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MOJALMTEMHAS, SCCEHIHAAJIBLHAS TPOMBOLUTEMUS, TEPBUYHBIN
MHUEJO®UEPO3) (PEIAKIINASA 2018r)

Pabouag rpymna:

Menuxsan Anaum Jlesonosna (Melikyan A. L.),
J.M.H., 3aBEAymollas OTAEICHUEM CcTaHjaapTu3auuu metonoB jedeHus, PI'BY «HaumonanbHbii
MEIULMHCKUI MCCIIEI0BATENbCKUM LIEHTp remaTtojorun» Munsapasa Poccun, anoblood@mail.ru;

Kospueuna Anna Muxaiinosna (Kovrigina A.M.),

n.0.H., mpodeccop kadeapbl mnartojornueckor anaromun HIIK OdMBA PDd A.M.Kospuruna,
3aBENyIOIIAs OTIAeleHHeM mnartosiornyecko aHatomuun @PI'BY  «HaunoHabHBIT MEIUIIMHCKUI
UCCIIEIOBATEIbCKHUI IeHTp remaroorun» Munsapasa Poccun, kovrigina.alla@gmail.com;

OKCIEPTHI:

Typkuna Anna Ipueopwvesna (Turkina A. G.),

I.M.H., mpodeccop, 3aBeayromas HAYYHO — KOHCYJIBTATHBHBIM OTICICHHEM XHMHOTEpAIUU
mMuenonpoirdeparuBHbIX 3a0oneBannii ®I'BY «HanuoHanbHBIH MEIUIMHCKHNA WCCIIETIOBATEIHCKHN
LCHTP remMarosiorun» Munsapasa Poccuu, turkianna@yandex.ru;

Cybopyesa HUpuna Huxonaesna (Subortseva I.N.),

K.M.H., CTapIIM{d HAy4HbIA COTPYIHUK OTHEJIECHHUS CTaHIapTu3auuu MeronoB jedeHus OI'BY
«HanvoHanmpHBIA MEIUUMHCKUI MCCIIEIOBAaTEIbCKUIM LIEHTp remarosiornn» MunzapaBa Poccun,
soubortseva@yandex.ru;

Cyoapuxoe Anopeii bopucosuu (Sudarikov A. B.),
n.0.H.,, mpodeccop, PYKOBOAUTENb JabopaTopuu  MOJEKyIsipHOoM  remarosnoruu  OI'BY
«HauuoHaNBHBIN MEIUUMHCKUM HMCCIEN0BAaTENbCKUM LEHTP Tremaronorun» MuH3sapasa Poccun,

dusha@blood.ru;

Coxonosa Manana Anexcanoposna (Sokolova M.A.),

K.M.H., CTapLIM{i HAy4YHbId COTPYIHMK HAy4YHO — KJIMHUYECKOIO OTHEICHUS XUMHOTEpanuu
reMaToIoruueckux 3a0ojieBaHUi co cTranuoHapoM jaHeBHOro mnpeObiBanus PI'BY «HanmonanbHbIM
MEUIIMHCKUI UCCIIeJ0BaTeIbCKHI IIEHTP reMaroiorum» Munsapasa Poccun, S_manana@mail.ru;

3apuyxuii Anopeti FOpwvesuu (Zaritskey A. U.),
I.M.H., mpodeccop, qupextop PI'BY «HarmonanbHbI MEIUIIMHCKAN HCCIICIOBATEIHCKAM IIEHTP WM.
B.A. AnmazoBa» Munszapasa Poccun, zaritskey@gmail.com;

Jlomaua Envza I'arnakmuonosna (Lomaia E. G.),
K.M.H, Beayluil HaydHblii coTpyaHUK PI'BY «HanuoHaIbHBI MEAUIMHCKAN HMCCIEI0BATENbCKUI
neHtp uMm. B.A. AnmazoBa» Mun3zapasa Poccun, lomelza@gmail.com;

1llysaes Bacunuiit Anamonvesuy (Shuvaev V. A.),


mailto:anoblood@mail.ru
mailto:turkianna@yandex.ru
mailto:soubortseva@yandex.ru
mailto:lomelza@gmail.com

2

K.M.H., CT.Hay4Hbslii coTpyaHuk «®PI'BY Poccuilckuili Hay4yHO-UCCIENOBATEIbCKAN HHCTUTYT
rematojoruu u Tpancdysunomoru PMBA Poccuny, shuvaev77@mail.ru;

I'puyaes Cepeeti Bacunvesuy (Gritsaev S. V.),

J.M.H. TJIaBHBI HAy4yHBIM COTPYAHMK OTJEJIEHHUS XHUMUOTEpAlUU TIe€MOOJACTO30B, JENpeccui
KpPOBETBOPEHUsSI W  TpaHCIUIaHTauuu  KoctHoro  Mosra  «®DI'BY  Poccuiickuii  Hay4dHO-
UCCIIEIOBATENIbCKUIT HMHCTUTYT remaroisorud u  Tpancoysuonorun DPMBA  Poccun», Caskr-
[etepOypr, gritsaevsv@mail.ru;

Mapmuinkesuy Hpuna Cmenanosna (Martynkevich 1. S.),
n.0.H., pykoBoauTenb Jaboparopum MoleKyisipHoil reHetnkn @OI'BY  «Poccwmiickuii HaydHO-
HCCIENOBATEIbCKUH  MHCTHTYT  reMarosiorud  u  Tpanchysuonorun  DOMBA  Poccuny,

mis2907 @mail.ru;

Aghanacves bopuc Braoumuposuy (Afanasyev B. V.),

I.M.H., Tipodeccop, 3aBeAyrouuil kadeapoil reMaTonoruu, TpaHchy3uoJorud U TPAHCIUIAHTOJIOTUN
¢dakynpTeTa TMOCIETUIUIOMHOTO 00pa3oBaHus, AUpeKTop HaydHo-MccienoBaTeabCcKOro WHCTUTYTA
JETCKOM OHKOJIOTHH, TeMaToJIOTMH U TpaHcmuiantonorun uMm. P.M. T'opGaueBoii, [lepBoro Cankr-
[TerepOypreckoro rocyaapcrBeHHoro yuusepcurera um.akaa.M.I1.ITasnosa, Munsapasa Poccun, bmt-
director@spmu.rssi.ru;

Mopososa Enena Braoucaiasosena (Morozova E. V.),
JOIEHT Kadeapsl T'eMaTOJIOTHH, TPaHCPY3HOJOrHMH W TpaHciuiantojorud Ilepsoro CaHKT-
[TeTepOyprckoro rocyrapcTBeHHoro yausepeurera um.akau. M.I1.ITasnosa, dr_morozova@mail.ru;

Baiikoe Baoum Banenmunosuu (Baykov V. V.),

I.M.H., Tpodeccop, 3aBeayrommuii maboparopueit maromopdonoruu HUM nerckoit oHkomoruu,
reMaTojoruu M TpaHcmiaHtonorun um. P.M. TopbaueBoit ®I'BOY BO Canxkr-IlerepOyprekuit
rOCyJapCTBEHHBIM MeAUUMHCKUM yHuBepcurer uM. akaxa. H.II. IlaBnoBa MunsgpaBa Poccuwm,
baikov02@mail.ru;

Tonenxos Anamonuit Konemanmunosuu (Golenkov A. K.),

1. M. H., podeccop, 3acily’KeHHbIN Bpad Poccru, pykoBOAUTENb KIMHUKH KIMHUYECKON reMaToJ0Tuu
u ummyHorepanuu I'BY3 MO MockoBckuii 001acTHONW Hay4yHO-UCCIEA0BATENbCKUN KIMHUYECKUN
uHctutyT uM. H.®. Biagumupckoro, moniki@monikiweb.ru;

Hsanosa Barenmuna Jleonuoosna (lvanova V. L.),

3aBelylollas TOPOJACKMM TremarosiornyeckuM IneHTtpoMm npu ['bY3 ropoma Mocksbel ['oponckas
knuHudeckass OonpHuIa uM. C.II. borkmna JlemapramenTta 3apaBooxpaHeHHs ropojga MOCKBBI,
Mocksa, gemcentr-botkina@yandex.ru;

Kannanos Kamunw /Janusinosuy (Kaplanov K. D.),
K.M.H., 3aBenytonuii otaenenuemM xumuorepanuu ['bY3 Bonrorpaackuii o01acTHON KIMHHYECKHUI

OHKOJIOrH4eckuii aucrancep, kamilos@mail.ru;

Iocnenosa Tamwvsana Hsanosna (Pospelova T. 1.),


mailto:shuvaev77@mail.ru
mailto:gritsaevsv@mail.ru
mailto:bmt-director@spmu.rssi.ru
mailto:bmt-director@spmu.rssi.ru

3

J.M.H., Ipodeccop, 3aBeayromnas kadeapoil Tepamnuu, reMaToJorui U TpaHC(Py3HOIOTun (aKyabTeTa
MOBBINICHUST  KBanudukanuu W nepenoArotoBku Bpadeit @DI'BOY BO  Hoocubupckuit
roCyIapCTBEHHBIN MEIMIIMHCKUN YHUBepcUuTeT Mun3apasa Poccuu, postatgem@mail.ru;

Azceesa Tamwvsina Aseycmosna (Ageeva T. A.),
I.M.H., mnpodeccop kadenpelr maronormyeckord anaromuun DPI'BOY  BO  HoBocubupckuii
roCyIapCTBEHHbBIN MEAMIIMHCKUI YHIUBepcUTeT MuH3paBa Poccun, ageta@mail.ru;

Lllamoxun FOpuii Bacunvesuu (Shatokhin U. V.),

I.M.H., podeccop, 3aBeayromuii kadgeapoit rematonoruu U Tpancdysuonoruud OIIK u IIIC ®I'BOY
BO "PocToBCkMii TOCynapCTBEHHBIH MeAUMIMHCKUI yHuBepcuteTr" MunsnpaBa Poccuu, shatokhin-
yv@yandex.ru;



4
Pesome. [lo wmuummatuBe Poccuiickoro HammoHampHOTO reMaToNIOrHYecKoro oOIIecTBa
(mpencenarens -- TIaBHBIA reMarojor-tpancdysmonor MunsnpaBa Poccun, akan. PAH,
reHepasnbHbld  aupekTop PI'BY I'emaronmormueckuit Haydneli neHTp Mun3sapaBa Pocun,
aM.H., 1pod. B.I'. CaByeHko), HcCCIEIOBATENbCKOW  TPYIIbl O  H3YYCHHUIO
MuenonpoaudepaTuBHeIX 3a00JeBaHUIl pa3pabOTaHbl KIMHUYECKUE PEKOMEHAAIUU 10
JIUArHOCTHUKE M  JICYCHHIO Kiaccuyeckux Ph-nHeraTuBHBIX — Muenonponu@epaTuBHBIX
3a0oneBaHui (MCTUHHAS TOJULMUTEMHS, JCCEHIMAJIbHAsA TPOMOOLMTEMUS, TEPBUYHBIN
Muenopuopos, MHUeonpoaudepaTuBHOE 3aboseBaHue, HEeKJIaCCU(PUITUPOBAHHOE,
MOCTHOJIMIIUTEMUYECKUA u MOCTTPOMOOIIUTEMUYECKU I Muenouodpos). Lenbro
PEKOMEHIAlNK SABJISIETCS CTaHAAPTU3alUS JUATHOCTUYECKUX M JICYEOHBIX TIOJIXO0JI0B B
Poccun.
Hcnonp3yemble METOIOIOTHYECKAE TMOAXOAbl OCHOBAHbl HA MPUHLHNAX JOKA3aTEIbHOMN
MEUIMHBI, B UX OCHOBE JIEKAaT PEKOMEHIAIIMN POCCHUHCKOTO COBETa JKCIEPTOB (BEAYIIHE
cnenuanuctel 10 remaromoruyeckux 1eHTpoB P®dD) mo nuarHocTUKEe U JCYCHUIO OOJBHBIX
KJIAaCCHYECKUMHU Ph-HeraTHBHBIMH MUEIONPOIM(EPaTUBHBIME 3a00JICBAHUSIMH, POCCHHCKUI
OTIBIT BeJICHUsI OOJIbHBIX, PEKOMEHIAINH €BPOIEHCKON OpraHU3aIlui 10 U3YUYEHHIO U JICYECHUTO
neiiko3oB (European Leukemia Net, ELN), HannonansHoi onkojoruueckoit cetu (NCCN)
CIIA, wmexnayHapogHoit — pabodeid  Tpymmbl 1O HCCIEJOBAHMIO WM Teparuu
muenonpoaudepatuBHbIX 3aboseanmii  (International working group-myeloproliferative
neoplasm research and treatment, IWG-MRT). [IpencraBieH HOBBIM JOTOJHECHHBIA U
O0pa0OTaHHBIN BapUaHT HAIMOHATBHBIX KIMHUYECKUX PEKOMEH AN,

KiarwueBble ciaoBa: wwuenonpoaudeparnBHble 3a00JieBaHUS; WCTHHHAS TOJUIUTEMHUS,
JCCeHMalibHasi TpombouuTemus; nepBuuyHbIl Muenopudpos; JAK2VE617F;, CALR; MPL;

MIPOTHO3; THAPOKCUMOYEBUHA, HHTEPPEPOH O; PYKCOIUTUHHUO; aHATPEIN].

Kongaukrt uarepecos.
Bce aBTopbI 3a9BISAI0T 00 OTCYTCTBUM KOH(DJIUKTAa HHTEPECOB.



CIIMCOK COKPAIIIEHUM

A1® — anenosunaudocdar;

Anno-TI'CK -- TpaHcmiaHTanus aJJIOTEHHBIX TeMOTIO3TUYECKUX CTBOJIOBBIX KJIIETOK;
Ayto-TI'CK -- TpancruianTamus ayToJIOrHYHbIX T€MOIMOATHYECKUX CTBOJIOBBIX KJIETOK;
AJIT — ananmHamuHOTpancdeppasa;

ACT — acnapraramMmuHoTpaHceppasa;

AYTB — akTUBUPOBaHHOE YaCTUYHOE TPOMOOILIIACTUHOBOE BPEMSI;

B® -- 6imactHas ¢asa;

BO3 -- BceMupHas opranusanus 31paBOOXpaHeHus;

I'KC — rmrokOKOpTHKOCTEPOUIHBIE CPEJICTBA;

NH®« -- narepdepon-anbda;

UII -- nctTuHHAS TOIUIINTEMHS,

KT -- xommbroTepHas Tomorpadusi;

JIAD -- nakraraeruaporeHasa;

JITIBII — nunonpoTenapl BBICOKON MIJIOTHOCTH;

JITITHIT -- nunmonpoTenibl HU3KOW IIOTHOCTH;

JITIOHIT -- nunonpoTen ibl OUYeHb HU3KOM TUIOTHOCTH;

MJIC -- MuenoaucIIacTU4eCKUi CUHAPOM;

MHO — MexnyHapoaHOE HOPMAJIM30BAaHHOE OTHOILIEHUE;

MII3 -- muenomnponudeparuBHoe 3a00J€BaHNE;

MII3H -- muenonponudepatuBHoe 3a001€BaHNEe HEKJIACCU(PULIMPOBAHHOE;
MPT -- MarHUTHO-pe30HaHCHas ToMorpadus;

MO -- muenopudpos;

HMI' -- HU3KOMOJIEKYJIISIPHBIM T€lIapyuH;



HIIBC — HecTeponaHble NPOTUBOBOCHIAIUTEIBHBIE CPECTBA;

OB -- 0011251 BBDKMBA€MOCTb;

OMUI -- ocTpbIil MUETOUIHBIN JENKO3;

[IM® -- nepBuuHBINA MUeI0huOPO3;

[Toct-UIT M® -- mOCTHONUIIUTEMHYECKUN MUEITOPUOPO3;

[Toct-OT M® -- mocTTpomMbOIIUTEMIUYECKH MUET0(GUOpPO3;

[P -- noniumepazHas NEMHAas peaKLus;

CD -- CIICHAKTOMMUS,

VY3U -- ynbTpa3ByKOBOE UCCIICIOBAHNUE;

XMIJI -- XpOHMYECKUI MUEIIOUTHBIHN JIEUKO3;

XO -- xponunueckas (asa;

TAM® — nukIrgeckuii aaeHo3nHMoHOo(ochar;

OKI -- anekTpokapimorpaMma;

OIIO -- 3pUTpPONOITHH;

OT -- acceHnManbHas TPOMOOIUTEMHUS;

O -- spurponuradepes;

DIPSS (Dynamic International Prognostic Scoring System) -- nuHamuyecKast MeX/IyHapOHAS
IIKaJIa OIEHKH MMPOTHO3a;

ELN (European Leukemia Net) -- EBpomeiickas opraHu3amysi 1Mo HM3YYCHHIO U JICYCHUIO
JICHKO30B,;

EORTC -- EBponeiickasi opraHu3aIis 1o HCCIeJOBaHUSIM B 00JIaCTH JICUCHHUS PaKa;

