneruueckoe HccleJOBaHue
(XpoMocoMHBIE HapyIIEHHs C BOBJICUECHHEM
nokyca 4q12 (PDGFRA - platelet derived growth
factor receptor o gene) u KIT tupo3un kuHa3z :
1(3;4)(p13;012), t(4;7)(911;g23), t(4;7)(q11;p13).
Hambonee xapakTepHO Hamu4ue CIUTHOTO TEHA
FIP1L1- PDGFRA).

Ilo nokazanusim

. OMOXMMHYECKHI aHamu3 KpoBU - obmmit Owmmpyoun, ACT, AJIT, JIIAT,
MOYeBasi KHUCJIOTa, MOYEBWHA, KpeaTWuHuH, oOmmii Oenox, amnpOymwuH, JIJT,

nienaovHas pocdarasa.

e  uccienoBaHMe OOMeHa Xene3a - (eppUTHH CBHIBOPOTKH, CHIBOPOTOYHOE
JKee30, o0Ias KeIe30CBI3bIBaoIIas CIIOCOOHOCTh, HAChIIEHHE TpaHcheppuHa

KEJIIC30M.

®  YpOBEHb 3PUTPOIOITHHA CHIBOPOTKH KPOBH- HIKE pe)epeHCHBIX 3HAUCHHUH.
o OOmwmii ananu3 Mour (0OpaTUTh BHUMAaHUE Ha HAJIMYKE YPATOB, JIEHKOIIUTYPHIO,

0aKTepUypHIO).
. Mapxkeps! HaciaeaACTBeHHOH TpomOodumuu. [1pn Hammaum TpoMO6030B.
. Koarynorpamma passeprytas (antutpom6uH 111, paxrop VIII, mpotenn

C, mpoteud S, D-gumep, arperamus Tpomooiutos ¢ AJI®, arperanus
TPOMOOIMTOB C PUCTOMHUIITHOM), TOMOIIMCTENH. [Ipn Haaumuu TpoMO030B.




. Broxumunueckuii anann3 xkposu (1D, ramma-I TII)
. HUccrenoBanne oOMeHa xemne3a: peppruTHH CBIBOPOTKH, CHIBOPOTOYHOE 15
)kene3o. Onpenernenne KoHIeHTpauu BuTaMuaa B12 u honmeBoi KUCIoTh B

CBIBOPOTKE KPOBH.

. OmnpeneneHne ypoBHS 3pUTPOIIOITHHA B CHIBOPOTKE KPOBH.

. KT rpyanoi kneTku.

. Oubp0330(haroracTpoOCKOIUS ¢ OIIEHKOW BEH IHIIEBOA.

. Kononockomnus.

. MonexkynsipHble nccaenoBanus: myranus BCR/ABL.

. dnroopecuenTHas rubpuanzanus in situ (FISH) na 8+, 9+, del20q (y

ManueHToB < 65 JeT 11 OLIEHKH MPOTHOCTHYECKOH CTpaTU(GHUKAIN 1
MOKa3aHMsIM JUIsl TPAHCIUIAaHTAllM KOCTHOTO MO3Ta).
. MPT OpromHoii ONOCTH ¢ OnpeeieHHeM o0beMa cene3eHK . [Ipu

0oCcTpoM OO0JIEBOM CHHIPOME B JIEBOM IOIpeOephe, MPH MOJ03PEHIH Ha HHPAPKT
CEINe3eHKN, IIPU TpoMOO3€e B CUCTEME MOPTAIBHBIX BEH. ECiI eCTh BO3MOKHOCTh

BBITIOJTHUTh JaHHOC HCCJIICIOBAHUC.

. Mukpopeakuus
(BO3 2016) boabmme kpurepun Mauible IHoaTBep:xaeHue
KpHUTepHHU AUArHo3a
2001 1. Temornobun> 165 r/m y |1l YpoBeHb Juarnos NIl
Myx)4uH Wi Oonee 160 1/1 y | spurponostuna MOATBEPKIACTCS  TIPHU
KCHUMH, WM TEMATOKPHUT> | (3110) cppopoTky | HATAIHH TBYX
49% y MyxuuH umm y 48% y - OONBIIMX U OJHOIO
KEHIIWH, WM  YBEIMYEHHas MaJIOro KpUTepus WIn
Macca 3pUTpoUMTOB (Oosee yeM pedep eHSHHX IpU HaJIUYUM TIEPBOTO
Ha 25% BeIIE  cpeaHero | SHAYCHHUH. OoypIIOr0 W ABYX
IPOTHO3UPYEMOT0 3HAYCHMUS) MaJIbIX KPUTEPUEB.
2. llpm Owomcuu KOCTHOTO [Ipumeuanue:
MO3ra - TPEXPOCTKOBAs Kpurepuit No 2
TUIIEPIUIA3Us (maHMuenos): (6uorcust KM) moxer
yBEJIMYEHUE nposudepanuu He T10TpeOOoBaThCs B
3JIEMEHTOB SPUTPOUJIHOTO, ciIyqasix c
IpaHyJI0LUTAPHOTO, YCTOMYUBBIM
MEraKapuoIMTApHOTO POCTKOB a0COIOTHBIM
MUENON033a. PUTPOLIUTO30M:
3. Hammume JAK2 (V617F) nnn YpOBEHb T'€MOIJIOOMHA
JAK2 3x30Ha 12 myTrauuu > 18,5 /11 y MyX4MH
(rematokpur, 55,5%)
wi 6onee 16,5 r/on y
KEHIIUH (TreMaToOKpHT,
49,5%). Onnako
IIEpBUYHBII
Muenopuopo3
(umerommiics 'y  20%
HalMeHTOB) MOKET
OBITH oOHapyXeH
TOJIBKO npu
MPOBEACHUU OHOTICUA
KM,
oT 1. KomumuectBo TpombouutoB | Hamnuue Junarnocrrka oT
>450 x 109 /n KJIOHAJIBHOTO TpeOyeT HalIu4Ms BCeX




2. B KOCTHOM MO3T€ | Mapkepa WU | YEThIpEX OOJTBITTNX

nposidepanus OTCYTCTBHE KpUTEpHUEB om

MErakapHoLUTOB C | IOKa3aTeabCTB JUIsl | EPBBIX TPEX OOJIBIINX

YBEIIMYEHUEM 4YHUCIAa 3PEJbIX | pEaKTHBHOTO KPUTEPUEB U MaJioro

MErakapHoLUTOB ¢ | TpoMOoLMTO32a KpUTEpHS

THIIEPTI00YINPOBAHHBIMU

anqpamu.  He  HaOmromaercs

c/IBUTA BJICBO B

HEUTPO(UIBHOM TIpaHys0n033€

WIA DSPUTPOIOd3E U PEAKo

YBEJIMYEHUE  PETUKYIMHOBBIX

BOJIOKOH.

3. OrcyrcrBue kpurepueB BCR-

ABL1 + XMJI, 3T, IIMO®,

MUEJOIUCIIIACTUYECKIX

CHHJIPOMOB WIN JPYyrux

MHEJIOUTHBIX HOBOOOpa30BaHUI

4. Hamnume wmyrtauun JAK2,

CALR wnmu MPL

npedpudbpornyeckn | 1. [pomudepanns u | Hannune no | Jluarnocruka
u [IMO® aTUIUs* METraKapuoIMTOB, | MeHbIleH Mepe 1 | mpedubpoTrdeckoro

COYeTaroUIecs C | KpuTepHs: muenoduodposa

PETUKYJINHOBBIM u/win | *  AHemus, He | TpeOyeT Haluuus Bcex

KOJUTAr€HOBBIM ¢ubpo3oM | cBsi3aHHAsS c | Tpex OOJIBIINX

KOCTHOT'O MO3T'a; COIyTCTBYIOIIUM | KpUTEPHUEB M 1O

IPU OTCYTCTBUM BBIPAXKEHHOT'O | 3a00JieBaHUEM KpalilHeH  Mepe 1

petukyinuHoBoro ¢ubpoza — | JEUKOLUTO3 | MAJIOTO KpUTEpUs.

TIOBBIIIICHHAS KJIETOYHOCTH | (KOJIMYECTBO [Tpumeuanue: [Tpu

KOCTHOTO Mo3ra c | nefikouuToB >11 X | OTCYTCTBUH KaKo#-

npoiudeparuei kieTok | 109 / ) a1nb0 W3 3 OCHOBHBIX

rpaHyjonuTapHoro  psga u | ¢ [lanenupyemas | KIOHAJBHBIX MYTaIUi

YTHETEHHUEM SPUTPONO3A | CIUIEHOMET M MOMCK HamboJjee 4yacTo

(mpedubpo3Has kiaerouHas ¢asza | [loBpIIIEHNE | BCTpEUAIOIIMXCS

[IM®). aktuBHOCcTH JIZII' | comyTCcTBYyrOIIMX
MyTaluii  (Hampumep,

2. OrcyrcTBUE

KpUTEPUEB Il
BCR/ABL1+XMJI, MJIC
WIn JPYTHX
MUEIONPOTH(EPaTUBHBIX
3a00JICBaHHUM.
3. Hanunune MyTaIun

JAK2, CALR wmu MPL, a npu
UX OTCYTCTBUM — HCKIIIOUYEHHE

PEaKTUBHOTO ¢dbudpoza
(un(exuuy, ayTOMMMYHHBIE
3aboJieBaHus, XPOHHYECKOE
BOCIIJICHHUE,

BOJIOCATOKJICTOYHBIN  JICHKO3,

Jpyrue

ASXL1, EZH2, TET2,
IDH1 / IDH2, SRSF2,
SF3B1) momoraer B
oTpeicIICHUN
KJIOHAJIbHOW TPUPOIBI
3a00JieBaHUs




mumdornponudepaTuBHbIC

3a00JIeBaHus, METacTa3bl 17
COJIUHBIX OITyXOJIeH,
TOKCHUYECKHE MHUEJIONATUN)
Hpyrue 1. Hanuuue | Hanuuue no | Jlmarnoctuka M®
MuUenoGpuOpo3bI MeraKapuOLUTapHOU MeHbleli mepe 1 | TpeOyer cobmoaeHus
npoiaudepalud U aTUIMW, | U3 CIEAYIOUIEro, | Bcex 3 OonbIIMx
COIIPOBOXKAAEMOM 1100 | MOATBEPKACHHOE B | KPUTEPUEB U TIO
PETUKYIMHOBBIM, JIMOO / WM | IBYX KpaitHen Mepe 1
KOJIJTAar€HOBBIM (hUOpO30M 2 MM | TTOCTIEIOBATENbHBI | MAJIOTO KPUTEPHSI.
3 X ONPEACIICHUSX: [Ipumeuanue: [Ipu
2. OTcyTCTBUECKpUTEpPUEB  [UIsl | *  AHEMHs, HE | OTCYTCTBUU KaKOW-