G-CSF (granulocyte colony stimulating factor) - IpaHyJIOUTAPHBIH

KOJIOHUECTUMYIUPYIOLIHI QakTop;
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IPSET-thrombosis (The International Prognostic Score for ET) -- MexayHapoJHbIi
nporHoctudeckuit uaaexc (MITIN) puckoB TpoMO03a MpU ICCEHIIMATBLHOM TPOMOOIIUTEMUH;

IPSS (International Prognostic Scoring System) -- MesxiyHapoaHast IKaJia OLEHKH MPOTHO3a,;

IWG-MRT (The international working group for myeloproliferative neoplasms research and
treatment) -- MexayHapoaHas paboyasi rpyrmna 1o U3y4eHHIO M JICYCHUIO MHUEIONPOTU(PEPaTHBHBIX
3200J1€BaHNM;

NSSN (National Comprehensive Cancer Network®) -- Hannonanenas Oukonoruueckas CeTb
CILIA;

PVSG (Polycythemia Vera Study Group) -- rpyrima mo u3y4eHHI0 HCTHHHOM MOJUIUTEMUH;

PUVA (psoralen + UVA treatment) -- [IYBA-tepanus (yabrpaduoneroBas ¢pororepanus B
KOMOHWHAIIUU C TICOPAJICHOM);

* -- TIpermapaThl, BKIIOYCHHBIC B IMEPCUCHb IKU3HEHHO HEOOXOIUMBIX U BAKHCHUIINX

JICKAPCTBCHHLIX IIPCIIapaToB AJId MCIUIIMHCKOI'O IIPUMCHCHUA.


http://en.wikipedia.org/wiki/Psoralen
http://en.wikipedia.org/wiki/Ultraviolet

METOJOJIOT'USI PASPABOTKH KJIMHUYECKUX PEKOMEH AU
1.1. MeTomoJiorusi cOopa 10Ka3aTeibCTB
Memoowt, ucnonv3zosannsie 011 coopa/ceieKyuu 00KA3aAmeabcme:
[Touck myOnukanuii B CeUaaIu3upOBAHHBIX MEPUOJUYECKUX MEYATHBIX U3AHUSIX C UMIIAKT-
dhakTopom 6o1ee 0,3;
[Touck B 371eKTPOHHBIX 0a3aX JTaHHBIX.
Memoowl, ucnonbzoeanmbvle 0111 AHATIU3ZA OOKA3AME/IbCME:
* 0030pBI ONTyOJIMKOBAaHHBIX METAa-aHAIU30B;
* CUCTEeMaTUYECKHUE 0030PhI C TAOIUIIAMU JTOKA3aTEIbCTB.
Memoout, ucnonv3osannsie 011 onpeodeseHus Kayecmea u Cuibl 00Ka3ameabCme:
* KOHCEHCYC YKCIIEPTOB;

* OIICHKA 3HAYMMOCTH JIOKa3aTEIbCTB B COOTBETCTBUM C PEUTUHIOBOM CXEMOM
JI0Ka3aTenbCTB (Ta0. 1).

1.2. MeTonosiorusi pa3padoTki peKOMeHIauu i

Onucanue memoouKku ananu3a 00Ka3amenbCcme u pa3padomKu peKomMeHoauuil

[Ipu orbope nyOnMKanuii, KaKk HCTOYHUKOB JOKA3aTEJIbCTB, HCIOJIb30BAaHHAS B
Ka)XJIOM HCCJICIOBAHMH METOOJIOTHS U3ydaach AJI TOTO, YTOOBI YOEIUTHCSA B COOTBETCTBUU
ee TMpUHIMIAM JI0Ka3aTeIbHONW MEIMIMHBI. Pe3ynbrar u3ydeHUs BIUSAI Ha YPOBEHB
JI0Ka3aTebHOCTH, TMPUCBAUBAEMBIN MYOJMKAIIMU, YTO B CBOIO OYEPENb BIMSIET Ha CHIY,

BBITEKAIONIUX U3 HEE PEKOMEHJALIHIA.
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Mertomonornueckoe  u3ydeHne  (POKyCHpoBaJIM Ha  OCOOEHHOCTSX  Ju3aiiHa
UCCJIE0OBaHUs, KOTOPBhIE OKa3bIBAJM CYIIECTBEHHOE BIIMSIHUE HA KAdye€CTBO PE3YJIbTAaTOB M
BBIBOJIOB.

C 1enbl0 HMCKIIOYEHUS] BIUAHHUS CYOBEKTHUBHBIX (PAKTOPOB KaKI0€ HCCIIECIOBAHHE
OIICHMBAJIM HE3aBUCUMO, KAK MHUHUMYM JIBa HE3aBUCHUMBIX WJI€HA aBTOPCKOTO KOJUICKTHBA.
Paznuuust B orieHKe OOCYXJalld Ha COBEIIAHUSIX paboudeil rpymnmbl aBTOPCKOTO KOJUIEKTHBA
JTAHHBIX PEKOMEHIAIIN.

Ha ocHoBanmm aHanmm3a JOKa3aTeNbCTB IIOCIEIOBATEIbHO OBLIM pa3paboTaHbI
pazaenbl KIMHUYECKHX PEKOMEHAAUW C OLEHKOW CHJIbl B COOTBETCTBUU C PEUTHHTOBOM
cXeMoi pexkoMeHaanui (Tadu. 2).

Memoowl, ucnonvzoeannsie 013 GOPMYaAUPOBAHUA PEKOMEHOAUUIL:

* KOHCEHCYC IKCIEPTOB;

* OI[EHKA 3HAYMMOCTH PEKOMEHJAlUi B COOTBETCTBHUU C PEUTHHTOBOW CXeMOU (CM.

TabJI. 2).

Huouxamopul 0oopoxauecmeennon knunuuecxkou npaxkmuxu (Good Practice Points
-- GPPs):

JloOpokauecTBeHHasi TpaKTHKa PEKOMEHAAIMH OCHOBBIBACTCS Ha KBATM(UKAIIUU H
KJIIMHUYECKOM OIIBITE aBTOPCKOTO KOJIICKTHBA.

1.3. MeTomoJiorusi BAJIMIN3aNNHA PeKOMEeHalui

Memoowl eanuduszayuu pekomenoayui:

* BHYTPEHHSISI DKCIIEPTHAs OLICHKA;

¢ BHCIIIHAA SKCIICPTHAA OLICHKA.
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MuenonponudepatuBHeie 3a0oneBanus (MII3) nmpeactaBisitoTr coO0l KIOHAJIBHBIE
3a00JIeBaHMsI, BO3ZHUKAIOIINE HA YPOBHE CTBOJIOBOM KPOBETBOPHOM KIIETKH, XapaKTEPU3YIOTCS
nponudepanueii ogHOW wiaM Ooyiee KIETOYHOM JMHUU MHENON033a B KOCTHOM MO3re C
MPU3HAKAMH COXPAaHHOW TEpMHUHAIBHON JU(PPEPEHIIMPOBKU, COMPOBOXKIAIOTCI U3MEHEHHEM
nokasateneii mepudepudeckoii kposu [1, 2].

Hcmunnaa nonuwumemusa -- VI (cun.: sputpemus, Oone3nbp Bakesa, uctuHHas
KpacHasi monunutemus) -- kioHanbHoe MII3, koTopoe Xapakrepusyercsi mnpoiudeparueit
SPUTPOUIIHOTO, TPAHYJIOIMTAPHOTO, METAKAPUOIIMTAPHOTO POCTKOB  MHENOINO033a, C
MPEUMYLIECTBEHHON Mponudepanreid 3pUTPOUIHOIO POCTKA KPOBETBOPEHHUS (ITaHMHETIO3),
yYBEJIMUYEHUEM TIOKa3aTeNiell JPUTPOLIUTOB W TIOBBIMICHUEM KOHIEHTPAIIMU TeMOTJIO0WHA,
TPOMOOIIMTO30M, JICMKOIIMTO30M B Mepudepuueckoil KpoBU (MAHIIUTO3), HE3aBUCUMOCTHIO
APUTPOIIOI3a OT HOPMAIBHBIX MEXaHM3MOB peryisnuu. [loutn Bce OONBHBIE SBISIOTCA
HocutensaMu MmyTtauuu JAK2V617F nnu npyroit GpyHKIIMOHATBHO CXOAHON MYTallUU.

Accenyuanvnaas mpomooyumemusn -- DT (cun.: TEPBUYHBIA TPOMOOIIMTO3,
UMONATUYECKUN TPOMOOIIMTO3, reMopparuueckas Tpomborutemus) -- kioHaiabHoe MII3 ¢
HEKOHTPOJIUpyeMOi mpoaudepareil MerakapuoluuToB, XapakTEepPU3YIOIIEecs] MOBBIILIEHHBIM
KOJIMYECTBOM KPYIHBIX U THTAHTCKUX METaKapHOIMTOB B KOCTHOM MO3T€, TPOMOOIIMTO30M B
nepudepuyeckoir kpoBu (Oomee 450 x 10%1), BBICOKHM pUCKOM TpoMOO30B W/
KPOBOTEYECHUM.

IHepeuunovii  muenogpuopoz (IIM®) (cun.: XpOHMUECKUH  HIUOTATUUYCCKUIMA
Muenoubdpo3, arHoreHHas MUEJIOWAHAS METalla3usi, MHUEJIOCKIepO3 C MHUETOWIHON
MeETaruia3uen, cyOneiikeMuyeckui MUENO03, XPOHUYECKHUI rpaHyJIOLUTAPHO-

METaKapUOIUTApHBIA ~ MHENI03) BO3HHMKaeT de NOVO, XapakTepusyeTrcs KIOHAJIbHOM
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nponrdepanueld CTBOJIOBBIX KIETOK, AHOMAJIBHOW OJKCIPECCHed IMTOKWHOB, (GuOpo3oM
KOCTHOT'O MO3ra, IenaTOCIUICHOMETaaueld KAk CIEACTBUE JKCTPAMENyJUIIPHOIO I'eéMOI033a,
CUMIITOMAMHM  OIyXOJEBOM  HMHTOKCHKAIIMU, KaxeKCueu, JeHUKoIpuTpoOsiacTo3oM B
nepudepruyeckoil KpoBH, JEHKEMUYECKOI MpOrpeccueil, HeBbICOKOM BBIKUBAEMOCTBIO.
Muenonpoaugepamuenoe 3aoonesanue, nexknaccugpuyupyemoe (MII3n). CornacHo
pekomenganusmM BO3 (2008 r.), maHHBIA JHArHO3 CIEAYET HCIOJIL30BaTh MPH HAIWIHH
KIIMHUYECKUX, JIa0OPAaTOPHBIX M THUCTOJOTHYECKHX (B TpemaHoOMONTaTe KOCTHOTO MO3ra)
npu3HakoB MII3, He COOTBETCTBYIONIUX KaKON-IHOO OMpeneIeHHON HO30I0TH4eckoi hopme
kinaccuueckux Ph-neratuBHbix MII3. Yaiie Bcero 3Ty KaTeropuio MCHOJB3YIOT MPU PaHHUX
craausx 3aboneBaHus (MaHudecTanus) -- MPU PACXOXKACHUU MEXKIY KIMHUYECKUMH,
71a00paTOpHBIMUA U MOP(OIOTMUYECKUMH JTAHHBIMH, MO3BOJISIOIMMHU BEPUPHUIIUPOBATH Ty WU
UHYI0 Ho3omormueckyro Qopmy MII3; mnpu OmactHoit (daze 3aboneBanus, 0e3
MPEIIIECTBYIOIIETO aHAMHE3a U YCTaHOBJIEHHOTO paHee Bapuanta MII3; npu couetannu MII13
C  BOCHAJIUTENBHBIMH,  METAOOIMYECKMMH  WJIH  OIyXOJEBBIMH  3a00JIEBaHUSIMH,
MACKHUPYIOIMIMMH OCHOBHBIE TMPHU3HAKK TOW WIM WHON Ho3o0mornuecoil ¢opmbel. MII3H He
JUArHOCTUpyeTCcs: Mpu oObeMe TpemaHoOMonTaTa KOCTHOTO MO3ra HEAOCTaTOYHOM  JUIs
aJIEKBaTHOIO AaHAJIU3d; MPU OTCYTCTBUU MNPEAOCTABICHHBIX KIMHULIHACTAMU KIMHUYECKUX H
7a00paTOpHBIX JAHHBIX; NPU HAJIWYUM NPEALISCTBYIOMIEH Tepanuu LUTOCTATUKAMHU WM

KOJIOHHECTUMYIUPYIOIIMMH (HaKTOpaMu; TpU HaTuuuu peapamkupoBku reHoB PDGFRA,

PDGFRB, FGFR1, Beisieiienun xumeproro reaa BCR-ABL1 [2].

THoJiorusa u narorene3 Ph-neratusunix MII3
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Ortuonorust MII3 no cux mop He ycraHoBieHa. Beaymieil rumore3oil siBiaseTcs
MHOT'OATAIHOCTh BO3HHUKHOBEHMsI 3a00J€BaHuUsA, TJ€ MPEIpacloOKEHHOCTh K O0JIe3HU
peanuszyercs MOJ| BO3JCUCTBUEM BHEIIHMX (PAKTOPOB, MOBPEKIAIOIIUX T'€HOM HOPMAaJIbHOM
KJIETKA W TPUBOJLIMX K €€ 3J0KauecTBeHHOW TpaHchopmanuu. HecmoTpst Ha TO, 4TO B
MOCIIETHUE TOABl JOCTUTHYTHl 3HAYUTENbHBIE YCIEXW B pacupoBKE MOJIEKYISPHO-
reHeTHYecKux Mexann3smMoB Ph-neratuBubix MII3, nepBoHavaibHast MyTalus, NPpUBOASILAS K
MaJIMTHU3AIMH TeMOIIO3THYECKON KIETKH Hen3BecTHa [3].

Otkpeitue mytaiuu V617F B rene JAK2 B 2005 r. SBUJIOCH 3HAYUTENBHBIM IIIarOM B
MOHUMaHUM Ouonornueckux ocoOeHHocte Ph-neraruBubix MII3. Ilpaktuueckun y Bcex
oonbubIXx UIT BEIIBIsSIETCs: MyTarus reHa JAK2: B 96% ciydaeB myranus JAK2V617F (14-i
9K30H), B 2% HaOmogeHuii Mytanus B 3k3oHe 12 rena JAK2 [4]. Myramus JAK2V617F
BoIsiBIsieTcs ipu DT B 55% HabmrofeHuit U MPUCYTCTBYET MpUMEPHO B 45--68% ciydaeB npu
[IM®. Toraa kak mytauus B 12-m 3k30He reHa JAK2 npaktudecku He Bctpevaercs npu OT u
[IM® [5, 6].

[Tomumo mytanuit rena JAK2 y 6onbHbIx MII3 BBIABISIOT MyTalluK U B IPYTUX T€HAX.
Mytamuu rena MPL BcTpeuatotcs B 4% nabmroaenuit ipu OT, B 8% nHabmoaenuit npu [IMO,
u peako npu UII. Tlpuuem HambGosee dacteie myrtaruun MPLWS15L/K B ax3one 10 [6, 7].
Myrtauus MPLS505N BrisiBiisiercsa kak npu OT, Tak U Npu HACJIEICTBEHHON TPOMOOIIMTEMUN
[8]. JanHbie MyTanuu He SBISAIOTCS CTporo cnenupuaHsiMU st MII3 u MMeroT BTOPUYHEIH
reHe3 B LIENU F'eHeTUYECKUX COOBITUH.

B 2013 r. nogBuianch JaHHBIE O JUArHOCTUYECKOH 3HAYMMOCTH COMATHYECKHUX
mytaruid B 9-m sk30He reHa CALR, xomupyromero 6enok kanbpetukynus [9, 10]. BeissBneHs

O0onee 36 pa3HBIX BHUAOB MYTallMii B ATOM TI€HE, KOTOpbIE MNPHUBOIAT K OOpa3oBaHUIO
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nedekTHoro Oenka. B uccnemoBaHusx in VItr0 KIETKH, 3KCIPECCUPYIOIINE MYTHPOBAHHBIH
reH, o0Jlajaii CIOCOOHOCTHIO ITUTOKMHHE3aBHCHMOTO POCTAa B KYJIBTYpPE, YTO BEPOSTHO
CBs3aHO C akTUBaIel OeiaxoB curHanpHoro mytu STAT (signal transducer and activator of
transcription). ¥ OonbHbIX 0e3 myTaruii B reHax JAK2 u MPL myraiuu B 1aHHOM reHe ObLIH
BbIsIBIICHBI B 67% cinydaeB ipu OT u 88% nipu [IM®. JIpyrue aBTOpsl TaKKe BBIIBWIN KpailHEe
BBICOKYI0 uactory Mmyrtammii reHa CALR y OGompabix MII3 (B 70--84% cmyuaeB mpu
orcyrctBuu Mmytanuu reHa JAK2). Ilpu stom myranuum CALR Obutm oOHapyxkeHbsl B 8%
ciydaeB npu muenoaucractuaeckom cunapome (MAC) u B eAMHUYHBIX HAOMIOACHUIX MPU
JIPYTHX MUCIOUIHBIX HEOIIa3usx. BakHO, Y4TO HM B OJHOM ciydyae 3a00JIeBaHUN HE
MUEJIOUTHOM MPUPOIBI, MyTAIIMK B JaHHOM reHe He Obuth BhisiBicHBI |9, 10].