BCR-ABL1 + CML, PV, ET, | cBa3anHas co | mubo m3 3 OCHOBHBIX
MUEJOIUCTIIACTUYECKIM COIYTCTBYIOIIUM | KJIOHAJBHBIX MYTaIui
CUHApOMaM WIH IpyruMm | 3aboseBaHHEM nouck Haubosiee 4acto
MUEIOUTHBIM . JICHKOIMTO3 | BCTPEUAIOIINXCS
HOBOOOpA30BaHUSIM (KomM4ecTBO COITYTCTBYIOIIUX

3. Hamumume wmyramuii JAK2, | neiikomuroB >11 X | myranuii  (Hampumep,
CALR wmu MPL, a mpu wux | 109/ n) ASXL1, EZH2, TET?2,
OTCYTCTBUU —  HCKJIroueHue | mambrnmupyemas | IDHL1 / IDH2, SRSF2,
PEaKTUBHOTO ¢ubpo3a | cruieHOMeranus SF3B1) mnomoraer B
(un(exnuy, ayrouMMyHHBIE | * Yposens JI/I' | onpenenenun
3a0oJeBaHus, XPOHHYECKOE | yBEJIUYEH JI0 | KJIOHAIBHON TPUPOIBI
BOCIIaJICHHE, YPOBHS BEIIIIE | 3200JICBaHUS
BOJIOCATOKJICTOUHBIM  JIEHKO3, | BEpXHEU TIpaHUIIbI

npyrue HOPMBI

mumdornponrdepaTuBHBIC
3a00JIeBaHMs, MeTacTa3bl
COJIMJTHBIX OITyXOJICH,
TOKCHYECKHE MHUEJIOTIATHH )

JleitkoapuTpobiac
TO3

JInarnocrudeckue kpurepun MIC/MII3 ¢ koabueBbIMHU CHIEPOOIACTAMA U

TPOMOOUUTO30M:

AHeMus, acCOIMUpPOBAaHHAs C JHUCIJIa3Med SPUTPOUIHOTO POCTKA C/HWIH  MYJIbTHIMHEHHOM
nucriazuei, >15% KoJbLEBBIX CHAEpOoOIacToB, <1% OmactoB B mepudepuueckoir kpoBu u <5%
0J1aCTOB B KOCTHOM MO3Te

Hanuuue TpombonuTosa ¢ konuuecTBoM TpoMObonuToB >450 x 109/L

Hamnune wmyramuu SF3B1 mnm, orcyrctBue wMmyrtamuu  SF3B, orcyrctBue B aHaMmHese
[MUTOTOKCHYECKOW WJIM KOJOHU CTHMYJIUPYIOIIEH Tepanmud, KOTOphle MOTYT OBITh NPUYHHON
pazButust MJIIC/MII3

Otcyrcteue BCR-ABLI1, orcyrcteue mepectpoek PDGFRA, PDGFRB, wim FGFR1; umu PCM1-
JAK?2; orcyrersue (3;3)(q21;026), inv(3)(q21926) wmu del(5q)

Otcytctue B anamueze MII3, M/IC (3a uckmouenuem MDS-RS), wim npyrue tunst MJIC/MIIT3

JMuarnoctuyeckune kpurepun aXMJI BCR-ABL1-:

JleiikouuTo3 B mnepudepruecKoil KpOBH 3a CYET YBEJIWYEHHs KOJIMYecTBa HEHTpoduiaoB M ux
MPEIIIECTBEHHUKOB (TMPOMUETIOLUTOB, MHEJIOIUTOB, METaMHEeNONHUTOB), BKitouatomeil >10% ot
JIEUKOLIUTOB)




Jlucrpanynomnoss, KOTOPbIil MOXKET BKJIIOYAaTh aHOMAJIbHOE CO/Iep )KaHUe XpOMaTHHA

OTcyrcTBUE WM MHHHUMAalbHas a0codioTHas Oa3zoduiuus; KoiaumuecTBo OazoduiuoB <2% 1%t
KOJINYECTBA JICHKOIIMTOB

OTtcyrcTBUE WIM MUHUMAJIBHBIA aOCOMIOTHBIH MOHOIMTO3; MoOHOIUTHI <10% OT KoIMuecTBa
JIEUKOIIUTOB

I'unepxuierounsiii KM ¢ rpanynouuTapHoi mpoiudepanueid u AUCIula3uell TpaHyIoIUTOB, C/WIn
JUCILIa3HEeH SPUTPOUHOIO U METaKapHOLUUTAPHOIO POCTKOB

<20% 61acToB B iepudeprudecKoil KPOBU M KOCTHOM MO3TE

He noxazannsie nepectpoiiku PDGFRA, PDGFRB, wim FGFR1, unu PCM1-JAK?2

He cootBerctByet kputepusim BO3 BCR-ABL1+ XMJI, [IM®, UII, unu OT

JAunarnocruyeckue kpurepuun XMMJI:

[lepcuctupyromuit MonoruTo3 >1 x 109 / L, mpu 37oM MOHOIUTHI cocTaBistoT >10% oT koauyecTBa
JICUKOLIUTOB

He cootBerctByer kputepusim BO3 mis BCR-ABL1 + XMJI, IIM®, UIT v DT

<20% 6mactoB B kpoBu 1 KM

Jucruiasus B 1 uiam 6osee MUETOUIHBIX pocTKax. Eciau Muenoanciasyus oTCyTCTBYET WU
MUHUMaNbHa, Auario3 XMMUJI MokeT ObITh BBICTABJIEH, €CIIM IPUCYTCTBYIOT APYTrUe€ KPUTEPUU

Knonanpnas OUTOIrCHETUYCCKAA U MOJICKYJIAIPHO-TCHCTUYCCKAA IMOJIOMKaA IPUCYTCTBYIOIIAs B
T'CMOIIOITHYCCKHUX KICTKax

HJIN

MoHOUMTO3 COXPaHACTCA B TCUCHUC 110 MEHBIIICH MCpPC 3 MCCALICB

Bce apyrue npuunHb MOHOIIMTO3a OBUTH MCKITIOUCHBI

JAnarnocruyeckue kpurepuu XMJI (dpa3a akcenepaumnmn):

Yposens neiikouutoB (> 10 x 109 / 1), 6e3 «IIpenBaputenbHble KpUTEPUU OTBETA Ha
OTBETA HA TEPAIUIO tepanuto MTK»

Hapacratomas cruienomeranusi, 6e3 oTBeTa Ha Pe3ucrentHocTs k nepsoit inaun UTK
Tepanuio

TpomOoruTo3 (> 1000 x 109 / ;m), 6e3 orBeTa Ha | Pe3UCTEHTHOCTH K IBYM TOCIIEIOBATEIHLHBIM
TEPAIHIO muausmM UTK

Croiikas TpomOonuTornenus (<100 x 109 / i), ne | [losiBnenue 2 wim 6onee myranuii B BCR-ABL1
CBsA3aHHAas C Tepanuei BO BpeMs Tepanuu UTK

20% wiu 6osee 6azoduioB B KM

10-19% GnacTHBIX KJIETOK B iepudepruieckoi
kpoBu i KM

JlonoJaHUTENbHbIE XpPOMOCOMHBIE ab0epaliy B
kietkax Ph + (tpucomus 8, uzoxpomocoma 17q,
Tprcomust 19), KOMIUIEKCHBIH KapUOTHUIT T
aHoManuu 3q26.2

JIro6ast HOBas KJIOHAIbHAs XPOMOCOMHas
aHoManus B kieTtkax Ph +, koropas Bo3HUKaeT BO
BpEMsI TEpanuu




Taoauua 1.

duinagenbduiickas XxpoMmocoma - OTpulaTedbHbIe Kiaccnueckue MII3:
KJIHHHYECKHE, MOP(OJIOrHYecKHe U MOJIEKYJ/IsIPHbIE 0COOCHHOCTH

Ho3zouorusi | Kiaunuko-mopdgosiornyeckass | 'enernueckue 3aBucuMoCTh
XapaKTepUCTHKA MyTauuu KJIMHUY€eCKOIro HCX0/1a OT
reHoTHIA

Ui DputponuTos yacto coueraercs ¢ | JAK2 (V617F) * y mamuentoB c¢ UII
TPOMOOIIMTO30M U / UITH npuMepHo y 96% MIOBBILICHHBIN puCK
JIEHKOIIMTO30M (TO €CTh MAIMEHTOB TpoMO03a
MOJIMIIUTEMUEH ) 1 00bIuHO cBsizaH | * JAK2 sk30Ha 12 * UII moxer
C MOJaBJICHUEM HHJIOTC€HHOTO MyTalui y IPUMEPHO | MPOTPECCUPOBATH 10
PUTPOIIOITHHA. 4% maIeHToB pasButus muenodudposa
['unepkIeToYHOCTh KOCTHOTO (M30JIMPOBAHHBIM
Mo3ra JiIsl BO3pacTa ¢ pOCTOM SPUTPOLIUTO3 Y
BCEX TPEX POCTKOB (TO €CTh OOJIBIIMHCTBA U3 ATHX
MMaHMHEII03) MAlUEHTOB)

¢ [TanuenTs ¢ JAK?2

JIUKOTO TUIIA KparHe
PEeIKH, €CJIN TaKOBBIC

UMEIOTCS
AT Tpombouutos. Hopmoknerounsiii | JAK2 (V617F) y 60- * OT BKIIOYAET
KOCTHBIN MO3T ¢ nposidepanneit | 65% mnanueHTon MOBBIIICHHBIA PUCK
METaKapHOI[MTOB * CALR exon 9 indels y | pom6032a 1 KpoBOTEYEHUSI
20% -25% ManueHToB | M MOXET
* MPL sk30Ha 10 TpaHC(HOPMHUPOBATHCS B

MyTaluii * MPUMEPHO Y | MUEIOUIHBIN JeHK03

4% -5% marueHToB * JAK2 (V617F) - OT

* HexaHoHnueckue BKJIIOYAET BBICOKUI PUCK
mytauu MPL * y <1% | pa3Butus tpom603a u
MAIEeHTOB muenopudposa

* y 10% namuentoB He | * CALR- OT Britouaer
BBISIBIIACTCS HM OJTHOM | O0Jiee HU3KUU PUCK

U3 BBIIICYKa3aHHBIX TpoMO03a OoJiee BEICOKHIA
MyTaun PHCK IIPOTrpecCUpOBaHUs
muenoduodposa

* MPL-ax30n06b1e mymayuu exniouaiom W515L /K /A /R, S505N / C u V5014 (mpancmembpannulii domen
MPL); mymayuu MPL (sne sxzona 10) exmouarom T1191, S204F / P. [12]

3. TAKTUKA JIEYEHUSI HA AMBYJATOPHOM YPOBHE [13-20]: nus
NAlMEHTOB C YCTAHOBJIEHHBIM JIMAarHO30M, JI€UEHHWE U MNPO(UIAKTUKA OCIONKHEHUN
MOKET MPOBOJAUTHCS B aMOYJIaTOPHBIX YCIOBHSIX.