Myrtamuu B renax JAK2, MPL, CALR uMeroT BaKHOE TUArHOCTUYECKOE 3HaueHue. Mx
BBISIBJICHHE CBUJETEIBCTBYET O KIOHAJIBHOM XapakTepe 3a0ojieBaHUS M TIOMOTaeT B
muddepenmanbaoit auarnoctuke UI, 3T, [IM® ot psaa 1pyrux MUETOUIHBIX HEOIUIa3ul, a
TaK)K€ BTOPUYHBIX SPUTPOIMTO30B M TPOMOOLMTO30B. Hapsimy ¢ 3THM akTUBHO H3Yy4aroT
3HAUUMOCTh JaHHbIX MyTamui B mnporHoze MII3. HecMmorps Ha psia NpoBEIECHHBIX
UCCIICIOBAaHUH, HE TMPEJCTABISICTCS BO3MOXHBIM CJEJaTh OJHO3HAYHOE 3aKIIOYCHHE B
OTHONIICHUH MPOTHOCTUYECKOW 3HauuMocTH ayenbHoi Harpysku JAK2V617F npu UII, OT,
[IM®. Bonpoc BAusSHUA alUIEIbHON HArpy3KH HAa BBKMBAEMOCTh WM nporpeccupoBanue MII
u OT ¢ ucxomom B muenodudpo3 takxke Tpedyet nzydenus [11].

[Mpu UII, BT u IIM® BeisBusiorcs u apyrue myrtauuu: TET2, IDH1/2, ASXL1,
DNMT3A u ap. [3]. Hu ogna u3 Hux He crnenuduuHa s kiaccudecknx Ph-HeraTmBHBIX

MII3, a ux nmaroreHeTUYECKasi 3HAYUMOCTb UCCIIEYETCs.
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MonexynspHo-reHeTHueckue Hapymenuss npu Ph-neratuBasix MII3 mpuBomar
aktuBauun JAK-STAT curHaiapbHOro mnyTtH. Pe3ynbTaToM 53TOro SBJSETCS IOBBIIICHUE
nponudepaMy M yBEJIMYEHHE KOJIMYECTBA SPUTPOLUTOB, JEUKOLUTOB U TPOMOOIMTOB
nepudepuueckort kposu npu MUII wnm uzonupoBanHblid TpomOouuTo3 npu IT. IlaTtorenes
[IM® cioxeH U COCTOMT M3 LENU COOBITUH, MEPBUYHBIM U3 KOTOPBIX SIBIISETCS MOSBICHHE
MaTOJIOTUYECKOTO KJIOHA. M3BECTHO, YTO MOHOLIMTBHI M MErakapuouuThl y OonbHbIX [IM®
akTUBHO mpoayuupyroT mHoxecTBO nutokuHoB (TGF-B, FGF, VEGF, ANGI1, OPG, BMP4),
U30BITOK KOTOPBIX CTUMYJIHpPYET (UOpPO3, HEOAHTHOTE€HE3 M MPUBOAUT K OCTEOCKIEpO3Y.
Hapsiny ¢ »TuM Hapymaercss CBSI3b CTBOJIOBBIX KJIETOK C MHKPOOKPYKEHHEM, UTO
CIOCOOCTBYET TMOSIBJICHUIO JKCTPAaMEAYJUIIPHBIX OYaroB TIeMOI033a, IpexXJe BCEro B
cesie3eHKe M TNeYeHH. MacCUBHBINM BbIOPOC IIMTOKMHOB -- OJIHA W3 MPUYMH BO3HUKHOBEHHUS
CUMIITOMOB OITyXOJEBOM MHTOKCHKALIMM, YTO NPHUBOAUT K 3HAYUTEIBHOMY YXYALIECHUIO
KavyecTBa XU3HHU 00JbHBIX [IM® [12].

Knonanenas nponudepanuss Mueaougubix kietok npu Ph-neratuBabix MII3 Takke
MOKET COMPOBOXK/IATbC BTOPUUHBIM BOCIAJIEHUEM C M3MEHEHUSIMU CTPOMBI KOCTHOTO MO3ra
U TATOJOTUYECKON BBIPAOOTKOM IMTOKMHOB. B pa3zButumn muenopubpo3a, Kak MepBUYHOTO,
TaKk U BTOPUYHOI'O, OCTEOCKJIEpO3a U aHTMOT€HE3a BOBJICUEHBI TPAaHCHOPMHUPYIOMHUN (PakTop
pocta Oeta (TGF-B) MuenonaHbIx NpeaiecCTBEHHUKOB, POCTOBOW (pakTOp BbIpabAThHIBaEMBbIil
tpombOorutamu (PDGFR) u suporenuanbhblii cocyaucthii paktop pocra (VEGF) [13].
[laTomornyeckas BbIpaOOTKa LMWTOKAHOB, XEMOKMHOB M METAJUIONPOTEHHA3 MOXKET
y4acTBOBATh B MATOJIOTHUYECKOM MEXKJIETOUHOM B3aUMOJEHCTBUU HEUTPO(UIOB, MOHOLIMTOB
¥ MerakapuoLMTOB, TpuBoAid K Bbeixogy CD34" MHETOMHBIX TIPENIIECTBEHHMKOB U

SHJIOTEJIMABHBIX KIICTOK B IIepH(EepHUUECKy0 KpoBb [14].
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DNMUAEMHUOJIOT U

[TepBuuHas 3a0051€Ba€MOCTb IO JaHHBIM 3apyOeKHBIX perucTpoB cocrasiseT: UIT 0,4--
2,8 cmyuyaeB Ha 100 toic. Hacenenus, DT 0,38--1,7 coaydaeB Ha 100 ThIC. Hacenenus; [IM® 0,1-
-1 cnyuaeB Ha 100 ThIC. HaceneHus [15]. TlonmyssiMoOHHBIC SMTUACMHOJIOTHYCCKUE JaHHBIC O
3aboneBaeMocTd W pacmupoctpaneHHoctd MII3 B Poccun otcyrcrByroT. Ilpu anammsze 10-
netHed nuHamuku 3a0oneBaemMoctd B CankTt-lletepOypre mnepBuuHas 3a00JI€Ba€MOCTh
cocrapnser: UIT 0,5—1,15 (cpennee — 0,83) cnyuaer na 100 thic. Hacenenus; DT 0,6--2,1
(cpennee -- 1,3) cinyuaeB Ha 100 Thic. Hacenenus; 0,72--1,56 (cpenuee --1,06) cayuyaeB Ha 100

ThIC. HaceaeHus [16].

Koauposanue no MKb-10
D47.4 -- nepBuuHbIil Muenopuodpos;
D45 -- uctuHHAs MOIUIIATEMUSL
D47.3 -- sccennuanbHasi TPOMOOIIUTEMUS
Knaccnpuxanus
B cootBerctBuu ¢ knaccupukanueir BO3 (2008 r. u pemakumeit 2016 r.) rpymma
xponndyeckux MII3 oObeTMHSIET BOCEMb HO30JI0THUECKUX (POopM:
* XpOHUYECKU MUETIOUIHBIN JIEUKO3 BCR-ABL1":
* XpOHUUYECKUH HEUTPOPUIBHBIN JIEHKO3;
* UCTUHHAS TTOJIMIIUTEMHS,
* 3CCEHITUABHASI TPOMOOITUTEMUS;
* mepBUYHBIA MuenoguoOpo3 (mpepubpo3Has/panusas ctamus u (HuOpo3Has

cTagus);
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* XpPOHUYECKUI HEUTPODUITBHBIN JIeHK03 HeCTIEUUITMPOBAHHBIN;
* XpPOHUYECKUHN 303UHODUIIbHBIN JIEHKO03 HeCcTIeU(DUITMTPOBAHHBIIH;
* MuesonpoaudepaTuBHaAs HEOIUIa3usl HeKIacCU(PUITUPOBAaHHAS;
* MacToruTo3 [2, 17].
®da3zpl [IMD
B xnuanuyeckom teuenun I[IM® Boigenstor aBe (as3pl, OTpa)xarollde CTENeHb
nporpeccupoBaHus 3a00seBanus: XpoHUUeckyo hazy (XD) u tepMuHanbHYyIO (pa3y O6macTHOM
Tpanchopmanum uin 61actTHyio dazy (bD).
X® sBnsercs HayanbHOU cTanuein [IM® u guarHoctupyercs y OonbiinHCTBa (Oosee
90%) BmepBbie BBISBICHHBIX OONbHBIX. Hambosnee xapakTepHBIMH MpPHU3HAKAMU SBISIOTCS
W3MEHEHHUS KIMHUYECKOTO aHalin3a KpPOBU (JIEHKOAIPUTPOOIACTO3, TOCTENEHHBIM CABUT B
HEUTPOOUIBLHOM U SPUTPOUIHOM PAIY 0 MOJOABIX (GOPM C HAIUYUEM MPOMEKYTOUHBIX
dbopMm co3peBaHuUs), yBEIMYCHHE pPa3MEpPOB TEUYEHU U CEJIC3CHKH, HAJUYUE CHUMIITOMOB
OITyXOJICBOW MHTOKCUKAIMH (JTUXOpaJiKa, MOTEPS MacChl Tela, Npody3HbIe HOYHBIE MTOTHI).
b® sBnsercs TEPMUHAIBHOM CTaAuEd pPa3BUTHs IATOJOITMYECKOTO IIpolecca IpU
[IM®. quarnoctuueckum kputepruem b [IM® siBnsercs Hanuure B nepudepudeckoir KpoBu
WM B KOCTHOM Mo3re He MeHee 20% O1acTHBIX KIIETOK.
Craguu [IMO®
B pemakmun xnaccudpukanmm BO3 2016 1. BeIgenstoT mpe-GuOpo3HYH/paHHION
ctaguio u GuOpo3Hyr crtaauto 3adoneBanus. JuddepeHnnanTbHyO AUATHOCTUKY CIIEAYEeT
MPOBOJUTh HA OCHOBAaHWU THCTOJIOTHYECKOTO WCCIEIOBAHHS TPEMaHOOMONTaTa KOCTHOTO

Mo3ra, na60paT0pHHx XapaKTCPUCTUK, KIIMHUYCCKUX JTaHHBIX.
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[Ipe-pubpo3nas/panHsss cTagus XapaKTEPU3YETCS THIEPKIECTOYHOCTBIO KOCTHOTO
MO3ra C pacUIMPEHUEM TIPaHYJIOLUTAPHOIO POCTKa, Mpojudepanueil MerakapuouuTapHOIro
pocTKa C aTUmMe TrucroTonorpaduu U CTPYKTYpPhl METaKapUOIMTOB, OTCYTCTBHEM WIIU
MUHUMAaJIbHBIM PETHKYIMHOBBIM ¢uopozom (MF-0, MF-1 mo EBpomeiickoii cucreme
rpaganuun) [18]. Ilpe-bubposnas/panuss craaus [IM® oTBe4aeT OCHOBHBIM KpPHUTCPHUSIM
knaccupukanuun BO3, HO 5eiko’putpobs1acTo3, CIVICHOMETANIWS W aHEeMHs 4Yalle BCEro
OTCYTCTBYIOT. B KJIMHUYECKON MpaKTHKE TMOSABICHUE AHEMUH, IOBBILIEHHBIE IOKAa3aTeNln
JICHKOIIUTOB HWJIM TIOBBIIICHHE KOHIICHTPAIlMU CBIBOPOTOYHOM nakraraeruaporenasst (JIJI)
JTIOJDKHO HACTOPOXKUThH KIIMHUITUCTA U 3aCTaBUTh IEPECMOTPETh TUATHO3.

Mopdonoruueckn  Gubpo3Hass ~ cTaaus  XapaKTepU3yeTcs  PETUKYITUHOBBIM,
KOJIJIAareHOBBIM ~ (pHOPO30M KOCTHOrO Mo3ra wind ocreockiepozom (MF-2, MF-3 1o
EBporieiickoii cucteMme rpajiamuu), peaAyKuueid 3puTpOUIHOTO POCTKA, BHIPAKEHHOM aTUIIHUEH
AJIEMEHTOB Merakapuouuronos3a. Ha srtame ¢uOpo3HON cTaguu KIMHUYECKas KapTHHA
XapakTepu3yercst  CIUICHOMErallue, aHeMHeM, NoBbIIEHHEM  KoHueHTpauuu  JIJI,

JEUKOIPUTPOOIIACTO30M B TEMOTpaMMe, MOSIBICHUEM KaIUIEBUIHBIX 3PUTPOLIUTOB.
HcTuHHAsA MOJMIUATEMUS

Kinunnyeckasi kapTuHa

Ilnemopuueckuit  cunopom («II€TOpa» -- TOJTHOKPOBUE)  XapaKTEPU3YeTCs
YBEJIMUEHUEM MacCChl HUPKYITUPYIOLIIUX SPUTPOLIMTOB, YTO NMPUBOAUT K MOSBIICHUIO )ajlo0 Ha
TOJIOBOKPYKEHHE, TOJIOBHbIE 00JH, YXYIIIEHUE 3pEHUs, KOXKHBIN 3y, IPUCTYIBI CTEHOKAPAHH.
[Ipu ocmoTpe KOKa W BHIUMBIC CIHU3HCTBIE OOOJOYKM C CHHIOUIHMM OTTEHKOM

(monoxurensHbeli cumnrtom Kymnepmana). CocynucTble OCIOXKHEHHUS -- TPOMOO3BI JH00OM
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JIOKAJTA3AIINH, TIPUCTYIIBI IOKPACHEHUS TAJIBIIEB PYK U HOT, KOTOPBIE COMPOBOXKIAIOTCS OOJIBIO
U AOKEHUEM (3pUTPOMENTANTHSA).

Muenonponugepamuenuviii.  cunopom o0OOYCIOBIIEH THIeEpIIa3ueld TpeX POCTKOB
KpoBeTBOpeHus. [IposBisieTcss B BUJIe KOXKHOTO 3y/a, MOTIMBOCTH, CIA00CTH, TOBBIMICHHON
TeMIleparypsl Tena, 6omneit B koctsax. [loBbilIeHHBIN pacman rpaHylIoONUTOB COMPOBOXKIAACTCS
HapyIICHHEM ypaToBOrO OOMEHa, YTO TPOSBISETCS B BHIAE MOUCKHCIOTO JHaresa,
KaMHeOoOpa3oBaHUs B TOYKax, MOJArphl, Mojarpudeckod momuaptpanruu. CrjeHoMeratus
MOXET OBITh OOYCIIOBJICHA YBEJIMUCHUEM CEKBECTpUpYIOIeH QyHKIMH cene3eHku [1].

Ilnan o6cnenoBanus 00abHOro npu auarnocrtuxke UII

Obs3amenvhble UCCIE008AHUSL.

* cOop aHaMHe3a M >ajgo0, BKIIOYAs OIEHKY (DAaKTOPOB PHUCKA CEPACYHO-COCYAUCTHIX
3a0o0yieBaHM (HAIMOHAILHOCTh, CEMEMHBIH aHaMHe3, TPOMOO3bl B aHaMHe3e, KypeHHue,
comyTcTByIomue 3abonesanus) [1, 19, 20];

* (UBUKAIBHBIA OCMOTP C OIICHKOM OKpacKd KOXH JIMIIA, JIAJIOHEH, CTOI, BHJIMMBIX
CIIM3UCTBIX, OCMOTPOM KOXXH HWXHUX KOHEUHOCTEH (NMUTrMEHTaIus, TpopudecKue
paccTpoiicTBa, OTEKH, TeMOpparvu), Najblalyeld TMEYeHW U CEJIe3€HKH, OIICHKON
COCTOSIHHS JICTKHX, CEPJINIa JKETyJOYHO-KHUIIIEYHOTO TpakTa, mouek [1, 19, 20];

* KIMHWYCCKHHA aHaW3 KpPOoBH ¢ JIU(DPEpEeHIHATBLHBIM TOJCYETOM KIETOK KPOBU C
MOMOIIBI0  aBTOMATHYECKOTO  aHajau3aropa (TeMaTOKpPUT, TMOACYET KOJIMYeCTBa
PETUKYJIOIUTOB, TPOMOOITUTOB, CPEIHUX 3HAYCHUH SPUTPOIUTAPHBIX HHJICKCOB: CPETHUI
o0wem aputponuta -- MCV, cpennee conepkanue remoriioonna B spurponute -- MCH,

CpelHss KOHLIEHTpauus remorinoouHa B spurponurax -- MCHC, mmpuna pacnpeneneHus
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sputporuToB 1m0 00BeMy -- RDW); wuccnemoBanme MOpQOJIOTHH 3PUTPOLUTOB,
TpoMOOIUTOB, HelTpoduiaos; COD [21].
* TpEenaHOOMONCHsI KOCTHOI'O MO3ra C TMCTOJIOTMYECKON OLIEHKOM M TUCTOXUMHUYECKUM
MCCIICJIOBAHUEM JIJIS BBISIBIICHUS PETHKYJIMHOBBIX U KOJUTAr€HOBBIX BOJIOKOH [1, 17];
* onpeenienue sputponodtuHa (II10) ceiBopoTKH KpoBH [22];
* MOJICKYJIIPHO-TEHETHYECKOEe HCcienoBanne mneprudeprnueckoil KpoBU (KauyecTBEHHAs
nonumepastas tendas peakius -- [P Ha Hammume myramuum VO617F rena JAK2, a npwm
OTCYTCTBHUH JIAHHON MYTallMH -- onpeaeiacHue myranuu reia JAK2 B 12-m sk3one) [21];
* Y31 Opro1Ho# MOJIOCTH € OMPEICICHUEM pa3MepoB MeYeHH, celie3eHkr; Y 3U mouexk [1,
19].

Pacwupennas ouacnocmuxa npu noomeepacoennou UII:
* ompejeneHUe NOTUMOP(PHU3MOB T€HOB HACIEACTBEHHOW TpoMOodminu (Mpu HATUYUU
TpoMOO030B);
* Koaryjgorpamma: MNPOTPOMOWHOBBIA HWHIEKC, MEXIYHAPOJHOE HOPMAIM30BAHHOE
otHomenne -- MHO, ¢uOGpuHOTeH, aKTUBHPOBAHHOE YACTHYHOE TPOMOOILJIACTHOBOE
Bpemsi -- AUTB, tpomGuHoBoe Bpemsi, antutpomoun IlI, mporenn C, mporeun S, D-
auMep, arperamus TpoMmOomuTOoB ¢ aaeHosumHaudocharom -- AJ[D, arperanus
TPOMOOIIMTOB C PUCTOMHUIIMHOM, TOMOITUCTCHH (y OOJBHBIX TPYIIBI BBICOKOTO PHCKA
TPOMOOTreMOpparn4ecKux OCI0KHEHUN);
* OMOXMMHUYECKHI aHaIu3 KpoBH: oOmui OunupyOuMH, acmapTaTaMUHOTpaHcdepasa --
ACT, amanmnamuHoTpancgeppasza -- AJIT, makraraermaporenasa -- JIJAI, moueBas
KHCIIOTa, MOYEBHMHA, KpEaTWHUWH, OOmmii Oenok, anpOymuH, mmenoudHas docdarasa,

[JIF0OK03a, XOJIECTEPUH, JIMNONPOTEU bl HU3KOM motHocTtu -- JIIHII, munomporenas
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BbICOKOUM TuioTHOCTU -- JIIIBII, nunonpotenasl odeHb HU3KOM motHoctu -- JITIOHII,
Tpuriunepubl (y OOJNBHBIX TPYNIbl BHICOKOTO PUCKA TPOMOOTHUECKUX OCJIOKHEHHUU, y
MOXXWIBIX MAallUEHTOB, MPU HAJIMYUU COIYTCTBYIOIIEH MATOJIOTMU CEPACHYHO-COCYAUCTOU
CHCTEMBI);

* HccnefoBaHre oOMeHa xene3a: (GeppUTHH CHIBOPOTKH, CHIBOPOTOUYHOE JKele30, olmias
JKEJIE30CBSI3bIBAIONIAsl  CIOCOOHOCTh, HACHIMIEHHE TpaHcpeppuHa kene3oMm (mpu
COJICpYKaHUH TeMOTTIOONHA HIDKE pe(hepCHCHBIX 3HAYCHUN);

* (ubporz0haroracTpOCKONuUsl C ONEHKONW BEH MUINEBOAA (i1 UCKIIOUCHUS HATWYUS
BApUKO3HOTO PACIIMPEHUS BEH, KaK MPOSBICHUS MTOPTAILHON TUTIEPTEH3HH );

* KOJIOHOCKOITHS;

* Y3U ¢ nomneporpadueit unu KT B cocynucToM pexume opraHoB OpIOIIHON MOJIOCTH,
COCYJIOB MTOPTAJIIbHOW CUCTEMBI, apTEPUI TIOYEK;

* CTaHJIAPTHOE IUTOTCHETUYECKOE UCCIIeT0BAaHUE KOCTHOTO MO3Ta;

* CTEpHaJIbHAsl NYHKLUMS C TOJCYETOM MHUEIOTPAMMBbl, OMNPEAEIICHHE COOTHOIICHUS
MUETIOUJHOTO ¥ DPUTPOUIHOTO  POCTKOB, KOJMWYECTBEHHOM M  KauyeCTBEHHOU
XapaKTEPUCTUKH METaKapuOIUTOB,;

* rccienoBanre (PYHKIIUYA BHEITHETO JbIXaHUS,

* onpenesieare aprepualibHOro pO,, pCO,;

* nomruieporpadus 1nepedpanibHbIX apTepril (COHHBIX U MO3BOHOYHBIX apTepUil C IENIBIO
0oOHapyXeHus OJSAIICK U U3MEPEHUS TOJNIIUHBI KOMIUIEKCA MHTUMa—ME/INa);

* o1leHKa KapauomnyiabMoHanabHoro craryca (OKI', 9xoKT');

* CEpOJIOTUYECKUE TECTHI ISl TUATHOCTUKH PEBMATHYECKUX 3a00JieBaHUM (MOJIO/IbIE

NaUeHTHl B clyyae Tepanuu npenapatamu uHTepdepona-ansha -- MUHDw);
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* 001Ut aHAM3 MOYH (TIpU 3a00JIEBAHHSIX MOYETIOJIOBON CUCTEMBI).
JAunarnocruyeckue kpurepuu UII
Juaruo3 UII gomwkeH ObITh yCTaHOBIIEH B cOOTBETCTBUH ¢ KpuTepusamu BO3 (2008) na

OCHOBAaHHWU KOMIUIEKCHOM OIIEHKM KJIMHMYECKOW KapTHUHBI M JaOOpaTOpHBIX IOKa3aTelen
(ypoBenb nokazarenbHocTd A) [2]. Jduarno3 WIT Bo3MoKeH MPU KOHIIEHTPAIMHA TeMOTJIO0NHA
Y FeMaTOKPHUTA HUXKE TUArHOCTUYECKOTO MOpora. IT0 BO3MOKHO Y MOJOJBIX MAIIMEHTOB IIPH
HAIMYUU AePUIUTa Kene3a (HOpMaIbHbIA WU a)Ke CHUYKCHHBIA TeMOIJIOONH MPU BBICOKOM
KOHIIEHTPAILIUU PUTPOLIUTOB) U/UJIH TIOCIIE OCTPHIX KPOBOTEUEHUH (CHUKEHUE KOHIIEHTpAIUU
reMoTJIO0NHa, SPUTPOLIMTOB U rematokputa). Hacropoxxennocts B otHomenun UII momxua
OBITh TIO OTHONIICHHIO K TMAIlMEHTaM C COCTOSBIIMMHCS a0JOMUHAIBHBIMU TpoMOO3aMu,
OCOOEHHO MpHU HAIMYUU KOKHOTO 3yZa, SPUTPOMEJAITUH, CIUICHOMETallud, JEHKOIMTO3a,
TPOMOOIIMTO3a ¥  MHUKpounHTo3a B mnepudepuueckod kpoBu. CyIIeCTBYeT Takxke
cneruduyeckas (opma UII, kotopas npencramisier coOoil 3aMacKHUpPOBAHHYIO/JATEHTHYIO
UIl. B Ttakux cnyuasx oOHapyxkuBaioT wmyranuu reHa JAK2 u cuumxenue OJI1O, HO
TIOBBIIIICHUE KOHIICHTPAllMU TreMorioOonHa He HaOmomaercs [23, 24]. B 2016 r. BO3
MPEJIOKEHBI  MEPECMOTPEHHBIE  JIONIOJHEHHBbIE KpuTepuu auarHoctukun MII3, roe
MOp(OJIOTHYECKOE U TUCTOXMMHMYECKOE HCCIEe0BaHUE TpenaHoOuonTaTa KOCTHOTO MO3Tra
SIBJISICTCSI OOJIBIIIMM JMAarHOCTHYECKUM KpuTepueM (Tada. 3) [17, 25].

IIporunos

B nenom nporuos y 6oabHbix UII GaronpusiTHeIN, 3aBUCUT OT XapakTepa U TKECTH
TpOMOOTreMOpparndeckux OCIOKHEHUH, BpeMeHn 10 Tpanchopmanuu B moct-UIl M® nnm
nporpeccupoBanus B OMJI. Cormacao nanasiM BO3 10-neTHss BeIKUBaeMOCTh 007abHBIX UII

cocrapnsger Oonee 75%. Puck Tpancpopmanmu B OMIJI paBen 5%, pucK pa3BUTHS
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muenodudposa -- menee 10% [2, 15]. [Ipuuunoit cmept 60mbHBIX UII sBisiroTcst TpoMO03HI,
reMopparudeckue W WHQEKIHOHHBIC OCIOXKHECHHS, HapyIIeHUsS (YHKIUA BHYTPEHHUX
OpraHoOB, YacTOTa KOTOPBIX 3HAUYMMO yBeIWYuBaeTcs mpu pa3Butuu noct-UIl MO wunm
tpanchopmarmu 8 OMJI [15].

Crparudukanus pucka TpoMmooreMopparndeckux ocjao:xkHenuit npu UIL

Crparudukanus pucka y OonpHbix WII B mepByro ouepenp mnpeaHazHaueHa IS
OLICHKH BEpPOSITHOCTU TPOMOOTHYECKUX OCJIOKHEHUH, MPEBHOCSIIUX HAUOONBIIUN BKJIAA B
CTPYKTYPY CMEPTHOCTH M MHBAJIMIM3AINH, 00YCIOBIEHHYIO 3a0oneBanueM. [lo pesynbpraram
KOTOPTHBIX MCCIIEOBaHUI HamOoiee YCTOWYMBBIMU (DaKTOpaMu PHUCKA TSI TPOMOOTHIECKIX
ocnoxkuenuii ipu UII sBisiroTcst Bo3pacT crapiie 60 et U Hajgudue TpoMOO30B B aHAMHE3E
[26, 27]. [Tpu 3TOM 11eIec000pa3HO TaK)KE YUHMTHIBATh OOIIHME (haKTOPhI PUCKA JIJIS CEPICYHO-
COCYAMCTBIX U TPOMOOTHUECKHUX OCIIOKHEeHHH (TadJ. 4) (yposenv doxkazamenvrnocmu B).

Takum o0pa3om, Bospact crapmie 60 jer, TpomOO3bl B aHaMHE3€, CepJIeYHO-
cocyauctbie GakToOphl pucka (KypeHue, apTepuanbHas TUTIEPTeH3US, TUa0eT, NUCTUITUIECMUS,
n30BITOYHAS Macca Teja, TUIIOJAMHAMUS) SIBISIOTCS OCHOBHBIMU KPUTEPHUSMU ISl OTHECCHHUS
6onpubIx UII B rpymnmer Huskoro (0 gakropoB pucka), mpomexxyrounoro (1 dakrtop pucka --
CEpJIEYHO-COCYIUCThIEC (PAKTOPBI PUCKa) MM BBICOKOTO pucka (1--2 dakTopa pucka -- Bo3pacT
ctapue 60 et u/unm TpoMO03bl B aHAMHE3€, HE3aBUCUMO OT HAJIUYUS CEPAECUHO-COCYIUCTBIX
daxTopoB pucka) [26, 27].

I'mneprpombormros  (Gomee 1000 x  10%1) sBasercs  dakTopoMm  prcka

reMOpparnyeckiux OCIOKHEHHH W3-3a Pa3BUTHs NMPHOOPETEHHOro cuHApoMa Buinebpanna

[28].
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s ouenku oo6mei BbikuBaemoctu OonbHbix UII B 2013 1. Obuta mpemsioxkeHa
NPOTHOCTUYECKAs  CHCTEMa, T/I¢  HEOJIaronmpusTHBIM  MPOTHOCTHYECKHM  (aKTopam
nprcBanBaiu 6am [29, 30]:

BO3pacT crapiie 67 et (5 6amioB);

BO3pacT OT 57 110 66 et (2 Gaa);

neiikouuTs He Menee 15 x 10%/1 (1 Gamun);

BEHO3HBIC TpoMOO03bI (1 Gamn).

[To cymme 0OasuioB Bce MalMEHTHI pa3zesieHbl B 3 rpymnmbl: HU3kuil puck (0 6amios),
MPOMEXXYTOUHBIN puck (1 umu 2 Gamna), BeIcokui puck (3 6ana u 6onee). Mexay rpynmnamu
BBISIBJICHBI Pa3Nuus B BBDKMBaeMOCTH. Menuana oOmieil BEbKMBaeMOCTH cocTaBmiia 27,8 roga
Juisi O0NMBHBIX HU3KOW, 18,9 roma -- mpomexyrtounoi, 10,7 roma st OONMBHBIX W3 TPYIIIHI
BbICOKOTO0 pucka [29, 30].

Omnpenenenne TakTuku Tepanuu npu UII
I{enu mepanuu HII (yposenv ooxazamenvrocmu D):

-- IPEeIOTBPAILICHUE U JICUEHUE TPOMOOTEMOPPArHUECKUX OCIIOKHEHHIA;

-- KOHTPOJIb CHMIITOMOB OITyXOJICBOW WHTOKCHKAITMM (CHIDKCHHE MAcChl Tela,

MOTJIMBOCTb, JINXOPAKa, 3y/);

-- CBEJICHHE K MUHUMYMY PUCKa Pa3BUTHS OCTPOTo Jerko3a u noct-Ull MO;

--  TpEenynpexIeHHEe OCIOXKHEHUH B cllydae OEpEMEHHOCTH, XUPYPTUYECKUX

ormepanuii [1, 15, 31].

Memoowvlr mepanesmuueckoeo eozoeticmaus npu UI1 [1, 15, 31]

* [IpopunakTrka TPOMOOTHYECKHX OCTIOKHEHHIM:
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-- aHTMArperaHThl. aleTHICAIUIUIoBas kuciora  (40--325 mr/cyr), knonumorpen
(75 mr/cyt), Tukarpenop (90 Mr/cyT).
» dusnueckoe ynajaeHue N30bITOYHON MacChl HIUPKYIUPYIOMIUX dIPUTPOLIUTOB:
-- reMOdKCc]y3uu (KpOBOMyCKaHUS );
-- spuTpouuTadepes (pyuyHOI WK anmapaTHBIN).
* [{lutopenykTuBHas Tepamus:
-- tuapokcukap6amuy 10--30 MI/KT B CYTKH;
-- UH®a" 1,5--5 mua ME 3 pasa B HEJICIIO;
-- mnerunmupoBanblii MMH®a (msruntepdepon a-2a, maruaTepdepon o-2b,
nemsruaTepdepon a-2b%) 45--160 Mkr 1 pas B Hezemo;
-- PYKCOJIUTUHUO;
-- 6ycynbdan’.
» Jleuenue ocnoxxHeHuit 3a6oneBanus (TpoMO03bl, TPOMOOIMOOIIUN).
* Ilpodunaktuka (KOHTpONb (AKTOPOB pPHUCKA) M JIEYECHHE CEPJCYHO COCYIUCTHIX
3a00sIeBaHU.
Cymmuposannsie pexkomenoayuu no aevenuro UII (yposenv doxazamenvrocmu C).
1. Jlns Bcex OOMBHBIX:
* KpOBOITyCKaHus/3putporutadepes s MoAIepKaHus TeMaToKpuTa B npenenax 40--
45%:
* IIpenaparthl aleTHICATUIUIOBOM KucIoThl (40--325 Mr/cyT), Ipy HENEpPEeHOCUMOCTH
WIM TPOTUBONOKA3aHUAX -- Kaomuporped (75 Mr/cyT) Ipu HENEpeHOCUMOCTH HIIU

MPOTHBOITOKA3aHUAX KIOMHUIOTPEs -- THKarpesop (90 mr/cyr);
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* KYNHpPOBAHHWE CEPACYHO-COCYOUCTHIX (DAKTOpOB pucka (OTKa3 OT KypeHHs,
HOpMaJM3alusi  apTepUalbHOTO  JABJIECHMS, KOPPEKLHS TUIEPXOJECTEPUHEMUH,
TUIEPIIIOKO3EMUN, HOPMaJIM3allds MacChl Tejla, aJeKBaTHOE JIEYEHUE CEPIEYHO-
COCYAMCTBIX 3a00JI€BaHUIA).