Omnpenenenue Taktuky Tepanuu npu UII:
Lemu Tepanuu UIT (Y — D):
® [peloTBpalleHHUE U JIEYEHUE TPOMOOTEMOPPArHUYeCKUX OCIIOKHEHUI;




® KOHTPOJIb CUMITOMOB OITyXOJEBOW HMHTOKCUKAlMU (CHIKEHHUE Beca, MOTIUBOCTD,
JUXO0pajiKa, 3y1); 20
® CBEJCHME K MUHUMYMY PHUCKa Pa3BUTHs OCTPOro Jerko3a u noct-Ull MO;
® MpeayNpexIeHUE OCIOKHEHHUH B clydae OEpeMEHHOCTH, XUPYPTUUECKUX OTEepaIiil.
Mertonaps! TepaneBTrueckoro Bozaevicteus npu UII:
e IlpodunakTrka TPOMOOTHUECKHUX OCIOKHEHUH - aHTHATPETAHTHI:
— aneTuicanuiuiioBas kucioTa (40-325 mr/cyT), kionuaorpens (75 Mr/cyr).
o dusnueckoe ynaneHue N30bITOYHON MacChl HIUPKYIUPYIOUTUX SPUTPOLIUTOB:
— TreMo3Kc(y3uH (KpOBOITYCKaHUA);
— aputpouuTtadepes (pyuyHOU UK ammapaTHbIN);
e [luTopenyKkTuBHas Teparus:
— LWTOCTATUKM: TuapokcuMoueBuHa 10-30 wmr/kr/cytr, wMepkanTomypun 1-2
MT/KT/CYT;
— uHtepdepon-anbda 1,5-5 maa ME 3 pasza B Hegento;
e JleueHue ocioxHeHUN 3a0o0JieBaHUS (TPOMOO3bI, TPOMOOIMOOIIUN).

Onpenenenne TakTuku Tepanuu npu 7T

Hemu teparmmu DT (VI — D):

® TMpeAynpeauTb  BO3HUKHOBEHHE  TPOMOOTHYECKMX WM  T'e€MOPParu4ecKux
OCJIO>KHCHU;

® MUHHUMHU3UPOBATH PUCK MPOrpECCHpOBaHUA 3a001eBaHus ¢ KCX0A0M B nocT-OT M®
i OMIJI;

® KOHTPOJIb CHMITOMOB MHTOKCHUKAIIUH;

® [pEeAyNpexJECHUE OCIOXKHEHUH B ciaydae OEpeMEHHOCTH, XHUPYPrUYECKHX
Manunysiui. LleneBoii ypoBenb TpomoouutoB Menee 400 x 109/1.

Mertoabl TepaneBTUYECKOro Bo3aecTBus npu JT:
o [IpodurakTika TPOMOOTHUECKUX OCIOKHECHUIA:
— amnetwicanuiuioBas kuciota (40-325 wr/cyr), kiommmorpens (75 wr/cyr),
tukiaormuauH (500-750 mr/cyr).
e [luTtopemykTUBHAS Tepamus:
— Hwurocratuku: I'mapokcumoueBuna 10-30 mr/kr/cyT;
— HWnrepdepon-annda 1,5-5 maa ME 3 pasza B Henento;
— Amnarpenua 2-10 mr/cyT.
e JleueHue ocnoxHeHui 3a00eBanus (TpoMOO3bl, TPOMOOIMOOIHH).

Onpeaenenue TakTuku tepanuu npu [IM®:

Lenu Tepanuu 601pHBIX [IM® (V]I — D):

1) Koutponb 0o0je3HH: NPEAYNPEKACHHE MNPOrPECCHH, yBEIUYEHUE oOIed u
0e3peraNBHON BRKHUBACMOCTH.



2) OOneryeHue CHMITOMATHKHU: YIIYYIICHHUE KadecTBa JKU3HHM (JICUCHHWE aHEMUU U
Jpyroil  LMTONEHMH, YMEHbLIEHHE  CIUIEHOMETalud, KOHTPOIb  CHMIITOMOB
WHTOKCHUKAIIIH).

3) IlpenynpexeHre OCIOKHCHHUI B Cllydae OEpeMEHHOCTH, XUPYPTUICCKHUX OTEpPaIlnii.
Tepanus XO [IM®, kak npaBuio, MPOBOAUTCS C MOMOIIBIO JIEKAPCTBEHHBIX IIPENapaTOB
B BHJI€ UUTOPEIYKTUBHOW Tepamnuu, HHTep(EepoHOTEepanuu WM HUX COYETAHHOTO
npuMeHeHus. B OnactHOU (a3e neueHne MoKeT IPOBOJUTHCS O MporpaMMaM JIeUeHHUs
OCTPBIX JICHKO30B C y4€TOM BO3pacTa M KOMOPOUIHOCTH OOJIbHBIX.

Ilocne moaTBepKACHUS AUAr€Ho3a W ONPEACNIEHUSA IPOrHocThYecKou rpynnbel [IM®
JOJDKHA OBITH OINpECNICHa TaKTHKa CreruanbHoi Tepanuu. OCHOBHBIMU (haKTOpamH,
BIIMSIIOLIMMH Ha BBIOOP BapuaHTa JICUCHUS], SIBJISIIOTCS CIEAYIOIIHUE:

e rpynna pucka (no cuctemam IPSS, DIPSS, DIPSS+);

HAJIMYUE U CTENEeHb BHIPAXKEHHOCTU CUMIITOMOB 3a00JI€BaHUS;

BO3pacT OOJBHOTO;

KOMOPOUTHOCTB;

HAJIMYME COBMECTUMBIX IO cucteMe HLA AOHOPOB M BO3MOKHOCTH BBINOJIHEHUS
amio-TI'CK.

Omnpenenenue Taktuky Tepanuu npu XMMUJIL:

1) Jleuenue 60abHBIX XMMJI ¢ arpecCUBHBIM THIIOM TCUCHHS TPOBOJUTCS JINOO B BHUIC
MOHOTEpANUd THUJIPOKCUMOUYEBUHOM WM OTOMO3UAOM, JMOO C HCIOJIb30BAHUEM
Pa3IUYHBIX CXEM MOJUXUMHUOTEPAINH, TPUMEHSIEMBIX JIJIS JICUCHUSI OCTPBIX JIEHKO30B.

2) JlonomHuTenpHOe JedeHne: kak mpu MJIC.

3) TpaHcrutaHTanus aUIOTCHHBIX KPOBETBOPHBIX  KJIETOK: CIMHCTBCHHBIH  METOJ
o0ecrieunBalONINi BbIJICYUBAHUS, PEKOMEHIYETCS PACCMOTPETh Y MOJIOJBIX MAI[UEHTOB,
MMEIIMUX coBMecTUMOro no cucreme HLA pgonopa; pe3ysbraThl aHAJIOTUYHBI K PE3Y
npTatam neuenuss MJIC.

4) lluTopeAyKTHBHAs TEpaIus: yalle BCEro THAPOKCHMOYEBHHA, MPEXKIE BCErO MpHU
MIT-XMMJL

5) T'unomerwnupyromue mpenapathl: azamuTuauH npu MJ-XMMJI ¢ 6Giacto3om B
KOCTHOM Mo3re >10%.

OmnpenesieHue TAKTUKHA TePANIMUA NIPH XPOHUYECKOM HEMTPO(PUIBLHOM JIeiiKo3e:
Jleuenne G6onbHbIM XpHJI nauTenbHOE Bpemsi HE IPOBOJIUTCS, XOTS MPHU BBIPAKEHHOM
TUIIEPIIEMKOIUTO3€ W HApaCTaHWM pPa3MEPOB IIEUEHHM W CEJIE3€HKM C  LEJbI0
LHUTOPEYKIUA MOXET OBbITh HKCIONb30BaHAa TMIPOKCMMOUYEBHHA. Bmecte ¢ TeMm, Bce
6osbHBbIe XpHJI 10KHBI OBITH IO/ MOCTOSSHHBIM HAOJIFOAEHUEM IeMaToJiora.