* IpHU TUNEPYPUKEMUU (B TOM YHUCIE MPHU OTCYTCTBUU KIMHUYECKOW CHMIITOMATHKH)
IPUMEHSIOT auIonypuHon B fo3e 100--300 Mr/cyTku; Ha3HAa4eHHWE IIpenapaTa IOJ
KOHTPOJIEM MMOKA3aTEJIEH MOYEBOM KUCIOTHI B KPOBHU;

* MATOreHETHYECKOrO0 CpEACTBA I JICYEHUS KOXKHOTO 3yJa HE CYIIECTBYET;
UCIIOJIb3YIOT  Ipenaparbl AlETUICATNIUIOBOH  KUCIIOTHI . B KauecTBe
CUMIITOMAaTUYECKOro JedeHus: mnpuMeHsaroT Hj;- wnum Hp-aHTaroHucTsl rucramuHa,
NPOTUBORIMJIENITUYECKHE TNpenapartsl (perabaauH ), aHKCHONUTUKH ((haboMoTH301a
JUTUIPOXIIOPH), YIBTPAPHOIECTOBYIO (POTOTEpANHI0 B KOMOWHAIIMK C TICOPAJICHOM
(ITYBA). IIpu HeahHeKTHBHOCTH CUMIITOMATHYECKOW TEPAIMH -- MHEJIOCYIIPECCHUBHBIC
npenapatsl (rugpokcukapbamun, npenapatsl MH®a', mnermmuposannoro HNH®o,
(mruntepdepon o-2a, mIrmHTepdepoH a-2b, uemdrmHTepdepon a-2b*) wm
PYKCOJTUTHHUO);

* [JIJAHOBBIE XUPYPTrUYECKUE BMEIIATENIbCTBA U JICUEHUE y CTOMATOJIOra JOJKHBI OBITh
OTIOKEHBl 70 HOPMAaU3allMi TI0Ka3aTelied JPUTPOLMTOB M TPOMOOLMTOB; TPHU
HEOOXOIUMOCTH BBIIIOJIHEHUS HEOTIOXKHBIX XUPYPrUUECKUX oneparuit
Npe/BapUTENIbHO TPOBOAAT KPOBONYCKaHHs/SpUTporUTadepes 10 HOpMallU3aliu

reMaTOKpHUTa; MPOBOAUMAs TePanus T0JKHA OBITh 3a0JIaTOBPEMEHHO (B COOTBETCTBUHU C
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(apMaKOKMHETUKOM MPUMEHSEMOro IIpernapara) IpeKpalleHa J0 OIlepaTUBHOIO
BMEIAaTEIbCTRA.
2. 151 GOJIbHBIX IPYIIIBI HU3KOTO PUCKa PAa3BUTHS TPOMOOTeMOPPAruyecKuX OCIOKHEHUH.
* [{lutopenykTuBHas Tepanus MoKa3zaHa B CIydasx:
-- IUIOXOM MePEeHOCUMOCTHU KPOBOITyCKaHUU/3puTporuTadepesa;
-- YacThIX KPOBOIYCKaHUAX (IIPM HEOOXOJMMOCTH IPOBEACHHS TIeMO3KC(Yy3Ui
garie, yeM 1 pa3 B 3 mecsa);
-- CHUMIITOMaTHYECKOW WJIH NPOrPECCUPYIOMIEH CIUIEHOMETANIUHu (UCKItouas
curapom baana--Kuapn);
-- TpU3HAKax MPOTPecCUpOBaHUs O0Je3HU (MOTEps Macchl Tela, MOTIMBOCTb,
HapacTaHHE JEHKOIMTO3a U/UIIM TPOMOOLIUTO3a).
3. Jlms  OONBHBIX TPyHONbl MPOMEKYTOUHOTO U  BBICOKOTO  pUCKA  Pa3BUTHUSA
TPOMOOTEeMOPParnyeCKuX OCIOKHECHUIA:

* IUTOpENyKTHBHas Tepanus IIOKa3aHa BO Bcex ciydasx. BpiOop mnpenapara

orpenersieTcs Bo3pacToM 00ibHOTO (TaduI. 5).

[lepexon Ha JApyryr0 JHHUIO TIOKa3aH B ciaydae HeIQPEKTUBHOCTH  WIH
HENEPEHOCUMOCTH K IPOBOAUMOM Tepanuu. B HacTosmee Bpemsi EBporielickoi opraHusanuei
no w3ydeHutro u JedeHuto Jeiko3oB (ELN) B 2009 r. mpemiokeHbl KpUTCPUH
HENEPEHOCMMOCTY M PE3MCTEHTHOCTH THApokcukapOamuna [32]. JlaHHble KpuTepHu
PEKOMEHJOBAHbl I HCIONb30BAaHUS B paMKaxX KIMHUYECKUX MCCIEJOBaHUM, HO

MpeACTaBIISACTCA HCH€C006paSHI)IM HUX IPUMCHCHUC B KJIMHUYECKOM ITPAKTUKE.
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KpuTepruy pe3MCTEHTHOCTH/HENEPEHOCHMOCTH THAPOKCHKapOamMuaa“ y GombHbIX WII

* HEOOXOJIUMOCTh KPOBOITYCKaHUHN M MOJJAepKaHUs TeMaTokpuTa a0 45% mocie 3
MECSILIEB TEPAITUH anpOKCHKapGSaMHHOM* 2000 mr/cyt

i

* HEKOHTpOJIHpYeMas MuesIonposudeparys (TpomonuTs! Goee 400 x 10%/1

u

JIEHKOIUTEI Oostee 10 X 109/J1) nocye 3 Mecsles Tepanuu ruapokcukapbamugom’ 2000
MT/CYT

U

* HEBO3MOXXHOCTh PEIYIIMPOBATh MAaCCHUBHYIO cIUIeHOMeranauio (6omee 10 cM HUKe

peOepHOI TyTH MPH TAIbIIAINH )
i

HEBO3MOXXHOCTh OOJIETYNTH CUMIITOMBI, BBI3BAHHBIE MACCHUBHOW CIUICHOMErasinen
nocie 3 MecsiLieB Tepanuu rugpokcukapbamuaom’ 2000 Mr/ieHs

i

* abcomoTHOE YKclio HelTpodumnoB meHee 1,0 X 10%1 wn TpomMOonuTEl MeHee 100 X
10%n wm remormo6ur Mmemee 100 x 10%1 mpM MUHMManBHON  m03e
TUIPOKCUKApOaMuia , HEOOXOAMMOM s JOCTHKEHHS MOJIHOIO HJIM YaCTUYHOIO

OTBETa

i
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* S3BBI HA TOJEHAX HWIM JPyras TOKCHYHOCTh, OIOCPEIOBaHHAs THIAPOKCHKAPOAMHUIOM
(M3MEeHEHHsT Ha KOXXHOM TIIOKPOBE U CIM3UCTBIX 000JI0YKaX, TaCTPOMHTECTHHAIHHBIC
CUMITOMBI, THEBMOHHUT, JIUXOPaJKa) IPH JF000i 103€ THIPOKCUMOYEBUHBI.

B HacTofmiee BpeMsi HET YETKUX KpuTepueB 3()PEKTUBHOCTH (L€NEBbIE MOKAa3aTENIH
OTBETAa M CPOKM MX JAOCTHXeHus) mpemapatos MH®a , Gycynbpana” U pyKcoIUTUHUOA.
Pa3paGoranbl KpUTEPUH reMaToJ0THYECKOr0, MOJIEKYJISIPHO-T€HETHYECKOTO U
MOP(HOIIOTHIECKOTO OTBETOB, HO MX HCIIOJIb30BaHNE PEKOMEHIOBAHO B PaMKaX KIMHUYECKHX
UCCIIeIOBaHUM ISl YHUGDUIIMPOBAHUS UHTEPIPETAIIMH MOJIYYSHHBIX pe3yiabTaToB. Kpurepun
pesucrernoctn  MH®0o", mnerunuposannoro WH®oe  (uemsrunteppepon o-2b7) u
PYKCONUTHHUOA: HEJOCTH)KCHHE MOJHOTO TeMaTOJIOTHYECKOT0 OTBETa Ha MAaKCHMAaJbHO
MIEPEHOCHUMOI J103¢e mpenapara K 6 mecsiam JedeHus (yposensv ookazamenvrnocmu D) [1].

Kposonyckanusn

KpoBonyckaHnue MOXHO IMPOBOAUTH METOJOM BEHEMYHKIMU HJIM BEHECEKIHH, T.C.
paspe3oM BeHBI. [IpOBOIAT B CTEPHIBHBIX YCIOBHUSAX, OOBIYHO B MPOIEAYPHOM KaOWHETE.
[TpoTuBOMIOKa3aHUs: LIOK, KOJJIANC M JPYTHe COCTOSHUS, COMPOBOXKJAIOUIMECS MaJeHUEM
apTepUaiIbHOrO JaBJICHUS, AHEMHsI, UCTOLICHHE M PE3KO BBIPAKEHHBIH CKJIEPO3 MO3TOBBIX
COCYJIOB, OCOOCHHO Yy MOXKIIBIX JTtoJiel. O0BheM reModKCc(Py3uu 3aBUCUT OT OOIIETO0 COCTOSTHUS
6o1pHOTO M B cpeaHeM cocrtaBisieT 250--500 mi ¢ mocienyronmM BOCIIONHEHHEM 00beMa
mupkyupyomei kposu 0,9% pactBopom HaTpus xiopuna. JInbo mpeaBapuTEIbHO TPOBOISAT
B/B KamenpHyl0 HHQY3MI0 00beMa KHUIKOCTH, TIPEBBIIIAIONIETO IJIAHUPYEMbIH 00beM
KPOBOINYCKAaHMS, M 3aTEM OCYIIECTBISIOT TeMOdKcy3utoo. C Ienpi0 YMEHBIICHUS pPHUCKa

TpoMO030B Ha (hOHE TEeMOIKCHY3HH TaKkKe MOKHO BBOAUTH BHyTpuBeHHO 5000 EJI remapuna
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Hatpus . KpoBONmycKaHUs MPOBOJATCS 4epe3 JIEHb, HOKUIBIM OOIBHBIM C COMYTCTBYIOIIEH
CEp/ICUHO-COCY/IUCTON U JIETOYHOM MATOJOTHEW -- JBaXIbl B HENEN0 (JTu00 yMEHBIIAIOT
o0BeM KpoOBH, yAalsieMOd BO BpeMs IMpouenypbl). OCHOBHOM LENbIO JICUCHHUS SBISETCA
nojaepxanne remarokpura B mpeaenax 40--45%. Ilpu mpusHSATHH pemeHuss O ceaHcax
KPOBOITYCKaHU KOHIIEHTPAIIUIO TeMOTJIOONHA He YIUThIBatOT [26].

AJNTepHaTUBOI KPOBOITYCKAaHUSM SIBIII€TCA MpoBeaeHue anmnaparnoro 1.

Ipenapamuvl ayemuncanruyunoeoil Kuciomol™

PekoMeH0BaHHAs 1032 AUEeTHICATUIUIOBON Kuca0Thl 40--325 Mr/cyT.

[IpOTHBONOKA3aHUAMHM K HA3HAYEHUIO AlCTHICATUIUIOBOM KHMCIOTBI  SBISIOTCS
APO3UBHO-S3BEHHBIE MOPAKEHUS MUIIEBAPUTEIBHOTO TPAaKTa B (paze 000CTpeHus, KeTyJ0UHO-
KUIIEYHOE KPOBOTECUEHHUE, «aCIMpPUHOBAs Tpuajay, HalMuyhe B aHaMHE3e YKa3aHUM Ha
KpaluBHUILY, PUHHUT, BBI3BAHHBIC MPUEMOM alECTUJICATUIIMIOBON KHUCIOTHI M JIPYTHUX
HECTepOUIHBIX TpoTHBOBOCTAMUTENbHBIX cpencTB (HIIBC), remodunus, remopparnveckuii
nuaTe3, TUMONMPOTPOMOMHEMHS,  paccllauBarollasi  aHeBpU3Ma  aopThl, MOpTalIbHas
runepTeHsusi, neuiut ButamuHa K, TedeHOUHass W/WIM TMOYeYHas HEJOCTATOUYHOCTb,
JTeHUIUT TI0K030-6-PochaTaeruaporenassbl, cuaapoM Peiie, nerckmii Bo3pact (mo 15 ner --
pHUCK pa3BUTHs cuHApoMa Pelie y nereii ¢ runepTepmueii Ha ¢oHE BUPYCHBIX 3a00eBaHuii), |
u Il TpumecTpbl OEpPEeMEHHOCTH, TEPUOJ JIAKTAIMH, TOBBIIIICHHAS YYBCTBUTEIBHOCTh K
AUETHICATUIMIOBON KUCIIOTE U IpYruM canuiiaraM. OTHOCUTENbHOE MPOTHUBONOKA3aHUE --
TpoMboLITo3 Goee 1500 x 10%/1 o pHUHHE MOBBIIIEHHOTO PHCKA KPOBOTEUCHHIA.

B Hacrosimiee — BpemMsi  BBIACNSIOT  KIMHUYECKYIO U OMOXMMHYECKYIO

acriupuHope3ucTeHTHOoCcTh  [33]. Ilog  KIMHMYECKOW  PE3UCTEHTHOCTHIO  MOHUMAIOT
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HECHOCOOHOCTh TpernapaTa IpeAoTBPaTUTh TPOMOOTHUYECKMM 3NU304 y KOHKPETHOIO
001bHOT0. BHOXMMHUYECKYIO PE3HCTEHTHOCTh OIPEAEIAIOT, KaK HEIOCTAaTOYHOE IO0JIaBJICHUE
GyHKIME TPOMOOLMTOB Ha (OHE INpHEMa INPENApPaToOB AlETUICATUIMIOBON KHUCIOTHI
YCTaHOBJIEHHOE I10 pe3yJIbTaTaM JIabOpaTOPHBIX TECTOB.

B 3aBucMMOCTM OT NpPHUYUH, NPUBEAIINX K ACHUPUHOPE3UCTEHTHOCTH, BBIIEISIOT
UCTHUHHYIO M JIOXKHYIO PE3UCTEHTHOCTh. K BO3MOXXHBIM IMpPHUYMHAM ICEBIOPE3UCTEHTHOCTU
OTHOCSIT HHU3KYI0 TPUBEPKEHHOCTh MALMEHTOB K IMpHEMY Ipenapara, JeKapCTBEHHbIE
B3aMMO/ICUCTBUS, HEaJeKBaTHbIE JI03bl Iperapara, CHHXEHHE OMOJOCTYIHOCTH, HapylLIeHHE
peryisiliui  adbTePHATUBHBIX (HE TPOMOOLMTAPHBIX) MyTEH MPOAYKIMH TPOMOOKCAHA,
YCKOpPEHHOE OOHOBJIEHHME TpPOMOOIMTOB. VCTHHHAs YCTOWYMBOCTh K alleTUICAIUIMIOBON
KHCIIOT€ MOXET ObITh O00YCJOBJI€HAa MOJUMOPPU3MOM T'€HOB  IUKIOOKCHI€HA3bl,
rnukornporennoB GPIIb/1lla, GPIba, GPVI, penentopoB P2Y 1, P2Y 12 x agenosunnudocdary.

OnHoOil U3 caMbIX M3y4aeMbIX MIPUYHUH JIOKHOW PE3UCTEHTHOCTHU K alleTHIICAIUIIUIOBOM
KHUCIIOTE SABJIAETCA HENOCTATOYHAsl KOHIIGHTpalusli IpernapaTa B KPOBH, CBsI3aHHAs CO
CHIDKEHHEM OMOJOCTYITHOCTH KHIIEYHOPACTBOPUMBIX JIEKAPCTBEHHBIX (QopMm. BaxHo
MIOMHHUTb, YTO MPH MCHOJIb30BaHUU HU3KHX (75--150 Mr/cyt) 103 KHUIIEUHO-PAaCTBOPUMBIX
¢dopM OMOAOCTYITHOCTh HUXKE, MMO3TOMY YKa3aHHBIE 103bl MOTYT OBITh HEIOCTATOYHBIMH IS
psina OOJMBHBIX.

[Ipu HenmepeHocuMocTH, HEIPPEKTHBHOCTH WM HATUYUM TPOTHUBOIMOKA3aHUU K
IpUEMY HPENapaToB aleTHICAIMIMIOBON KHCIOTH Ha3HA4aroT Kionuporpen (75 mr/cyt). A
B ciiyae Hed((HEKTUBHOCTH KON I0rpesst — Tukarpesop [33].

Tuopoxcuxapéamud”
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[uapokcuKapOaMu MOKET ObITh PEKOMEH/I0BAH Kak Tepanus 1-if JUHUK y 60IbHBIX
NIT mroboro Bo3pacta. OpHako H3-3a HAJIWYUS JAHHBIX O BO3MOXHOM JIEHKO30IN€HHOM
s dexTe, TeHOTOKCUYHOCTH Mpernapara, y MOJIOABIX MAIlMeHTOB, a Takke y OepeMeHHBIX
IPOBEACHUE TePAK T'MAPOKCUMOYECBHHOM B 1-it muHuK aumutHpoBano [1, 15, 20].

Humepgpepon a”

IIpenapatet UDHo" saBnsiorcs s¢gdexTuBHBIM cpeacTBoM Tepanuu HII, y wactu
OOJBHBIX MOXKET OBbITh TOJYYEH MOJIEKYJSpHBIA OTBEeT. OJHAKO MIMPOKOE NPHUMEHEHUE
N®Ha" orpanuyeHo Mmioxoii nepeHocuMoctsio [34, 35].

Ilecunuposannwtii unmepghepon o

B nocrynnoit nuteparype ectb MHOTo cooOuieHuit o a¢dexrtuBHocTH Tepanuu MII3
NETHJIMPOBaHHBIM ~ MHTepdepoHoM o (mdruHTepdepoH a-2a, maruHTepdepor  o-2b,
nermruarepdepon a-2b) [36--38].

Pykconumunuo

Pykcomutunu® mnokazan s nedeHus OonbHbIX UII, pe3ancTeHTHBIX K Tepanmuu
TUIPOKCHKApOaMUIOM WM NIPH MX HENEPEeHOCHMMOCTH. PexoMeHiyemas HadaigbHas 103a
npemapata cocrapnsier 10 mr 2 pasa B AeHb. [Ipu CHMKEHMHM KOHIIGHTpAIlMM TeMOTJI00MHA
Hwke 120 1/n crmegyeT paccMOTpeTh BO3MOXKHOCTH YMEHBIIEHHS 103kl mpemaparta. [lpu
CHW)KCHHH KOHIIEHTparuu remorjoduHa Huxe 100 1/ peKOMEHIOBaHO YMEHBIIECHUE JIO3HI.
[Tpu cHMXEHUU KOHIIEHTpaluu reMoryioonna Huwxe 80 r/11 1edeHne pyKCOIUTUHHOOM JTOJIKHO
ObITh MPUOCTAHOBIIEHO. JleueHue mpenapaToM MpPOAOCKAIOT IO TEX IMOp, MOKa COXpaHseTCs
TepaneBTuuekcuii ¢ dekr [15, 31].

Bycynvpan”™


http://www.rlsnet.ru/atc_index_id_3368.htm
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Bycynban® sBISeTCS LHUTOCTATUYECKUAM IIPENAPATOM AIKMJIMPYIOIIEro JeHCTBHS,
MPUMEHEHHE KOTOPOro IMO3BOJSET 3(P(EKTUBHO KOHTPOJIUPOBATH 3abosieBaHue. OmHAKO
JUIMTENBHBIA mpueM Oycynb(aHa® IIOBBILIAET DPHUCK IIPOrPECCHPOBAHUS 3a0ONICBaHUS C
ucxoqoM Bo Bropuunsiii OMJI [1, 15, 16]. Bycynsdan” cineayer HazHayaTh GOMBHBIM CTaplIe
70 J€eT, KOTOpBIE HE NEPEHOCAT rHApokcuModeBuny, UOHo'. [Ipenapar Ha3HagaroT no 2--4 Mr
eKeTHEBHO 10 cyMmMapHoii 10361 200 Mr (yposens dokazamenvrocmu D).

Bosmewenue oepuyuma xncenesa

B cnyuae nedunmTa sxenme3a, BBI3BAHHOTO KpoBomyckanuem/Dl® wunm anemuw,
pa3BHBIICHCS  BCIEACTBHE  KPOBOTCUCHHUH, B  HCKIIOYUTENBHBIX  CIy4asX  MOXKHO
paccmaTpuBaTh HEOOXOAMMOCTh TEPANUU IMpenapartaMu kene3a. [laHHyI0 Tepamuio cienyeT
MIPOBOJIUTH TIPU TIOCTOSTHHOM TIHIATEILHOM MOHHUTOPUHTE TIoKa3aTenel kposu [1].

Kpurtepun KIMHUKO-TeMaToJIOri4ecKoro orsera npu jJedyennu UII

OO0s13aTenbHBIMU  JJI1 MOHUTOPUHTA 3(P(HEKTUBHOCTU TEPANUH SIBISIOTCS KIMHHUKO-
reMaToJIOTHYeCKHe ToKa3aTenu (AMHAMHUKAa CHCTEMHBIX IPOSBICHUN  3abojeBaHUs,
MoKazatenau nepupepruueckoi KpoBH, MaJIbIIaTOPHAs OLIEHKA pa3Mepa CENe3eHKH U MEUYEHU).
PexomeHnnyemass mnepHOAMYHOCTh oOcCienoBaHMs MpejacraBieHa B Tabdia. 6. Ilpu
HEOOXOIMMOCTH (HAJIMYUE OCJIOXKHEHMH M Tp.) 4acToTa KIMHUYECKOTO U J1TabopaTOpHOro
KOHTPOJII MOXXET ObITh Oosiee WHTeHCUBHOH [1]. OTBer Ha Tepamuio ompenensercss Kak
MOJIHBIM, YaCTUYHbIH 1 oTcyTcTBHE OoTBeTa [39] (Tada. 7). CieayeT OTMETUTh, YTO Yy YaCTH
OONBHBIX TpU JedeHun npenapataMu M®Ho  wim waruouropamu JAK2 (pyKconuTHHHG)
MOKET OBITh JOCTHTHYT W MOJICKYJSIpHBIA OTBeT (TabJ. 8). OgHako NporHOCTHYECKas

3HAYUMOCTh MOJIEKYJISIDHBIX OTBETOB Heu3BecTHa. [lpu nnutenbHOM (HEe MeHee 2 JieT)


https://ru.wikipedia.org/wiki/%D0%A6%D0%B8%D1%82%D0%BE%D1%81%D1%82%D0%B0%D1%82%D0%B8%D1%87%D0%B5%D1%81%D0%BA%D0%B8%D0%B9_%D0%BF%D1%80%D0%B5%D0%BF%D0%B0%D1%80%D0%B0%D1%82
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F€MATOJIOTUYECKON U MOJEKYJISPHOW PEMUCCUU BO3MOKHBI ITOIMBITKM CHWXEHHUS JT03bI WU
OTMEHBI IUTOPETYKTUBHOMN TEPATIUH.

B nacTosmiee BpeMs HET OTHO3HAYHBIX PEKOMEHIAIMH 10 KOHTPOJIIO 3 (PEKTUBHOCTH
JICYEHHUS] HA OCHOBAaHMM HCCIEAOBAaHHUS KOCTHO-MO3TOBOIO KpOBETBOpeHHs. B pamkax
KIIMHUYECKUX HCCJIEAOBAaHUN THUCTOJIOTHYECKOE HCCIEIOBaHUE TpemaHoOWonTaTa KOCTHOTO
Mo3ra mpoBOJAT 1 pa3 B TOA AJig OLEHKHM H3MEHEHHs cTeneHu ¢(uldpo3a, MPU3HAKOB

naToMop$03a/AUCIIIa3uU PA3TUYHBIX POCTKOB MUeonod3a [1].
JCcCeHIMATBLHAS TPOMOOIUTEMHU S

Kannnyeckue nposiBjienus T

VY 6onbHbIX T MOTYT HaOIIOIATHCSI CUMITOMBI OOIIETO COCTOSIHUS -- YTOMJISIEMOCTb,
CHIKEHHE KOHLIEHTPAllUM BHUMaHUA. MUKpPOUUPKYISATOPHBIE OCIIOXKHEHHUS MPOSBISIOTCS
00JIe3HEHHBIMH TTOKPAaCHEHUSIMU B O0JIACTM TAJIbLIEB PYK M HOT, OTEKOM U >JKEHHUEM
(oputpomenanrusi). HapymeHuss MHUKpPOUMPKYJIALMU TOJIOBHOIO MO3ra (TpaH3UTOPHbBIE
UIIEMHYECKHE aTaKh) TPEJCTaBISIIOT COO0M TEepHOAUYEeCKHEe MPOXOJSIINe HAPYIICHUS
3peHus, peuu (Iu3apTpus) WM MOXOIKH, TOJOBHbIE OO0JIM, HapyllEHUE SCHOCTH CO3HaHUS,
TOJIOBOKPY>KCHHSI UM MUTPEeHH. TpoMO0IMOous -- Hanboliee pacrpocTpaHEHHOE U OMACHOe
ocinoxHeHnue npu T, BeIpaxkaroieecs B TpomM0OO3aX BEHO3HOW U apTepUaIbHON CHUCTEM, B
YaCTHOCTH, KPYIIHBIX COCYIOB OpIOIIHON ToocTH (BOPOTHOM BEHBI M €€ BETBEH,
CEJIE3CHOYHOM M OpbDKEEYHBIX BEH), BEH HIDKHHUX KOHEYHOCTEH, KOPOHAPHBIX apTepuil,
apTepuil roJIOBHOrO Mo3ra. ['eMopparmyeckue OCI0KHEHUS -- KpoBOTeueHHs. Bo Bpems

6epeMCHHOCTI/I OTMCHACTCA MMOBBIIIICHHBIN YPOBCHDb CIIOHTaHHBbIX HEBBIHAIIIMBAHUMN
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O0EepeMEeHHOCTH, TUTALIEHTAPHBIX WH(PAPKTOB C MOCIEAYIOIMIMM HAapYIICHHEM POCTa M THOEIBIO
mwioxa [1, 16, 17].
IInan o0cienoBanus 60JbHOr0 Npu AMariocTuxe 3T
Oobsa3amenvHble UCC1E008AHUS:

* cOop aHamHe3a (CTOWKHMI TPOMOOIIMTO3 B aHAJIM3aX KPOBH B TEUEHHE HECKOJIBKHUX JIET,
NIEPEHECEHHbIE TPOMOO3bl, OCOOEHHO HEOOBIYHBIX JOKAJIM3AlMi M OCOOEHHO Yy JIUIL
MOJIOZOTO BO3pacTa) M kainoO (kainoObl Ha JOKEHHWe, MapecTe3ud W OONMM B MajbIax
KACTE W CTON, HapylIeHHe 3pEeHHs, NEePeMEeXKaIONIYyIOCs XpPOMOTY, MpPHAIU3M,
KPOBOTEUYEHUS TP MUHUMAJIBHBIX TPaBMax, SKCTPaKLUU 3yOOB), OlleHKa ()aKTOPOB pUCKa
CepJCUYHO-COCYAUCTBIX 3a00JIeBaHUIA;
* (U3HKaNIbHBIA OCMOTp -- OLEHKAa OKPAaCKM KOXKM JIMLA, JIAJOHEH, CTOI, BUAUMBIX
CJIM3HUCTBHIX 000JI0YEK, OCMOTP KOKM HMXKHUX KOHEYHOCTEH (MUrMeHTauus, Tpopuieckue
paccTpoicTBa, OTEKU, FTEMOpPpArun), Majablanus NeYeHu U CEJIe3€HKH, OLIEHKa COCTOSHHUS
JIETKHUX, CEpLa, MUIIEBAPUTEIBLHOIO TPAKTA, IIOYEK;
* KJIMHUYECKUH aHaIW3 KpoBU C aupdepeHIHraTbHbIM MOJCYETOM KIETOK KPOBU C
MOMOUIBI0 aBTOMAaTHYECKOr0 aHAIM3aTOpa M C BU3YalbHbIM HCCIIEIOBAaHMEM Ma3Ka s
MOP(OJIOTHYECKON XapaKTEPUCTUKA MHUEJIOUJIHOTO POCTKa (HapylIeHHe CO3PEeBaHUs
HEUTPOPUIOB CO CABUTOM (HOPMYNBI BIIEBO, TMATOJOTUS pa3MepoB U  (HOPMBI
TPOMOOIIUTOB, SPUTPOIMTOB, HATHYUE BHYTPUKICTOUHBIX BKIIIOUEHUI, HOPMOOIACTOB);
CO3;
* MOJIEKYJSIPHO-TEHETUYECKOE HCCIIe0BaHUE TepupepruuecKol KpoBH (KadecTBEHHAs
nonuMepasnas nemnnas peakiys (I1LP) na Hanmuaue myranuu V617F rena JAK2, a pu ee

OTCYTCTBHH ompeaeneHue myrarmii renoB CALR, MPL);
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* Y3/ OpromrHoii MoIoCTy ¢ OnpeAesieHneM pa3Mepa MeUeHU U CeJIe3eHKHY,
* TPENaHOOMOTICHSI KOCTHOTO MO3ra C THCTOJIOTMYECKON OIEHKOW M TUCTOXUMHUYECCKUM
UCCJICTOBAHUEM JIJIS1 BBISIBIICHUS] PETUKYJIMHOBBIX U KOJIJIAT€HOBBIX BOJIOKOH.
Pacuwiupennan ouaznocmuka npu noomeepicoennoii 3T
* ompeleeHre KOHIICHTPAllMU ChIBOPOTOYHOTO 3Keje3a, (eppuTuHa, TpaHcheppuHa,
donreBoil KucnoTsl, BUTamuHa By, JI10;
o [1I[P-uccnenoBanue (kauectBenHnoe) Ha reH BCR-ABL1 (tpanckpuntsl p210, p190);
* CTaHJAPTHOE IIUTOT€HETHYECKOE UCCIIEIOBAHNE KOCTHOTO MO3Ta,;
* CTEpHAJbHAs WYHKIUS C TOJCYCTOM MHEIOTPAMMBI, OMPEICICHHUEC COOTHOIICHHUS
MHUEJIOUTHOTO U DPUTPOHIHOTO  POCTKOB, KOJMYECTBEHHOM H  KadyeCTBEHHOM
XapaKTePUCTUKHA METaKapUOIIUTOB;
* koarynorpamma: AUTB, tpombunoBoe Bpems (TB), MHO, ¢buGpunoren -- mpu pucke
TPOMOOTHUYECKHUX WIJIM TEMOPPArHIECKUX OCTIOKHCHUN;
* MOJICKYJSIPHO-TEHETHYECKH CKPUHUHT MapKepoB HACIEICTBEHHON TpoMOopuiIny,
TOMOIIUCTEHHA TPH HAIWYUHM TPEAIMISCTBYIOIUX TPOMOO30B M TPOMOOIMOONHIA ist
oTpe/iesIeHUs MOKa3aHUil 1 00beMa aHTUKOATYJISTHTHOM Teparnuu;
* KOHCYJIBTAIIUS COCYJIUCTOTO XUPYPTa;
* nomruieporpadusi 1epedpanbHbIX apTepuil (COHHBIX M MO3BOHOYHBIX apTEPHUil C LETbIO
oOHapy>KeHUs OJISAIICK M U3MEPCHHS TOJIIIMHBI KOMIUICKca HHTUMa--mMenua) [40, 41];
* oOlleHKa KapauomyiabMoHanbHOTO cTaryca (OKI, OxoKI) B cimywae Ttepanuu
aHarpeNuIoM,
* (hubpor30(aroracTpoCKOIMs C OLEHKON BEH MUIIEBOAA KOJOHOCKOMHUSA (151 HCKITIOUEHUS

HaJIN4YWA BApUKO3HOTO paCIMPCHUA BECH, KaK IIPOABIICHUA HOpTaﬂbHOﬁ FI/Il'IGpTCHSI/II/I);
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* CEpOJIOTWUYECKHE TECTHl JJISl JTUArHOCTUKH PEBMATHUYECKUX 3a00JjeBaHU (y MOJIOIBIX
OONIBHBIX B ClIydae Tepanuu rpenaparamu MHD ).

JMuarnocTuuyeckue kpurepuu T

Junarno3 OT nomkeH ObITh yCTaHOBJEH B COOTBETCTBUM C Kputepusmu BO3 Ha
OCHOBAaHHWU KOMIUIEKCHOM OIICHKM KJIMHMYECKOW KapTHHBI M JaOOpaTOpHBIX IOKa3aTesel
(yposenwv ookazamenvnocmu A) (Tadn. 9) [2, 17].

IIpornos

O6mmas BebKMBaeMOCTh 1pu DT HMKE 10 CpaBHEHUIO ¢ OOIIeH MOMyIISIHe; Mearnana
BBDKMBAEMOCTH cocTaBisieT okoio 130 MecsueB. OCHOBHOW NPUYMHOM, MNPUBOIAIIECH K
WHBAJTUAN3AIUU U CHUKCHHUIO TTPOJOJIKUTEILHOCTH XU3HU, Tipu DT sBIsieTcs CKIOHHOCTh K
TpoMOo03aM U TpoMOo3MOonusAM. KyMynsTUBHBIA PUCK KIMHHUYECKH 3HAYUMBIX TPOMOO30B
cocraBimsier 5% Npu  TOpPOAOKUTENbHOCTH 3aboneBanust S5 ner u  14% 1npu
npoaospkutenbHoct Oosesan 10 ner [1, 2, 20]. Tlpu ananu3ze Bei6opku 00abHBIX DT CaHKT-
[TerepOypra pacueTHas MeIMaHa BhDKMBaeMOCTH coctaBuiia 13,4 rona (161 mecsn). B nanHoi
rpynmne 6onbHbIX DT mpu anannze 10-1eTHUX JaHHBIX YacTOTa Pa3BUTUS TPOMOOTHUYECKUX
ocJokHeHur coctaBuia 31% [16].