OnpeaesieHue TAKTUKHA TePANUM MPH XPOHUYECKOM 03MHOPUIBHOM JIeiiKo3e:

Jleuenne Xp3JI, ocobenno npu Hamuuuu ciutHoro rena FIP1L1-PDGFRA, naunnarot ¢
HeOobImuX 1o cpaBHeHUI0 ¢ XMJI no3 I'museka - 100 mr/cytku. Y 80% O0nbHBIX B
TeyeHue 7-35 nHel yJaeTcs MOJIyYHUTh MOJHYI0 FeMaTOJIOTMYECKYI0 PEMHCCHIO, a 3aTEM



U MOJIEKYJISIpHO-TeHEeTHYeCKyto pemuccuto. [Ipu orcyrctBum sddexra oT Mambpix 103,
nosy ImuBeka ypemuuuparor 0 400 MI/CyTKM, YTO MO3BOJAET JOCTUIHYThH
remaToJsiornueckor pemuccuu y 20-25% O0abHBIX, pE3UCTEHTHBIX K MaibIM ja03aM. [1pu
HeahhekTUBHOCTH Tepanuu [ MBEeKOM MOXKET ObITh MCIOJIb30BaHa T'UIPOKCUMOUYEBHHA,
o-uHTep(PEepoH,  TIIOKOKOPTUKOUIBI.  OD(PPEKTUBHOCTH  Tepanmuu  XPOHUYECKOTO
H03MHOMUIILHOTO JIEWKO3a M KayeCTBO JKU3HU OOJBHBIX BO MHOT'OM OIPEACIISIOTCS
CTEIEHbIO MOPaKEHUSI OPraHOB-MulIeHEW. [103TOMy NpHUHIMIIMATBHOE 3HAYEHUE UMEET
paHHee IpUMEHEHUE mpernapara ['JMBEK, 4TO MPeJOoTBpAIlaeT pa3BUTHE HEOOPATHMBIX
WJIM JKU3HEYTPOKAIOIINX U3MEHEHHUI B OpraHax-MHUILIEHSIX.

OmnpenesieHue TAKTUKYA TePANMU IPU ATUNIMYHOM XPOHHYECKOM MHeJI0JIelKo3e!
3aboJieBaHUE XapaKTEPU3YETCS KpailHE arpeCcCUBHBIM TE€UEHUEM. J[JIMTENBHOCTh KU3HU
O00nbpHBIX cocTaBisieT B cpeanem 11-18 mecsaneB. [lpu aTunuyHOM XpOHUYECKOM
MUEJIONIeHKOo3e HCMOb30BaHue mpenapata [nuBexk He 3¢ dexTtuBHO. EnMHCTBEHHBIM
(O (PEKTUBHBIM METOAOM JICUCHUS SIBJIACTCS QJJIOTEHHAs TPAHCIIAHTAIUSl CTBOJIOBBIX
kieTok. OTHAKO U JTaHHBIN METOJ JICUCHHsI 00eCTIeunBaeT JUIUTEIbHYI0 Oe3pEIUANBHYIO
BBDKHMBAEMOCTh TOJIBKO y 30% marueHToB.

OmnpenesieHHe TAKTHKH Tepanmuu INPH MHEJIONPOIH(epaTHBHbIX 3200€JBAHUAX
HeKJIacCuPUUMPyeMbIX:

TakTuka BeAeHHS JAHHBIX MAIlMEHTOB B HAcToAlee BpeMsi He pa3paboraHa. Bcem
MaluyMeHTaM, JOCTUTIIUM peAyKIuu Oyacto3a, B Bo3pacte 10 60 JeT U npu OTCYTCTBHH
TSKEJIBIX COIYTCTBYIOLIMX 3a00J€BaHUi, TOKa3aHo BbinojHeHue amwio - TI'CK. Ognako
3a4acTyl0 Tepanusi HOCUT MaJUIMaTUBHBIN XapakTtep. TakTuka Tepanuu OJacTHOM (a3bl
MII3 omnpegensieTcst BO3pacTOM NAMEHTOB M COMYTCTBYIOMIEH MaTojgoruei. Y OONbHBIX
C COXpaHHBIM OOIIECOMAaTUYECKUM CTAaTyCOM MOXET OBbITh MNPEINPUHATA MOMbITKA
IIPOBE/ICHMS] KYPCOBOM XMMHUOTEPANMH TI0 CXEMaM JIEYEHUSI OCTPBIX JIEMKO30B, KOTOpas
MPUHOCUT BpEeMEHHBIA d(PdexT y HeOonbIoi yactu 00ybHBIX. [I0KUIBIM OONMBHBIM C
HaJU4YMEeM CYIIECTBEHHOW KoMopOugHOCcTH M ocioxHeHusiMu MII3 1enecoobpasHo
IIPOBEJICHHUE CIEPKUBAOLIEH MAJUIMATUBHONM MOHOXMMHOTEPAIINN U Ha3HAYEHHE MaJIbIX
7103 TJIFOKOKOPTHUKOWIOB. [laHHBIE MEpOINpUATHS HAINPABIECHbI HAa TOPMOXXEHHE pPOCTa
OMyXOJIM W KyIUPOBAaHUE OCIOXHEHHUN (II€peIrBaHUE T'€MOKOMIIOHEHTOB, JIEUYECHHE
MH(EKINOHHBIX OCJIOXHEHUH U TIp.), C LEJIbI0 YIYYIIECHHs KayecTBa >KU3HU OOJBHOIO

[67].

3.1 HemennkameHnTo3Hoe Jeuenue [19-20]:
e PexuM: 001I€0XpaHUTENBHBIN;
e Jluera: cton Nel5 (ob6mas).

3.2 MeaukaMeHTO3HOe JieYeHue:
Bp100p HUTOPEAYKTUBHOM Tepanuu
® HU3KUHU PUCK TPOMOO30B — LIMTOPEAYKTUBHAS TEPAIUsl, KaK MpaBuio, He TpeOyeTcs;



® [IPOMEXYTOUYHBIA PUCK:

— Bo3pact <60 net: 1-as nuHus — Habmonenue, UOH-anbda u/unm anarpenus; Pas
JUHUS TUAPOKCUMOYEBUHA;

— Bo3pacT >60 net: 1-as MMHUA THAPOKCUMOYEBUHA, 2-asi TUHUS aHATPeNu U/ Uiu
NOH-anwba;

® BBICOKUM PUCK:

— Bo3pact <40 ner: l-as jgunus — HM®DOH-aneda w/mnm anarpenun; 2-as JUHHUS
TUAPOKCUMOYEBUHA;

— Bo3pacT >40 net: 1-ast MMHUA TUAPOKCUMOYEBHHA, 2-asi JTUHUS aHATPEIU A W/WiIn
NOH-anspa; CoueranHas Tepanus (THAPOKCUMOYEBMHA +  aHarpenuf,
ruapokcumodeBrHa + UOH-ansha)

MOXET CTaTh aJbTEPHATHUBOM B Ka4ECTBE TEPANUU 2-OU JIMHUU Yy NALUEHTOB, €CIIH MPU
MOHOTEpANuu pa3BUBAIOTCA MOOOYHBIE A(DPEKTHI, HE MO3BOJSIOMIUE MPUEM O3B
npenapara, afieKBaTHOU JUIsl KOHTPOJISI YPOBHSI TPOMOOITUTOB.

I'mapoxkcumMoyeBuHA.

TepaneBTuueckuit  dPpQPexkT  TUAPOKCUMOUEBHHBI  3aKIIOYAECTCSI B CHIDKCHHH
TpoMOo1IMTO3a, TPOoPUIAKTUKE TpOMOOTHUYECKUX ocioxHeHui. B uccnenosanun PT-1
nokaszaHa Oouibias 3 (HEKTUBHOCTh THIPOKCUMOYEBUHBI B CPABHEHUHU C aHATPEIIUJIOM B
MPEJOTBPAICHUN apTepUATIbHBIX TPOMO030B [22]. OmnpeneseHHbIe OMaceHUs] BhI3bIBACT
BO3MOYKHBII JIEUKO30T€HHBIN 3(PPEKT mpu IIUTEIHHOM NPUMEHEHUHU, B CBSI3H C YEM
TMIPOKCUMOYEBUHY B TMEPBOMl JMHUU MOJOJBIM OOJIBHBIM C 0XKHJAEMOW JTUTEIbHOU
MPOJIOJKATEIBHOCTBIO KU3HH CIEAYET Ha3HAYaTh C OCTOPOKHOCTBIO.

Pexomennanuu (Y]l — B): ruapokcuModYeBrHA pEeKOMEHYETCSl Kak mpenapar BbIOOpa B
KauecTBE Tepanuu NepBOi JUHUU y 00JbHBIX DT C MPOMEKYTOUHBIM PUCKOM Pa3BUTHUS
TpoM0030B B Bo3pacte > 60 jer u y O0oabHbIX DT ¢ BBICOKMM PHCKOM pa3BUTHUS
TpoM6030B B Bo3pacte > 40 net. Bropas auHMs Tepanuu y Ipyrux KaTeropuil O0IbHbBIX C
MPOMEXYTOUHBIM U BBICOKUM PUCKOM Pa3BUTHsI TPOMOO30B.

['MaIpoKCUMOYEBUHY HE CIEQyeT HCIONb30BaTh NpU OEPEeMEHHOCTH WM TpU
MJIAHUPOBAHUM OEPEMEHHOCTH.

Bbycyasdan.

Bycynbdan okaspiBaeT nuTrocTaTHueckoe (MOAABIISIONIEE IeJIEHNEe KIETOK) JACUCTBUE Ha
MUEJIOUIHBIE KJIETKHU (KJIETKH KOCTHOTO MO3Ta, U3 KOTOPhIX 00pa3yroTcs KJIETKU KPOBH -
SPUTPOLUTHI U TPOMOOLUTHI). B OTHOCUTENBHO HU3KUX J103aX M30MPATETHHO YIHETAET
IPaHyJOUTONO033 (Mpolecc 00pa3oBaHMs TPaHYJOLUMUTOB - KJIETOK KpoBu). Ilpu
XPOHUYECKOM T'PaHYJOLMTAPHOM JIEHKO3€ (37I0KAYECTBEHHOM OIMYyXOJIM, BO3HUKAIOIICH
M3 KPOBETBOPHBIX KJIETOK M TMOpaXarolle KOCTHBIA MO3r /pak KpoBW/) Mpenapar
YMEHBbIIAET 00Ilee KOJIMYECTBO IPaHyJOIMTOB, 00Jeryaer CUMOTOMBI 3a00JIEBaHUS U
yIydliaeT KIMHUYECKOE COCTOSTHUE O0JIBHOTO.

HNurepdepon-annpa.