[lpu anuTenbHOM TeYeHHH 3a00JeBaHHMS MOXKET HACTYNHUTb HCXOJ BO BTOPHYHBIN
noct-OT M® y 3--10% OonbHBIX B TedeHue mnepBbix 10 ner 3aboneBanus u y 6--30%
OOJBHBIX TPH TPOAODKHTENBLHOCTH 3aboneBanus cBoimie 10 jer. IlporpeccupoBanue
3aboneBanus ¢ ucxogoM B b® nabmogaercsa y 1--2,5% B teuenue nepsbix 10 neT Oone3nu u'y
5--8% OONBHBIX TP JITMTENBHOCTH 3a00neBanus 6onee 10 et [2, 16, 20].

CrpaTudukanus pucka TpoMOOTHYECKHUX OCa0kHeHuil mpu T
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Crpatudukanus pucka y 6onbHbix T, kak u npu UII npennasHavyeHa aiis OLUEHKH
BEPOSATHOCTH TPOMOOTHYECKUX OCIOKHEHHH. Ha OCHOBaHMM JaHHBIX MEXIYHAPOJHBIX
MHOTOIICHTPOBBIX HccienoBaHui skcriepramu BO3 Oblma pa3paboTaHa MeXIyHApOIHAS
NPOTHOCTHYECKAsl IIKajla pPHCKa pa3BUTHA apTepualbHbIX TpomOo3oB mpu OT (The
International Prognostic Score for ET -- IPSET-thrombosis) (yposens doxazamenvnocmu B)
[42]. [Ipu3Haku 1 COOTBETCTBYIOMIAs OalIbHAS OIIEHKA MpeCTaBIeHbI B Tadu. 10.

Omnpenenenne TakTuku Tepanuu npu T

Ilenu mepanuu 3T (yposenv doxazamenviocmu D):

--  TpeaynpeauTb BO3HUKHOBEHUE TPOMOOTHYECKUX WM TeMOpparuyecKux
OCJIOKHEHUM;
-- MUHMUMH3UPOBATh PUCK MPOrpPEcCCUpOBaHUs 3a00J€BaHUS ¢ UCX0A0M B mocT-OT
M® nmu OMII;
-- KOHTPOJIUPOBATH CUMITOMBI HHTOKCUKALIUU;
-- TpeAyNpeauTh OCJIOXKHEHUS B ciaydae OCEpeMEHHOCTH, XHPYpPrHUeCKUX
MaHUIYJISIAN.
LleneBoe urciio TpoMGoIMTOB coctaisier ot 150 1o 400 x 10%x [1, 15].
Memoowvt mepaneemuueckozo eozoeiicmeus npu 3T
* [IpodunakTrika TPOMOOTUYECKUX OCHOKHEHU:
-- anertuncamunuiosas kuciora  (40--325 mr/cyr), knomuporpen (75 mr/cyr),
tukionuauH (500--750 mr/cyr).
* [{lutopenykTUBHAS TEpanusi:

-- IUTOCTATUKHK: ruapokcukapbamun (10--30 MI/KT B CyTKH);
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-- UH®0o" (1,5--5 mia ME 3 pasa B Hezelo);
--  nerwiupoBanbii  MH®o (maruntepdepon a-2a, mIruHTepdepor o-2b,
nemruarepdepon a-2b+*) 45--160 Mxr 1 pa3 B Hezeio;
-- aHarpenus (2--10 mr/cyr).
* Jleuenue ocnoxxueHnuit 3a6oseBanust (TpoMO03bl, TPOMOOIMOOIUN).
CymmupoBanubie pekomernaauuu npu T (yposens dokazamenrvnocmu C):
1. Jlns Bcex OOIBHBIX.
-- MpoQUIAKTHKA CEPAEYHO-COCYIUCTHIX 3abosieBaHuil (ycTpaHeHue (PaxTopoB
pHucKa);
-~ mpemapaTel  aUeTWICAIUMIUIOBOW  kmcinotel  (40--325  wmr/cyr), npwm
PE3UCTEHTHOCTH W/WJIM HETIEPEHOCUMOCTH alleTHIICATHIIMIIOBON KUCIOTHI MTOKA3aHO
Ha3HAueHHe JIPYrUX Je3arperaHToB -- kiaomuporpen (75 Mr/cyT), TUKIONUIMH
(500--750 mr/cyr);
-- MJIAHOBBIE XHPYPTrUYECKUE BMENIATENIhCTBA U JICUCHHE Y CTOMATOJIOTra JOJDKHBI
OBITH OTJIOXKEHBI JO HOPMAaIM3alMU ToKaszarened TpomOouuToB. [IpoBoguMmas
Tepanusi JAO0KHA OBITh 3a0JIarOBpPEMEHHO (B COOTBETCTBUU C (PapMaKOKHHETHUKOU
MPUMEHIEMOTO TIperapara) MpeKpanieHa 0 OIEepPaTHBHOTO BMEIIATEIbCTBA U
MPOAOIIKEHA TIOCIIE.
2. JInst GOTBHBIX TPYMIBI HU3KOTO PUCKA -- HAOIIOIEHUE.
* [{[utopenykTuBHas Tepamnus MOKa3aHa B CIIydasx:
-- TpoMOotnmTo3 6osee 1500 n3-3a prucka KPOBOTEUCHHIA;

-- IEpECa IMIAHOBBIMU XUPYPTUUCCKUMHU BMEIIATCIILCTBAMMU,
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-- IporpeccupoBanne 00Je3HN (YBEIMUCHHE YnCiIa TpoMOOuTOB Oosee ueM Ha 300
3a 3 Mecsla, MOSBICHUE CIUIEHOMETAJIUU, TIOSABJIEHUE KOHCTUTYLIHOHAIbHBIX
CHMIITOMOB);
-- OCJIO’)KHEHHUS (TPOMOO03 MIIM KPOBOTEUEHUE).
3. Hnst OONBbHBIX TPYMIBI TPOMEXYTOYHOTO pHUCKa (BbIOOp Mpemapara oOmpeneiseTcs
BO3pPacTOM OOJIBHOTO):
« Bo3pact 10 60 net: 1-a nuHUA Tepanuu -- Habmonenue, UOHo  w/unm anarpenun; 2-s
JIMHYS TEPAIMH -- THAPOKCHKApOAMK W/MIIY aHATPEJIUL;
« BospacT crapumie 60 ner: 1-9 IMHMS TepaluM -- THAPOKCHKApOAMHUI ; 2- JIHHHS
Tepanuu: aHarpeau u/uam UOHao';
4. J151st GOJIbHBIX TPYIIIBI BBICOKOTO PUCKA!
« Bo3pact 10 40 ner: 1-a nuuus Tepanuu -- UOHo" n/unu anarpenun; 2-1 IUHUS
Tepanuy -- THAPOKCHKApOaMus
« Bo3pact crapure 40 jeT: 1-1 IMHMS Tepanuu -- THAPOKCHKApOaMu | 2- JIMHHSA a
Tepanuu -- Harpeau u/uan UOHa'.

CoueraHHas Tepanusi (THApPOKCHKAapOaMuj + aHarpenuj, THApPOKCHUKapOamuj +
N®Ho") MOXKET cTaTh aJbTEPHATUBON B KaueCTBE TEPalUM 2-i JIMHUU y GONIBHBIX, €CIIH IIPU
MOHOTEpANH pa3BUBAIOTCA 1MOO0YHBIE 3()()EKTHI, HE MO3BOJISAIONINE TPUEM JI03BI MperapaTa,
aJIeKBAaTHOM N1l KOHTPOJISI YPOBHSI TPOMOOIIUTOB.

IIpenapamut ayemuicanuyuI06oil KUciomol
B peTrpocnekTMBHOM WHCCIIEIOBaHMM C BKIOYeHHEM OonbHbIX OT ¢ cepaedHo-

COCYIUCTBIMU (baKTOpaMI/I pUCKa UCIIOJIB30BaHUEC IIPEIIapaToB aHGTI/IJ'IcaJ'II/IHI/IJ'IOBOf/i KHUCJIIOTBI*
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SIBIJIOCH 3()(DEKTUBHBIM METOJIOM MPO(HIAKTHKHA BEHO3HBIX M apTepHaIbHBIX TPOMO030B [43].
Huskue 10361 alleTWICATUIMIOBOM KHCIOTH HOKa3amd 3QQEKTUBHOCT Ul NPO(QHIAKTHKH
pa3BUTHUS  MHUKPOIMPKYJISATOPHBIX  HapylmeHud  (rojioBHass 00Jb, TOJIOBOKPYXKEHUE,
MPEXOASIINE HEBPOJIOTMUYECKUE HApyUIEHUs IIyM B yIIaX, aTUIWYHbIE OONM 3a TpyauHOM,
mapecTe3uu, spurpomenanrus) [44].

HasHaueHue IpenaparoB aleTUIICAIHIIIOBON KMCIOThI COBMECTHO C aHATPEIUIOM
TpeOyeT OCTOPOKHOCTH M3-3a MOBBIIIEHHOTO pPUCKA KPOBOTEUYEHUH U HE MOXKET OBbITh
PEKOMEHI0BAHO MAI[MEHTaM C KPOBOTEUCHUSIMHU B aHAMHE3E.

Tuopoxcuxapoamuo”™

TepanesTuueckuii >QPexT TrUApoKcHUKapOamMuga®  3aKIo¥aeTcs B CHUKEHHH
TPOMOOIINTO3a, NPOPUIAKTUKE TPOMOOTHUECKHX ocioxHeHui. B wuccnemoBanuu PT-1
nokasana Gonbmas >(PPEeKTUBHOCTh THAPOKCUKAPOAMUAa B CPABHEHHH C aHATPEIMIOM B
MPEAOTBPAIICHUH apTepUalbHBIX TPoMO030B [45, 46]. OnpenencHHbIE OMACEHUs BBHI3BIBACT
BO3MOXHBIA JIEHKO30T€HHBIA 3(PPEKT Npu IUTETHHOM TPUMEHEHHH, B CBSI3U C UYeM
ruapokcukapoamMu B 1-i IMHUM Tepamnuu y MOIOIBIX OOJNBHBIX C OKHAAEMON JJIUTETLHOM
IIPOJOJIKUTENIBHOCTBIO KU3HHU CIIEyET Ha3HA4YaTh C OCTOPOKHOCTHIO.

['uapokcukapbaMua PEKOMEHIYETCS Kak Mpernapar BhIOOpa B KadecTBe Teparmuu 1-i
JTUHUM Y 607bHBIX DT ¢ IpOMEKYTOUHBIM PUCKOM pa3BUTHs TPOMOO30B B Bo3pacTe crapiie 60
netr u 'y 6oapHBIX DT ¢ BBHICOKMM PHUCKOM pa3BUTHS TPOMOO30B B Bo3pacTe ctapuie 40 neT
(yposenv dokazamenvHocmu B).

['mapokcukapbaMua* HE ClIeAyeT HCIOJIb30BaTh B MEPBOM M BTOPOM TpPUMECTpax

OepeMEHHOCTH WM MIPH IJIAHUPOBAHUN OEPEMEHHOCTH.
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Kputepun pe3sucTeHTHOCTH/HENEPEHOCUMOCTH THAPOKCUKapOamuaa* y 00ibHbIX DT
onpeneinensl ELN B 2009 r. [32]:
1. TpomGouuTs! Beime 600 X 10%1 noce 3 MecAIEB TePAINU THAPOKCHKAPOAMHUIOM

2000 mr/cyt (2500 mr/cyT y 60IbHBIX Maccoi Tema 6osee 80 Kr).
Huimm

2. Tpom6GouwmTs! Beime 400 X lOg/n, JIEHKOLUTEI HIDKE 2,5 X 109/J'I, pu J1r000# 103€e
ruapokcHKapbamMua’.

i

3. TpomOomuTer Bbimie 400 X IOQ/J'I, remorjioond Hwke 100 r/m, mpu mobol mo3e
ruapokcHKapbamMua’.

i

4. S3BeI  Ha  TONEHSIX WM  Jpyras  TOKCHYHOCTb,  OIOCPEIOBAHHAS
TUIPOKCUKApOaMUIOM HpH JIF00O0M J03€ THAPOKCUKapOaMua .

5. JIuxopaska, BEI3BaHHAs MPHEMOM THAPOKCHKApOaMu/a .

Ilpenapamvr HOHa *

NU®Ha" pekoMeHAyeTcs Kak IpenapaT BhIOOpa B KauecTBE Tepamuu 1-i nuHUM y
601pHBIX DT ¢ TPOMEKYTOUHBIM PUCKOM pPa3BUTHSL TPOMOO30B B Bospacte 10 60 ner u y
GonbHBIX DT ¢ BBICOKMM PHCKOM pa3BHTHsi TpoM6030B B Bospacte g0 40 nmer. MOHa'
SIBIISICTCS TIPEAMOYTUTEILHBIM TIpernaparoM 1-if TUHUM y MOJNOABIX MalueHTOB. Ero MOHO
OPUMEHSATh My OOJBHBIX crapmie 60 JeT mpu PEe3UCTEHTHOCTH /WM HEMepeHOCUMOCTHU
TUIPOKCUKApPOAMUIOM B Ka4€CTBE Tepanuu 2-i nuHun (yposens doxazamenvrocmu C).

Hezunuposannviu HOHa
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B noctymHoit urepaTtype BCTpedaeTcss MHOTO COOOIIeHU 0 3P PEKTUBHOCTH Teparuu
MII3  nerwmupoBanHbiM M ®Ho  (mruarepdpepon  o-2a, maruHTepdepoH  a-2b,
nemruarepdepon a-2b) [36--38].

Anazpenuo

AHarpenua UHTUOUpyeT GyHKIUIO TPOMOOITUTOB, ToAaBss hochoaudcTepasy Tumna 3
C TOCJICIYIOIIMM YBEIMYCHHEM YPOBHS IHMKINYECKOrO ajaeHo3MHMOHO(pochara (mAMD)
peopraHmzanueil  IUTOCKeNneTa, akTuBanued  ¢uOpuHOreHa. AmnHarpenun  obOiagaet
CIIOCOOHOCTBHIO BIUATHh Ha (DYHKITMU TPOMOOIMTOB (aHTHArperaHTHBINH 3(PQeKT), HO yKe TpHU
HU3KUX J03aX BBI3bIBACT MajieHue uucia tpomobouutoB [47]. IIpemapar cinegyer Ha3zHayaTh
TOJIBKO TIOCJIe KapAHOJOTUYECKOTO oO0cienoBaHus. Y OOJBHBIX HIIEMHUYECKOW O0JIe3HbIO
ceplla JIeYeHUE HAYMHAIOT TOJBKO IIOCIE OLEHKH I0JIb3bl W MOTEHIMAIBHOIO pHUCKA.
[Ipenmapar He crnemyeT mHpuUHUMAaTh BMecTe C Kkode. Pexkomenayemass HavalbHas J03a
anarpenuga | mr wim 0,5 Mr 2 pasa B CyTKH, KOTOPYIO YBEIMYMBAIOT Kaxple 5--7 nHeit Ha 0,5
MI' JI0 TeX MOp, MOKa KOJUYECTBO TPOMOOUUTOB He cHU3UTCA. CpemHsis CyTOYHas J03a
coctBisieT 2 mr. Crefyer MCIoJIb30BaTh MUHUMANIbHYIO 3D ()EeKTUBHYIO 103y, KOTOpas Oynmer
JOCTAaTOYHOM JJISI TOJIep KaHUsl KOJTMYECTBa TPOMOOIIMTOB HIke 600 X 10%mn, a B uneane --
JI0 HOPMAJIBHBIX MMOKA3aTENEH.

BonpmuHcTBO MOOOUHBIX A(D(PEKTOB SBISIOTCS J0303aBUCUMBIMU, C1A00 BBHIPAXKEHBI U
MPEeXOAsiid M HE TPeOYIT MPOBEICHUS JICUCOHBIX MEPONPUATUN I WX YCTpPaHCHHS.
Haunbonee vacTeiMu HEXENAaTETbHBIMU SBICHUSMU SIBJISIOTCS TOJOBHBIC OO, TaXWKapAus,
3a/IepKKa SKUJIKOCTH, CEpJeYHash HEJOCTAaTOUYHOCTh, apUTMUU. YacToTa U BBIPAKEHHOCTh

NOOOYHBIX PeaKIfii CHIKASTCS IPU MPOJOKEHIH Tepanuu [47].


http://www.rlsnet.ru/atc_index_id_3368.htm
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[TokazaHusIMM K Ha3HAYCHHUIO aHATPENUA SIBISIIOTCS: Tepanus 1-if THHUN y OOJIBHBIX
OT ¢ npoMeKyTOUHBIM PUCKOM pa3BUTHS TpPOMO030B B Bo3zpacte 10 60 siet u y 0onbHBIX DT ¢
BBICOKMM PUCKOM pa3BUTHS TpoMO030B B Bo3zpacte A0 40 jer; tepanus 2-1 TMHUM y APYTUX
KaTeropuii OOJBHBIX C MPOMEKYTOYHBIM U BBICOKHM PHCKOM Pa3BHTHs TPOMO030B (yposers
ookaszamenvrnocmu B) [1, 15, 20].