Jleuenne mnpenapatramu W OH-ansbha sBasercs d>PpdexkTuBHBIM U 0€30MACHBIM
npernapatoM s Jiedenns. M ®dH-anmbda He oOkaspiBaeT JIEHKO30M€HHOTO  HIIH
tepaTorenHoro aeiicteusi. Pexomengamuu (Y] — C): UDH-ansbha pexomenayercs kak



npemnapaT BbIOOpa B KaUeCTBE Tepanuy MepBOil TMHUU Y 00JIbHBIX DT ¢ MPOMEKyTOUYHBIM
PUCKOM pa3BUTHUs TPoMO030B B BospacTe <60 neT u y 60mbHbIX DT ¢ BbicOkUM putkom
pa3BuTHs TpoM0030B B Bo3pacte <40 ner. UDH-anbda sBaseTcs mpeanoyTUTeIbHbIM
npenapaToM IEpBOM JIMHUM Y MOJIOABIX MNAlUUMEHTOB. Ero MOXHO NpPHUMEHATh U Y
nanueHToB  crapme 60 JeT Tnpu  pe3UCTEHTHOCTH W/WIM  HENepeHOCHUMOCTHU
TUAPOCKCUMOYEBHUHBI B KAYECTBE TEPANNHU BTOPOU JIMHUH.

AHarpeJu/.

AHarpenun SBISETCS CEJICKTUBHBIM HHTHOUTOPOM MerakapuouutoB. I[lpemapat He
oOmamaer  Jeiko3oreHHbIM  dddexToMm. J[aHHBIE  KIMHUYECKUX  HCCIICTOBAHHMA
CBUJETENBCTBYIOT, YTO aHArpeluJ J0303aBUCUMO HMHIHOUPYET THIEPCO3PEBAHUE
MerakapuonuToB [23]. Pekomenayemas HavanbHas fgo3a aHarpenuaa — 0,5 mr 4 pasa B
cytku wim 1,0 mMr 2 pasza B cyTku. MakcumalibHast pa3zoBas Ao3a — 2,5 MI, CyTO4YHas
noza — 10 wmr. Ilpy onTuManbHOW J103€ KOJWYECTBO TPOMOOIMTOB HAYMHAET
yMeHbIIaThesi uepe3 7—14 nueit. CieayeT UCMOIb30BaTh MUHUMAIbHYIO 3(DPEKTUBHYIO
103y, KoTopasi OyAeT NOCTaTOYHOH A NOJJepXKaHUs KOJMYecTBa TPOMOOIIMTOB Ha
ypoBHe Huxe 600 000/mki, a B ujaeane — 10 HOPMAJIbHOTO YpOBHs. Y OOJBIIMHCTBA
NAIMEHTOB aJIeKBaTHBIM OTBET IOCTUraeTCs pU NPUMEHEHUH aHarpenuaa B 1o3e 1,5-5,0
Mr/cyT. BoabmMHCTBO MOOOYHBIX 3(G(HEKTOB SBISIOTCA J0303aBUCUMBIMHU, CJ1a00
BBIPAKEHBI M MPEXOJAIU U HE TPeOYIOT MPOBENEHUS JIEYEOHBIX MEPONPUATUI Ui UX
yctpaHeHus.  HauOosee  yacThIMH — HEXeENaTeNbHBIMU  SIBICHUSIMH  SIBIISIIOTCSA
COCYJOpaCIIUPSIIOIUNA U TMOJOKUTEIbHbII HHOTPONMHBIA 3(P(EKThl, TOJOBHas O0Ib,
nvapes, 3aIepKKa JKUAKOCTH, CEPACYHAs HEJOCTATOYHOCTh, apuT™Muu [24]. Benencrue
ATOTO aHarpeiauj; PEKOMEHIYETCS TOJbKO MalMeHTaM Oe3 3acTONMHON cepAedHOM
HEJIOCTATOYHOCTH WJIM CEpAEYHON apuTMuu. YacTora M BBIPAXKEHHOCTh NOOOYHBIX
pEeaKuui CHIKAETCS IPU IPOJIOJKEHUM Tepanuu [25].

Pexomenoayuu (Y —B).

e I3-3a pucka cepIeyHO-COCYAMCTBIX OCIOXKHEHUM, ApUTMHANA U KapIHNOMHUONATHH, BCE
NAUEHTHl Nepe/l Ha3HAU€HUEM aHarpeiujia JOJDKHBI MPOUTH 00CiIe0BaHNE CEepAeYHO-
cocynuctoit cuctemsl (KT, axokapauorpaduto).

e [lokazaHMsIMM K HA3HAYCHUIO aHArpeNiu[ia SIBJISIIOTCS: Tepanusl MEepBOM JIMHUM Y
00abHBIX DT ¢ MPOMEKYTOUHBIM PUCKOM pa3BUTUS TPOMOO30B B Bo3pacte <60 yer u'y
00npHBIX DT ¢ BBICOKMM PHCKOM pa3BUTHS TpomM0O030B B Bo3pacte <40 ner. Bropas
JUHUS T€paluu y APYTUX KaTeropuil OOJBHBIX C MPOMEXKYTOYHBIM M BBICOKMM PHCKOM
pPa3BUTHS TPOMOO30B.

IlepeyeHb OCHOBHBIX JIeKAPCTBEHHBIX cpeacTB (MMewmux 100% BepoOSATHOCTH

NPUMEHEHUs):
dapmaxoJiornyecKas Me:xayHapoanoe Cnocod YpoBens
rpynna HeNmaTeHTOBaHHOE NpUMeHeHHs, 1032 A0KA3aTEJIHHOCTH
HauMmeHoBaHue JIC
JlexapcTBEHHBIE aTeTHJICATHITAIIOBAS BHyTpb, A [33-37]
Cpe/CTBa, KHCJIOTa oTpenensercs
PO IITAKTUPYIOIINE unu YPOBHEM




TPOMOOTHYECKUE TpombonuToB (50, 75,
OCJIO)KHEHUS 100mr) 25
KJIOMTUAOTPET 75w, BHYTPb C[33-37]
unu oTpeneNnseTcs
YpOBHEM
TPOMOOIIMUTOB
TUKJIOIUINH 0,25r BHYTPb C[33-37]
OTIpenieNsIeTcs
YpOBHEM
TPOMOOIIUTOB
JlexapcTBeHHBIC I'mapoxkcumoueBrHa Buytps, 1/k, B/B, B [33-37]
CperCTBa, unu BEIOOD npermapara
OKa3bIBaroOIICe [{utapabun onpenensercs B[33-37]
[IUTOPEAYKTUBHOE unu YPOBHEM JIEHKOITUTOB
JeicTBIE MepkanTonypus (20-40mr/xr/cyT); C[33-37]
o OJIaCTHBIX KJIETOK;
Amnarpenun BO3pacTa B[33-37]
unu
bycynbdan C[33-37]
unu
Wutepdepon-anbha B[33-37]
JlexapcTBeHHBIC Pykconutunu6 [TepopanbHo: A [33-37]
CpEACTBa, unu Tabnerku 5 mr, 10 mr,
MIPUMEHSIEMbIEC s 15 mr, 20 Mr
TapreTHOU Tepanuu Jlenonunamu BHyTpb BBEIOOp 103BI B [33-37]
unu 10 TTOKa3aHUSIM
bycynbdan C [33-37]
JlekapcTBEHHBIC [enapun BHYTPUBEHHO C [33-37]
CPEICTBa, BIHSIIOIINE unu MIOJIKOXKHO
Ha CBCPTHIBAIOILYIO Haﬂponappn{
CUCTEMY KPOBH wiu
DHOKcanapuH

IIpy BO3HMKHOBEHHUM OCJIOKHEHUN JICUEHUE
KJIMHAYECKUM IIPOTOKOJIOM JAHHOTO OCJIOKHEHUS.

IpoOBOAHUTCA B COOTBCTCTBHU C

3.3 Xupypruveckoe BMelIaTeJIbCTBO HET.

3.4 JlanbHeiilnee BeJeHHe. COIJIACHO KIMHHUYSCKOrO ITPOTOKOJIA IO MEIHITUHCKOM

peaduIUTaIIUHN.



Benenue namuentoB ¢ XMII3 nogpasymeBaer 3a co0oil AMUTENbHBIA TUHAMUYECKHI
KOHTpOIb. [IpounakTuka TpoMGO30B M TPOMOOIMOOJIMIECKHX OCIOKHEHHMIT, Tak®kak
OCHOBHOM  INPHUYMHOM,  NPHUBOMAINEH K  HHBAIMAU3ALMM W CHIDKCHUIO
OPOAODKUTEIBHOCTH KU3HH, npu OT sABAsSETCS CKIOHHOCTH K TpoMOoO3aM U
TPOMOOIMOOITHUSM.

Crpatucdukamnus pucka y OonpHbix JT, kak u npu UII npennasHadyena st OIEHKU
BEPOSITHOCTH TPOMOOTHYECKHX OCJIO)KHEHUH, B OCHOBHOM  OOYCIIOBIMBAIOIINX
WHBAJIMAN3ALNIO U OTPAHUYUBAIOIIUX MTPOIOTIKUTEILHOCTD dKU3HU OOJIbHBIX.

N3-3a pucka cepieuHO-COCYIHUCTBHIX OCJIOKHEHUW, apUTMHU W KapAUOMHONATHH, BCE
MaIMEHTHI T0JKHBI MPOXOJAUTH aIBHOBOE 00CIEA0OBAHUE CEPICUHO-COCYIUCTON CUCTEMBI
(OKT, axokapauorpaduto).

3.5 UnpukaTopel 3ppeKTHBHOCTH JedeHust [22]:
KpuTepnu KJIMHHKOreMaTOJI0THYeCKOr0 oTBeTa npu Jedenun JT:

OtBer Kpurepumn orBera
[TonHbIit oTBET 1 TpomGouuTer <400 x 109 /n
(coxpanenue 2 Het cuMnTOMOB, ONTOCPETIOBAaHHBIX 3a00JICBAaHHEM
OTBCTa B TCUCHUC (MHKpPOCOCYAMCTBIEC HAPYIICHHUSI, 3y/l, TOJIOBHAs OOJIb)
12 Henenn)

3 Hopmansnbie pazmepsl cenezenku (Y3U/KT/MPT)
4 Jleikouutel <10 x 109 /n

KoncraTtanus noiHoi peMuccuy BO3MOKHA TOJBKO NMPHU HAJTUYUH BCeX 5 KpUTepHeB.

Yactuuneiidi otBeT | [laniMeHTHI, KTO HE COOTBETCTBYET KPUTEPHUSM TIOJTHOTO OTBETA
(coxpaHeHue 1 Tpom6ouutel <600 x 109 /1 unu canxenue 6onee 50% OT UCXOAHOTO
OTBETA B TCUCHHUE  [YPOBHSI.

12 Henenn)

Hert oTBeta | JIro60it OTBET, KOTOPBIN HE YIAOBIETBOPSAET KPUTEPUAM YACTUYHOTO

® HET JOCTOBEPHBIX PEKOMEHAAIMN MO KOHTPOJK MOJEKYJISIPHOTO OTBETa
(KayecTBEHHBIH, KOJIMYECTBEHHBIN MOJIEKYJISIpHBIN aHanu3 Ha JAK2V617F).

® JCCJENOBAHHE KOCTHOMO3IOBOI'O KPOBETBOPEHMS LIENECOO0pPa3HO MPOBOJIUTH
TOJIBKO TPH OIleHKE TpaHchopMaluu B MUEI0puopo3.

KpuTtepnu KJIMHUKO-TeMaT0JIOTHYecKOro oTBeTa npu jedenuu UII [22]:

OtBer Kpurtepun orBera npu UIT
ITonnblii OTBET 1 'emaTokput <45% 6€3 KpOBOIyCKaHUH
(otBeT B TeYeHNE | 2 TpomGouuTsl <400 x 109 /i
12 3 Jletikorutsl <10 x 109 /n
HEJIEh)

4 Hopmanshsie pazmepsl cenesenku (Y3U/KT/MPT)

5 Her cuMnToMOB, OmocpeioBaHHBIX 3a00JIeBaHUEM
(MUKpPOCOCYAMCTBIC HAPYIIICHHUSI, 3y/l, TOJIOBHAs OOJIb)




KoHcTaranusi noJiHo# peMHCcCHH BO3MOKHA TOJBKO MPU HAJTUYHMHU BCeX 5 KPUTEPHEB.
27

Yactuunsiit otBet | 1 'emaTokput <45% 6e3 KpoBOIyCKaHUMN
(orBet B Teuenne | MJIN
12 Henenn)

2 OTBeT 110 BCEM JPYIHM KPUTEPUSIM

Her oTBera JIro00ii OTBET, KOTOPBIN HE YIOBIETBOPSAET KPUTEPUAM YACTUUHOTO OTBETA

4. IOKA3AHUA JJIsd TOCIHUTAIM3AINUU C YKA3ZAHUEM THIIA
T'OCIHIUTAJIU3ALIANA:

4.1 Iloxka3aHud A IJIAHOBOH rOCIUTAIN3AINH:

® TIPOBEICHHUE KypPCOB XMMHOTEPAITUH;

® IIPOBCJICHHE TPEHAHOOHOIICMU TPEOHS ITOJB3JOITHOW KOCTH B CIy4dae OTCYTCTBUS
BO3MOKHOCTH TIPOBEJICHUS B aMOYJIATOPHBIX YCIOBHUSX;

® CIUIEHOKTOMMSI,

® QUTOTCHHAS TPAHCIUIAHTAIUS TEMOIIOATHIECKUX CTBOJIOBBIX KJIETOK

4.2 Tloxka3aHusi 1JI5 IKCTPEHHOI roCUTATU3ANNH:

e coMmarnuecku Tsokenbld manueHt (ECOG>3). Tocnuranusamus B OTIEICHUC
MaJJIMAaTUBHOM ITOMOIIHY MMAallMEHTAM C MACCUBHOI CHUMIITOMAaTHYECKOH CILJIEHOMETAJINEH,
¢ ypoBHeM TpombouutoB >50 x 109/1.

5. TAKTHUKA JIEYEHUS HA CTAIIUOHAPHOM YPOBHE [26]: cTranmonapHoe
JieYeHHWE TIOKAa3aHO TMAaIMEHTaM C PAa3BUTHEM >KHU3HEYTPOKAIOIIUX TPOMOOTHYECKUX
COCTOSIHHM, KOTOpOE€ MPOBOAMTCA B COOTBETCTBHHM C KIMHUYECKUMHU MPOTOKOJIAMHU:
«BeHo3Hble TpoMOO3bl M TpoMOOQIeOUTHI, NOCTTPOMOO(DICONTUUECKUN CUHAPOMY,
«TpoMOOAIMOOIMUECKHE OCIIOXKHEHUSI B akyiiepctBey», «TpoMO0osMOoiMs JeroyHon
apTepun», « MO0 U TPOMOO3 a0PTHI U APTEPHIN».

5.1 HemeaukaMeHTO3HOE JieYeHHe€:
e PexuM: 00111€0XpaHUTETBHBIH.
e Jlmera: oOrmas.

5.2 MeaukaMeHTO3HOe JieueHHe: CM. TIOJIMTYHKT 3.2

5.3 Xupypruveckoe BMelIaTeJIbCTBO:

e CIUJICHAKTOMHMS — MPOBOJUTCS CTPOTO MO MOKA3aHUSIM:

IHoxka3anus:

® [IporpeccHupyromas CILJIEHOMET aJIusl c KOMIPECCUOHHBIM CUHJPOMOM
(abmoMHHANBHBIN  TUCKOMGOPT, TOCTOSIHHOE YYBCTBO TSKECTH, OOJb, MNPHU3HAKU
KHUIIICYHOU HEMPOXOIUMOCTH);

® HHTOKCHUKAIMs, 00yCIOBJICHHAsI OTPOMHOM OIyX0JICBOW MacCo;

®  TSOKENbIE THIMEePKaTab0IMYeCKUE CUMIITOMBI, BKIIFOUAsi KAXEKCHIO;


https://diseases.medelement.com/disease/%D0%B2%D0%B5%D0%BD%D0%BE%D0%B7%D0%BD%D1%8B%D0%B5-%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D0%B7%D1%8B-%D0%B8-%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%84%D0%BB%D0%B5%D0%B1%D0%B8%D1%82%D1%8B-%D0%BF%D0%BE%D1%81%D1%82%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%84%D0%BB%D0%B5%D0%B1%D0%B8%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B9-%D1%81%D0%B8%D0%BD%D0%B4%D1%80%D0%BE%D0%BC/14288
https://diseases.medelement.com/disease/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%8D%D0%BC%D0%B1%D0%BE%D0%BB%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B5-%D0%BE%D1%81%D0%BB%D0%BE%D0%B6%D0%BD%D0%B5%D0%BD%D0%B8%D1%8F-%D0%B2-%D0%B0%D0%BA%D1%83%D1%88%D0%B5%D1%80%D1%81%D1%82%D0%B2%D0%B5/14307
https://diseases.medelement.com/disease/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%8D%D0%BC%D0%B1%D0%BE%D0%BB%D0%B8%D1%8F-%D0%BB%D0%B5%D0%B3%D0%BE%D1%87%D0%BD%D0%BE%D0%B9-%D0%B0%D1%80%D1%82%D0%B5%D1%80%D0%B8%D0%B8/14743
https://diseases.medelement.com/disease/%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D1%8D%D0%BC%D0%B1%D0%BE%D0%BB%D0%B8%D1%8F-%D0%BB%D0%B5%D0%B3%D0%BE%D1%87%D0%BD%D0%BE%D0%B9-%D0%B0%D1%80%D1%82%D0%B5%D1%80%D0%B8%D0%B8/14743
https://diseases.medelement.com/disease/%D1%8D%D0%BC%D0%B1%D0%BE%D0%BB%D0%B8%D1%8F-%D0%B8-%D1%82%D1%80%D0%BE%D0%BC%D0%B1%D0%BE%D0%B7-%D0%B0%D0%BE%D1%80%D1%82%D1%8B-%D0%B8-%D0%B0%D1%80%D1%82%D0%B5%D1%80%D0%B8%D0%B9/14298

e riyOokas aHemwusi, pedpaKTepHBIM TeMOJU3, TPOMOOIMTOINEHHUS, PE3UCTEHTHAs K
TPaAULIUOHHBIM METOJIaM TEPAIHH; 28

e 0oOwmuMpHBIC HHPAPKTHI CEIE3EHKH C YIPO30H pa3phiBa;

® BHENEYEHOYHAsl MOpTajbHAas TUIIEPTEH3HsI C YIpO30M pa3BUTUS KPOBOTECUEHUS W3
KEITyJKa U MUIIEBOAA.

IIporuBonmoka3zanus:

® TSDKENbIE CEP/IEYHO-COCYAUCThIC 3a00JICBaHUS;

® HEKOHTPOJIMpyeMas KoaryJjaomnaTus;

® OTCYTCTBHE corjacus O0JIBHOTO.

5.4 lanbHeiilee BeieHne: CM.MyHKT 3.4

6. HUnaukatopsbl 3¢¢eKTUBHOCTH JeYeHHsI: CM. ITYHKT 3.5

7. OPTAHU3ALUOHHBLIE ACIHEKTBI TIPOTOKOJIA:

7.1 Cnucok pa3padoTUYMKOB NPOTOK0JIA ¢ YKa3aHNe KBAJIN(PUKAIUOHHBIX JAHHBIX:
1) Kemaiikun Baaum MarBeeBuY — KaHAMIAT MEAWIMHCKUX HayK, PykoBoaHTEIH
nenaprameHTa oHkojornn Pummanma KO «UMC» HannoHanbHBIM Hay4YHBIM LIEHTP
OHKOJIOTHH U TPAHCIUIAHTOJIOTUH.

2) BuibaanoBa Pyzane @ayatoBHa — remarosnor ®unmnana KO «UMCy» HanmoHanbHbIH
HayYHBbII [IEHTP OHKOJIOTUU U TPAHCIUIAHTOJIOTHH.

3) TycunoBa Anus AitkanueBHa — remarosior ®umnana KO «UMCy» HarmoHnansHbIi
HayYHBbII [IEHTP OHKOJIOTUU U TPAHCIUIAHTOJIOTHH.

4) CwmarynoBa ['azm3a AjkmarMeBHa — KaHIWAAT MEIUIMHCKHX HAyK, 3aBEAyHOIIas
Kadeapoi mporeeBTUKN BHYTPEHHUX 0oJie3Hel u kiinHu4eckoi ¢papmakonoruu PI'TI na
I[IXB «3anagHo-Ka3axcTaHCKUil TOCYJapCTBEHHBI MEIUIMHCKUNA YHUBEPCUTET UMEHHU
M.OcnanoBa».

KouncyabranT: PanunbOexoBa ['yneMupa KypOaHoBHa — JOKTOp MEIMLMHCKUX HayK,
npodeccop, akymep-ruHekosor akymepckoro otaeneHus Nel @ummana KO «UMCy»
HanunonanbHblll HAyYHBIA IEHTP MATEPUHCTBA U JIETCTBAY.

7.2YKka3aHue Ha OTCYTCTBHE KOH(JIMKTA HHTEPECOB: HET.

7.3 Penensentnl: PamazanoBa Palirynme MyxamOeToBHa —IOKTOp MEAUIIMHCKUX HayK,
3aBenywnas kypcom rematoiorun AO «Kazaxckuil MEIUUIMHCKUN YHUBEPCUTET
HEMPEPHIBHOT'O 00Pa30BaAHUS.

7.4 Yka3zaHue ycJOBHMi MepecMOTPa MPOTOKOJA: MEPECMOTP MPOTOKOJIA depe3 S5 JieT
MOCJIE €0 OIyOJIMKOBAHUS U C JIaThl €r0 BCTYIUICHUS B JIEWCTBHE WA MPU HAJTUIUH
HOBBIX METOJIOB C YPOBHEM JI0Ka3aTEJIbHOCTH.



7.5 CriMcoK HCMOJIb30BAHHOM JIMTEPATYPHI:

1) Scottish Intercollegiate Guidelines Network (SIGN). SIGN 50: a guideline 29
developer’s handbook. Edinburgh: SIGN; 2014. (SIGN publication no. 50). [October
2014]. Available from URL.: http://www.sign.ac.uk

2) Williams Hematology, Kaushansky K., Lichtman M., Beutler E. et al., eds. 8th ed.
McGraw-Hill Professional, USA; 2010.

3) James C., Ugo V., Le Couedic J. P. et al. A unique clonal JAK2 mutation leading to
constitutive signaling causes polycythemia vera. Nature 2005; 434: 1144—1148. Baxter
E. J., Scott L. M., Campbell P. J. et al. Acquired mutation of the tyrosine kinase JAK2 in
human myeloproliferative disorders. Lancet 2005; 365: 1054—1061. Kralovics R.,
Passamonti F., Buser A. S. et al. A gain-of-function mutation of JAK2 in
myeloproliferative disorders. N. Engl. J. Med. 2005; 352 (17): 1779—1790.

4) AOmynKaapIpoB, K.M. Knnangeckags  remMarTosiorus : CIIPABOYHHUK. /
K.M.A6xaynkaasipos. - CII6: ITutep ITpunt, 2006. — 843c.

5) AoaynkaneipoB K.M. Kputepun IMarHOCTHKH M COBPEMEHHBIC METOJBI JICUCHUS
nepBuyHoro muenoduoposa /K.M.Aoaynkansipos, B.A.lllyraes, N.C.MapTbiakeBuy //
Bectauk ['emaTonorum.- 2013.- T.9.- Ne3. C.44-78

6) Finazzi G, Barbui T. Evidence and expertise in the management of polycythemia vera
and essential thrombocythemia. Leukemia 2008;22:1494-1502.

7) Barbui T, Finazzi G, Carobbio A, et al. Development and validation of an
International Prognostic Score of thrombosis in World Health Organization-essential
thrombocythemia (IPSET-thrombosis). Blood 2012;120:5128- 5133; quiz 5252.

8) Tefferi A. et.al. Polycythemia vera and essential thrombocythemia: 2012 update on
diagnosis, risk stratification, and management.// American Journal of Hematology. 2012
(87). 285-293.

9) Tefferi A, Thiele J, Orazi A, et al. Proposals and rationale for revision of the World
Health Organization diagnostic criteria for polycythemia vera, essential
thrombocythemia, and primary myelofibrosis: Recommendations from an ad hoc
international expert panel. Blood 2007;110:1092-1097.

10) Thiele J, Kvasnicka HM, Vardiman JW, et al. Bone marrow fibrosis and diagnosis of
essential thrombocythemia. J Clin Oncol 2009;27:€220-221; author reply e222-223.

11) Schmitt-Graeff AH, Teo SS, Olschewski M, et al. JAK2V617F mutation status
identifies subtypes of refractory anemia with ringed sideroblasts associated with marked
thrombocytosis. Haematologica 2008;93:34-40.

12) Kvasnicka HM, Thiele J. Prodromal myeloproliferative neoplasms: The 2008 WHO
classification. Am J Hematol 2010;85:62—69.

Vainchenker W, Kralovics R. Genetic basis and molecular pathophysiology of classical
myeloproliferative neoplasms. Blood. 2017;129(6):667-679. [PubMed]

13) Barbui T.et al. Philadelphia-Negative Classical Myeloproliferative Neoplasms:
Critical Concepts and Management Recommendations From European LeukemiaNet.
JCO, 2011. 29(6): p. 761-770.



http://www.sign.ac.uk/
https://www.ncbi.nlm.nih.gov/pubmed/28028029

14) Verstovsek S. et al. Long-Term Efficacy and Safety Results From a Phase Il Study of
Ruxolitinib in Patients with Polycythemia Vera. ASH Annual Meeting Abstracts, 2012.
120(21): p. 804

15) Alvarez-Larran A, Cervantes F, Pereira A, et al. Observation versus antiplatelet

therapy as primary prophylaxis for thrombosis in low-risk essential thrombocythemia.

Blood 2010;116:1205-1210; quiz 1387.

16) Michiels JJ, Berneman Z, Schroyens W, et al. Platelet-mediated erythromelalgic,

cerebral, ocular and coronary microvascular ischemic and thrombotic manifestations in

patients with essential thrombocythemia and polycythemia vera: A distinct aspirin-
responsive and coumadin-resistant arterial thrombophilia. Platelets 2006;17:528-544.

17) Michiels JJ, Abels J, Steketee J, van Vliet HH, Vuzevski VD. Erythromelalgia

caused by platelet-mediated arteriolar inflammation and thrombosis in

thrombocythemia. Ann Int Med 1985;102:466-471.

18) Tefferi A, Mesa RA, Nagorney DM, Schroeder G, Silverstein MN Splenectomy in

myelofibrosis with myeloid metaplasia: a single-institution experience with 223 patients.

Blood. 2000 Apr 1;95(7):2226-33.

19) A6nynkaneipoB, K.M. XpoHudeckuil JEHKO3-PETUKYJIO3 (HEKOTOPBIC BOMPOCHI

naTorenesa, KJIMHUKA U JieueHus). ABtoped.aucc.njok.Mmea.Hayk. / K.M.A6aynkaasipos.

—JI., 1973. - 73c.

20) Bopo6neB, A.M. PykoBonctBo 1o rematosioruu / A.M.BopoOseB. - M.: Heronuamen,

2003. - C.9-15.

21) Kayacioglu I, Gunay R, Saskin H, et al. The role of clopidogrel and acetylsalicylic
acid in the prevention of early- phase graft occlusion due to reactive thrombocytosis
after coronary artery bypass operation. Heart Surg Forum 2008;11:E152-E157.

22) Barosi G, Mesa R, Finazzi G, et al. Revised response criteria for polycythemia vera
and essential thrombocythemia: an ELN and IWG-MRT consensus project. Blood.
2013 Jun 6;121(23):4778-81. doi: 10.1182/blood-2013-01-478891. Epub 2013 Apr
16.

23) Solberg Jr L.A., A. Tefferi, K.J. Oles, J.S. Tarach, R.M. Petitt, L.A. Forstrom, and
M.N. Silverstein, The effects of anagrelide on human megakaryocytopoiesis. British
Journal of Haematology, 1997. 99(1): p. 174-180.

24) Harrison C.N., P.J. Campbell, G. Buck, K. Wheatley, C.L. East, D. Bareford, B.S.
Wilkins, J.D. van der Walt, J.T. Reilly, A.P. Grigg, P. Revell, B.E. Woodcock, and
A.R. Green, Hydroxyurea Compared with Anagrelide in High- Risk Essential
Thrombocythemia. New England Journal of Medicine, 2005. 353(1): p. 33-45.

25) Storen E.C. and A. Tefferi, Long-term use of anagrelide in young patients with
essential thrombocythemia. Blood, 2001. 97(4): p. 863-866.

26) Nangalia J, Massie CE, Baxter EJ etal. Somatic CALR Mutations in
Myeloproliferative Neoplasms with Nonmutated JAK2.// N Engl J Med. 2013 Dec
10. [Epub ahead of print].

27) Diehn F, Tefferi A. Pruritus in polycythaemia vera: Prevalence, laboratory
correlates and management. Br J Haematol 2001;115:619-621.



28) Finazzi G, Barbui T. Evidence and expertise in the management of polycythemia
vera and essential thrombocythemia. Leukemia 2008;22:1494-1502. 31
29) Barbui T, Finazzi G, Carobbio A, et al. Development and validation of an
International Prognostic Score of thrombosis in World Health Organization-essential

thrombocythemia (IPSET-thrombosis). Blood 2012;120:5128— 5133; quiz 5252.

30) Tefferi A. et.al. Polycythemia vera and essential thrombocythemia: 2012 update on
diagnosis, risk stratification, and management.// American Journal of Hematology.
2012 (87). 285-293.

31) Kiladjian JJ, Chomienne C, Fenaux P. Interferon-alpha therapy in bcr-abl-negative
myeloproliferative  neoplasms. Leukemia. 2008 Nov;22(11):1990-8. doi:
10.1038/leu.2008.280. Epub 2008 Oct 9

32) Harrison C. Pregnancy and its management in the Philadelphia negative

myeloproliferative diseases. // British Journal of Haematology. - 2005 - vol. 129(3) -

p.293-306.

*YpOBEHb CIELUANNCTAa ¢ YKa3aHUEM 3Tara OKa3aHWs MEAMLIMHCKOW MOMOILM (HAIp.: Bpay-THHEKOJIOT
CTallMOHAapa WM Bpad 00Iel IPAKTUKY HOJUKIMHUKHA U T.1.)

**cTpyKTypa U Hymepauus 4yactu Il mpoTokosia MOKET MEHATHCS B 3aBUCUMOCTH OT HO30JIOTMYECKOM
kinaccuukanuy  3a00eBaHUS W THNA TPOTOKOJAa (SKCTPEHHBIA  CiIydail, XHPYpPrudeckoe
BMEIIIATENIbCTBO, BHYTPEHHUE OOJIE3HU U T.1.). DTY IJ1aBY PEKOMEHYETCs MPEJCTaBIATh B BUJIE CXEM,
TabIuIl, TPAUKOB U AITOPUTMOB.

*¥%*B  naHHBIX pa3fenax HEeoOXOJUMO NPUBEACHUE CChUIKM Ha HCTOYHHMK, HMEIOMIMNA XOpOIIYIO
Jl0Ka3aTelbHY0 0a3y, ¢ yKa3aHUEeM YPOBHS J0CTOBEpHOCTH. CChUIKM yKa3blBaTb B BHUJE KBaJpPaTHBIX
CKOOOK ¢ HyMepalueil 1mo Mepe BCTpedaeMocTH. [laHHbBIM MCTOYHMK JOJKEH OBITh yKa3aH B CIIMCKE
JIUTEPATYypPHI 1101 COOTBETCTBYIOIIMM HOMEPOM.

[Tpunoxenue 1

K TUIIOBOU CTPYKTYpPE
Knuanueckoro mporokosna
JMArHOCTUKH U JICUCHUS

AJITOPUTM  JTAATHOCTUKU M JIEYEHUE HA 3JTAIIE CKOPOH
HEOTJIOXKHOMU ITIOMOIIMU (cxemor)

1) /lnarnocTruyeckue MeponpusTUsi: cCOOp KaJl00 U aHaMHE3a.
2) MeaukaMeHTO3HOE JIeYeHHe: CUMIITOMATAYECKAs TEpAIIUsl.

[Tpunoxenue 2.

IIporpamma nevyennss XMII3 Bo Bpemsi OepeMeHHOCTH:

B cBsasu ¢ tem, uro Bce Ph-meratuBnbie XxMII3 nMer0oT MHOro OOLIMX KIMHHKO-
MOP(OJOTUUECKUX XaPAKTEPUCTHK, MPUHIIUIBI BEACHUS OCPEMEHHOCTH U JiedeOHas
TaKTUKa Yy JaHHOW TPyNIbl MAllMEHTOK BO MHOTOM CXOAHBI. Ha ocHOBaHuM aHanm3a



JAHHBIX pa3paboTaH anropuT™M oOciemoBanmst keHIH ¢ XMII3 Bo Bpems
O0epeMEHHOCTH, BKITFOUAOIIIHIA: 32

- HUCCleIoBaHUE ToKazarened nepudepuueckod KpoBU M TeMOCTa3a, BKIHOYAIOIIEe
KOJMYECTBO TPOMOOILIMTOB, HX (PYHKIMOHAIbHYIO AaKTUBHOCTb, COCTOSTHUE
IJIa3MEHHOTO 3BEHa IeMOCTa3a, a TaKKe HCCIEOBaHUE COJEp>KaHUS MapKepoOB
BHYTPHUCOCYAMCTOTO CBEPThIBAHUS KaXK]IbIE 2 HE/L.;

- auarHoctuky A®C (BOJYAHOUHBIM AHTUKOATYJSIHT, AHTUKApIUOJUIIMHOBHIC
aHTUTENa), a TakKKe MCCICAOBAaHNE MYTAllMii TEHOB, COMNPSIKEHHBIX C
HACJICACTBEHHOW TpomOoduiIvel, ypoBHSI TOMOIIMCTEHHA, B CIlydae €CId OTH
WCCJIEIOBaHMs HE ObUTH MTPOBEACHBI 10 OEPEMEHHOCTH;

- Y3U nnoaa aBaxabl B KaXJ0M TPUMECTPE;

- JIONMIUIEPOMETPUI0O C  HCCICIOBaHWEM  (PETOIUIAIIEHTAPHOTO W MAaTOYHO-
IJIAIICHTAPHOTO KPOBOTOKAa W KPOBOTOKA B CPEIHEW MO3TOBOM apTepuu IUIoa
(Hanbonee MHGOPMATUBHOTO TMOKa3aTesl I ONpPENeNIeHUs TUIIOKCUU ILJ10/1a)
HauMHasi ¢ 22 Hel. Kaxasle 4 He.;

- kapauotokorpaduro mioaa ¢ 33 Hen. 6epemennoctu (Ha 33, 36 u 38-it Hexensx).

1)  BceM OepeMEHHBIM C TPOMOOIIMTO30M Ha3HAYAIOT AllETUIICATHIIMIOBYIO KUCIIOTY B
J103€ 75 - 100mr;
2) ipu ypoBHe TpomboruToB 6osiee 600x109/n - pekomOunanTHbIN uHTEphepon-o (MD-
o) BBOAAT B 103¢ 3 MuiH ME B JieHb (MU 4depe3 JIeHb), MO3BOJIIONIEH MOIePKUBAThH
9HCII0 TPOMOOITUTOB Ha YpOBHE 200 - 300x109 m;
3) npu Tpombonuroze Oosee 400x109 i, BBemenue MWdD-o mpomomxarT, €CiIM 3TO
JEYCHUE TPOBOIWIOCH €Ie 0 OCpeMEHHOCTH W/WIM CYIIECTBYET BBICOKHU
TPOMOOT€HHBIN PHCK.
4) aHTUKOATYJISTHTHI TIPSIMOTO JEHCTBUS (HH3KOMOJICKYJIIPHBIN TeNapyH) 0 TOKa3aHUSIM
IpY OTKJIOHEHUSX B IUIA3MEHHOM 3BEeHE reMocTasa. [32]

st PO UITaKTUKA TPOMOOIMOOTUIECKUX OCJIOKHEHHI PEKOMEH0BAHO
MCIIOJIb30BAaHUE MEIUIIMHCKUX KOMIPECCUOHHBIX UyJIOK. UTOOBI CHU3UTh PUCK PA3BUTHS
KPOBOTEUYEHHSI HEOOXOIMMO OTMEHHUTDH MPUEM alleTHIICATUIIMIOBON KUCIIOTHI 32 2 HEJIeT!
10 poaopazpeuieHus. PernoHanbHasi aHeCTe3Usl HE JOJKHA MCIOIb30BaThCs paHee 12
4acoB OT Mocieanen npodunakruueckor n1o3si HMI', B cimydae npumeHeHus jgedeOHOM
no3bl HMI' - He panee, uem yepe3 24 yaca. Haunnate npuem HMI™ moxHO crycts 4 yaca
IOCJIE yAAIEHUs dNUAYPaJIbHOro Karerepa. [Ipu mimaHoBOM kecapeBOM CEYEHHM ITPUEM
npodunaktTuyeckod 10361 HMIT HeoOXoguMo mpekpatuTh 3a OAWH JEHb 10
pozopa3penieHust 1 BO30OHOBUTH yepe3 3 yaca Mocjie OKOHYaHus onepanuu (uiam yepes 4
gaca 1ocJjie yJajJeHusl SMUaypaIbHOro KaTerepa). (6)

B nocneponoBoM nepuoie, omacHOM MO Pa3BUTHIO TPOMOOIMOOINYECKUX OCIOKHEHUH,
HEOOXOAMMO TPOJIOJDKCHHE JICYCHHS B TedueHwe 6 Hexenb. B cBs3um ¢ TeM, 4YTO
pekoMOuHaHTHBIN W ®D-0. SKCKpEeTHpyeTCs C MOJOKOM, TPYIHOE BCKapMIIMBAaHUE BO
BpeMsI JICUCHHS MPOTUBOIOKa3aHo. [33]



Pe3romMupyst mpuBeAeHHbBIE TaHHBIE, CIEAYET MOAYEPKHYTH B MEPBYIO OYEPE.lb,
yTo y KeHIMH ¢ XMII3 BO3MOKHBI HOpMalbHBIE OepeMeHHOCTh M poxbl. Opfaxo
TEUCHHUE
OCpEeMEHHOCTH M POJIOPA3PEIICHUE y OSTUX MAalMEHTOK XapaKTEPU3YHOTCS BBICOKOU
4acTOTOM OCJIO)KHEHUU CO CTOpPOHBI Kak IIojna, Tak W Marepu. HeoOxomum Taxxke
KOHTPOJb OOJe3HH Marepu. B CBSI3M € 3THUM MOKa3aHO TIIATEILHOE COBMECTHOE
HaOoieHre OepeMEHHOM akyIiepoM U rematojioroM. Popopaspenienne OepeMeHHbIX ¢
XMII3  gomxHBI ~ TPOBOJWUTH  BBICOKOKBAIM(DHIIMPOBAHHBIE  CHCIUAIUCTHI B
CICHUAIU3UPOBAHHBIX YUPEKJCHUSIX. JleueHne remMaToIorM4ecKoro 3a0oJieBaHUsl U
TOCTIKCHUE YCTOWYUBON PEMHUCCHH 70 OEPEMEHHOCTH CIIOCOOCTBYIOT OJIarOMPHUSITHOMY
Hcxory OEpeMEHHOCTH M POJOB JIJIsi MaTepu U pedeHka. B cBs3m ¢ TeM, 4TO coueTaHue
XMII3 ¢ GepeMeHHOCTBIO HAOIIOJAETCS PEAKO, HEOOXOIUMO TECHOE COTPYIHHYECTBO
uccienoBaresed B 3TOM  oOnmacT I8 OPOBEAEHHUS  KOOINEPUPOBAHHBIX
PaHIOMU3UPOBAHHBIX KIIMHUYECKUX HCcieqoBaHuid. Ha maHHOM 3Tame ocraercss MHOTO
HEPEIICHHBIX BOIPOCOB, KACAIONIMXCS TAKTHKU BEIACHUS OEPEMEHHOCTH Y >KEHILIUH C
XMII3. OTcyTCTBYIOT JIaHHBIE 00 MCCIIEIOBAHUSX CUCTEMbI T€MOCTa3a U €€ U3MEHEHUSX
npu XMII3 Bo Bpemsi 6epeMeHHOCTH. BcnencTBue 3TOro HET YETKHX IMOKa3aHUM K
AHTUKOATYJISIHTHOW W AaHTHArperaHTHol Tepanuu. He mpocnexeHbl pa3BUTHE JETEH,
pOXIeHHBIX keHIMHaMu XMII3, a Takxke OTHaleHHbIE PE3YyIbTAThl UX TEUEHUS IOCIIE
pPOMOB.
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