MOHHUTOPHUHT OTBETA NPH JedeHUn 00JbHbIX T

CBoeBpeMeHHOE TPOBEJCHUE OLEHKH J(PPEKTUBHOCTH TEpamuu C  TTOMOIIBIO
CTaH/JApTU30BaHHBIX METOJOB IIO3BOJISIET TOJNIYYUTh TOYHBIE JaHHBIE O pe3yJbTaTax
MIPUMEHEHHUSI Pa3HBIX CIIOCOOOB JICUCHUSI U CUCTEMATH3UPOBATh TAKTUKY TEPAIUU C IEJIbIO €€
UHANBUAYyaIn3auu. Pexomenayemas mepuogudHOCTh 00CIeOBaHMs MpEACTaBlIieHa B Ta01.
11. Tlpu HEoOXOAUMOCTH (HAIMYUE OCIOXKHEHUM U Jpyrue (akTopbl) 4aCTOTa KIMHUYECKOTO
1 JJabOpaTOPHOI'O KOHTPOJISI MOXKET ObITh OOJIee MHTEHCUBHOM [1].

TakTuka BeAeHUS TAIMEHTOB B HACTOSIIEE BpPEMs 3aBUCUT TOJBKO OT KIWHHUKO-
reMaTOoJIOTUYECKOTO OTBeTa Ha Tepanuto (Tadsua. 12). Cieqyer OTMETUTb, YTO Y YaCTH OOJIBHBIX
npu nedenuu npenaparaMu MOHo" MoxkeT OBbITh JOCTUTHYT M MOJIEKYISAPHBIA oTBeT. OHAKO
MPOTHOCTUYECKAs] 3HAYMMOCTh MOJICKYJSIPHBIX OTBETOB HeusBecTHa. [lpu nmnmurTenpHOMN
(BEpOATHO HE MEHee 2 JIeT) IeMaToJOTHYEeCKOW U MOJEKYISIPHOM pPEMHUCCHH BO3MOKHBI
MOTBITKH CHUKEHUS J03bI WU OTMEHBI IIMTOPEIYKTUBHOM Tepanuu. B HacTosiee BpeMs HET
OJIHO3HAYHBIX PEKOMEHJANMNA 10 KOHTPOI A(OPEKTUBHOCTH JIEUYECHUS HA OCHOBAHHUH
UCCIEA0BaHUsI KOCTHO-MO3TOBOTO KpPOBETBOpEHMs. B pamkax KIMHMYECKUX HCCIIEIOBAHUI

TUCTOJIOTHYECKOE UCCIICIOBAHUEC TpGHaHO6I/IOHTaTa KOCTHOI'O MO3ra nmpoBoauT 1 pa3 B roa i
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OLIGHKA HM3MEHEHHs CTeneHu (¢(udpo3a, MPHU3HAKOB MaTOMOp(o3a/aUCIia3uy  pa3IUIHbIX
POCTKOB Muesnomnod3a [1].

TPAHC®OPMALUA MCTUHHOM HOJMOUTEMUHU n
3CCEHIIMAJIBHOM TPOMBOIIUTEMUU B MUEJIO®UEPO3

Knunuyecku tpaHchopmanus B MHETOPUOPO3 MaHUPECTHPYETCS CHUKEHUEM
MOKa3aTeaeil KpoBU (YacTo -- aHEMHUs), MOSBICHUEM <«JIEBOTO CJIBUIa» TIPAHYJIOLUTAPHOIO
pOCTKa M JPUTPOKAPUOIIMTOB B TeMOTpaMMe, YBEIMYEHUEM CEJEe3€HKHU, YTO OOYCIIOBIECHO
MOSIBJICHHEM SKCTPaMEyJUISIPHOTO MUEION033a.

Mopdonorudecku, 6€3ycia0BHO, MPUCYTCTBYeET ¢x0AcTBO nmocT-UI1 M® u nepBuyHOrO
muenopuoposa. K ornuuurensapiM npusHakaMm nocT-UIT M® B otnmune ot [IM® crnemyer
OTHECTU pEAKOCTh (OPMHUPOBAHUS IUIOTHBIX KJIACTEPOB MErakapHuoOLUTOB, OTCYTCTBUE
YPOITUBBIX TUIEPXPOMHBIX/aTUITAYHBIX bopm, u TUIEPCErMEHTAIUIO anep
MPEUMYLIECTBEHHO Pa3pO3HEHHO PACTIONOKEHHBIX METraKapuOIMTOB CPEAN PETUKYJIMHOBOMN U
KOJUIareHoBOW  cTpombl. KileTkm ¢ HapylmeHuUsMH  sA€PHO-LIUTOIIA3MAaTHYECKOIO
COOTHOIIIEHUSI C KPYMHBIMH THIIEPXPOMHBIMH THUIOJOOYISPHBIMU siipaMu  (C  HE3peson
MOp¢oJIOoTHEl) HEMHOTOYUCIICHHBI.

[Ipy Hanmuyuu B reMorpamMme WM muenorpamme Oonee 20% kieTok ¢ OlacTHOM
Mopdoiiorueit nuarHoctupyercs OmactHas Qasza. [lpu wanumuum B remorpamme OGonee 10%
ONacTHBIX KJIETOK -- (pa3a akceneparuu [2].

K mporpeccun/tpanchopmaruu UII crnenyer otHocuth mosiBieHue MJIC-mogoOHBIX
MOp(]OTOTHYECKUX TPU3HAKOB (BO3MOXXKHA TpaHchopMamusi B MHUEIOIUCIIIIACTHYCCKHMA

CHHJIIPOM), TOsIBJICHHE HeWTpoduiesa (MO TUMY XPOHHYECKOTO HEUTPO(MIBHOTO JIEHK03a),
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BbIpakeHHOTO MoOHonmTo3a 1 MJIC/MII3-n1oo0HBIX TpHU3HAKOB (IO TUIY XPOHUYECKOTO
MHEIIOMOHOIIMTAPHOTO Jieliko3a [17].

Mexnaynaponuoit paboueit rtpymmoit IWG-MRT  paspabotanbl KpuTepuu s
yctaHoBieHus: quarHo3a noct-UIl M®, noct-OT M®. JlanHbie KpUTEpUH JIeKAT B OCHOBE
kinaccudukamuu BO3 (2008) [2].

Obs3amenvrble Kpumepuu.:

1. IlepBuuno nuarHoctupoBaHHas cornacHo kputepusm BO3 2008r DT unu UIL.

2. ®ubpo3 koctHoro mo3ra MF 2-3 o EBporieiickoii cucteme rpagamuu

Jlononnumenvhvie Kpumepuu:

1. AnmemMuss WIM CHI)KCHHE KOHIIGHTpalmu TemorioOuna He meHee 20 r/m ot

UCXOTHOM.

2. JleitkoapuTtpobiacTuueckas KapTuHa nepudepudeckoil KpoBH.

3. YBenuueHue pazMmepa CeJIe3eHKH (MaJbIupyeMasi celie3eHka 0oyiee 5 ¢cM OT Kpas

pebepHOil Tyru) WK MOSBIICHUE CTNICHOMETANH.

4. TToBbiienue koHueHTpauu JI/I" cCBIBOpOTKH KPOBH.

5. [NosiBNeHNE KOHCTUTYITMOHATBHBIX CUMITTOMOB.

s ycranoBienus nuartHosa noct-UIT M® unu nmoct-0T M® HeoOXoaumMo Hanudue
JIBYX 00SI3aTEIIBHBIX M, KAK MUHUMYM, JIBYX JTOTIOJTHUTEIILHBIX KPUTEPHUECB.

[Tpu nosiBnenuu tpancopmanuu B noct-UIl, moct-OT MO, takTuka BeaeHHs Takas

ke, kak npu [IMO.
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IlepBuuHbIii MUe0PUOPO3

Kimnun4yeckasi xapakTepucTuKa

Knunnueckass kaptuna npu [IM® xapaktepusyeTcss MHOTooOpa3ueM MpOsiBICHUH.
HavanbHbiil nepuon 001€3HM y OOJIBIIMHCTBA MAMEHTOB MOXKET MPOTEKATh OECCUMITOMHO
Ha MPOTsDKEHUU psia jeT. Hepenko npusHaku 3a0ofieBaHrs 0OHAPYKUBAIOT HEOXKHUIAHHO TIPU
BBINIOJIHEHUHU KJIMHUYECKOr0 aHajin3a KPOBH HA MPO(PHUIAKTUYECKOM OCMOTpPE WU IO MOBOAY
conyTtcTByronen narojaorud. Knunnueckue nposiinenusa [IM® He UMEIOT MATOTHOMOHUYHBIX
CHUMIITOMOB U CKJIaJIbIBAFOTCS U3 HECKOJIBKMX CHHIpOMOB [1, 16]:

* CHHIPOM OIyXOJE€BOM MHTOKCHUKAIlMM -- Tporpeccupyromas ciaabocTh He

COOTBETCTBYIOIIasd CTEIIEHH AHEMHUH, CHI)KEHUE amnleTuTa, MOTepsl MacChl Tena,

MOTJIMBOCTh, CyOdeOpusibHasi TemriepaTypa, OOJM B KOCTSIX, CyCTaBaX, 3yA KOXH,

yXyJIEHUE TEYEHUS COMyTCTBYIOMIMNX 3a00JI€BaHU;

* CHHJpPOM OINYXOJieBOM mpoiudepanuu -- OOJM U UYYBCTBO TSXKECTH B JIEBOM

nojipedepre, CBA3aHHOE C YBEIMUYEHUEM CEJIe3€HKH, reNaTOMETalnusl, Ipy JUTUTEIbHOM

Te4eHHH  3a0oiieBaHMsi y  OONBHBIX MOTYT TakKe  pa3BUBAThCA  OdYaru

IKCTPAMEIYJUISIPHOTO KPOBETBOPEHHS B JpPyrux opraHax (JuMdaTudecKue Y3Ibl,

JIeTKHe, TUIEBpa, OpIOIIMHA, CHUHHOW W TOJOBHOW MO3T, KOXa, MSTKHE TKaHU

KOHEYHOCTEH), 00YCIOBIUBAs KIMHUYCCKUE MPOSIBICHUS, CBA3aHHBIC C TIOPAKCHUEM

ATUX OpPraHoOB;
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* QHEMHUYECKUN CHUHJPOM -- 001Iasi c1aboCTh, OJBIIIKA, CHIDKEHUE TOJIEPAHTHOCTH K
(¢uzuyeckoit Harpyske, OJETHOCTh KOXH M CIHU3UCTBIX OOO0JOYEK, TaXUKapAus,
TUMOTOHMS, YXYIIICHHE TEYSHHS CepICUHO-COCYAUCTHIX 3a00IeBaHU;

* TPOMOOTHUYECKHE OCIOXKHEHUSI -- TPOMOO3BI U TPOMOOIMOOIUU COCYJOB Pa3HBIX
OpraHoB W TKaHEH, TpoMOoGhIeONTHI epudeprudecKux cocyaoB, HHMOAPKT MUOKapAa,
HapyIIeHUs] MO3TOBOTO KPOBOOOpAIICHUS, KOTOPbIE MPU OECCUMITOMHOM TEUECHHH
[IM®, cayxat MmoBoJIoM K 00CJICIOBaHHIO U YCTAaHOBJICHUIO nruarHo3a [IM®;

* CHHIPOM HWH(MEKIMOHHBIX OCIIOXHEHHH -- pPa3BUTHUE OIIMOPTYHUCTHUYECKUX WIH
0oJiee TSKEI0€e TeUeHHe OOBIYHBIX MH(PEKIIMOHHBIX 3a00JIEBAHMUIA;

* reMOpparuyeckuii CUHJIPOM -- KPOBOTOUYMBOCTH NMPU MUHUMAIbHBIX TPaBMax WM
CIIOHTaHHBIE TETEXWAJIbHBIE WJIM CHUHSYKOBBICE KPOBOMBIHUSHMS, NPUUMHAMHU
KPOBOTOYMBOCTH MOTYT SIBISTHbCS TpomOouuToneHuss Ha ¢oHe ¢Gudpo3a KOCTHOTO
MO3ra, TUMEPTPOMOONMTO3 U BTOpUYHBIN gedunut Qakropa Bumiedpanna,
KOaryJsomnartus BCIEACTBUE HApYIICHUS (DYHKIMHM TEYEHW W Pa3BUTHS TMOPTAIBHON
TUNIEPTEH3UU;

* KJIMHHUYECKHUE TMPOSABIECHUS, OOYCIOBICHHBIE KOMIIPECCHEH OpraHoB, 3a CYET
BBIPA)KEHHOU CIUICHOMETrajluu, TenaToOMEralinu;

* TIOpTaJIbHASI TUTIEPTEH3US (BBIACTSAIOT CIACAYIONINE MPUYUHBI MTEUYEHOYHBIX OJIOKOB:
MPECUHYCOUIATBHBI  TPOMOOTHYECKH  OJOK, CHHyCOHWJajdbHasi OOCTPYKIIHS,
MMOCTCUHYCOUIANIbHBIN OJ10K TI0 TUIy cuHapoma banna--Kuapn).

ILnan o0cienoBanus 00JbHBIX NpHU AUaArHocTuke [IM®

Obs3amenvrble UccIe008aHUAL.

* cOOp aHamMHe3a | ka0, oreHKa (GaKTOPOB PUCKA CEPIACUYHO-COCYAUCTHIX 3a00JIEBaHMI,
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* pu3uKaTBHBIN OCMOTP (OIIEHKA OKPACKU KOXKU, BUTUMBIX CIU3UCTHIX 000JI0UEK, OCMOTP
KOXXKM HIKHUX KOHEYHOCTeH (IUIMEHTalMs, Tpo(HUUecKue paccTpoiicTBa, OTEKH,
reMoOpparuu), Maiblalus I[EeYEeHU U CEJIC3eHKH, OIIEHKa COCTOSHUS JIETKHX, Cepjla
MUINEBAPUTEIBLHOTO TPAKTa, MOYCK);
* KIMHMYECKHH aHanmu3 KpoBU ¢ JuddepeHlnasbHbIM MOJACYETOM KIETOK KpPOBU C
NOMOUIBI0 aBTOMAaTUYECKOTO aHAIM3aTOpa; HCCIENOBaHUE MOP(OJIOTUU SPUTPOLUTOB,
TpoMOOIHUTOB, HeHTpoduos; COD;
* MOJIEKYJISIpHO-TEHETHUECKOe HCCleoBaHue mnepudepudyeckoil kpoBu (KauyecTBEHHas
[TI[P na Hammume myrtaruu VO617F rena JAK2, a mpu ee OTCYTCTBUM -- ONpEICICHHE
mytanuu reio CALR, MPL);
* Y3U OpromrHoii moJI0CTH ¢ OMpeIeTICHUEM pa3Mepa MeUYeHH, CeJIe3EHKH;
* TPEMaHOOMOICHSI KOCTHOTO MO3ra C THCTOJIOTUYECKON OLIEHKOW U TUCTOXUMHYECKUM
HCCIIEOBaHUEM JIsl BBISIBIICHUSI PETUKYJIMHOBBIX M KOJJIAT€HOBBIX BOJIOKOH;
Pacwupennas ouacnocmuxa npu noomeepaicoennou IIMD:
* MOJICKYJSIPHO-TEHETHUECKOE HCCle/loBaHle Mepudepruueckoid KpPOBH: OMNpEJEICHHE
auienbHOM Harpy3ku mytaHtHoro JAK2V617F u «mukoro» tumoB rena JAK2 meromom
[1LIP B pexxume peanbHOro BpEMEHU;
* omnpeneieHUEe KOHIEHTPALUKM CHIBOPOTOYHOTO >Kene3a, (eppuTHHA, TpaHCceppuHa,
donmeBoit KUCIOTHI, BUTaMuHa By, O110;
* [II{P-uccnenoranue (kauectseHHoe) Ha reH BCR-ABL (tpanckpuntsi p210, p190);

* CTAHAAPTHOC HMTOTCHETHYCCKOC UCCICA0BAHUEC KOCTHOT'O MO3ra,
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* CTEpHaJbHas NYHKUUS C [OJCYETOM MHEIOIPAMMBI, ONPEIEIEHUE COOTHOIICHHUS
MHUEJIOUJHOTO W SPUTPOMIHOIO  POCTKOB, KOJMYECTBEHHOM M  KaueCTBEHHOM
XapaKTePUCTUKUA METaKapHUOIIUTOB;
e Omoxumuyeckuid aHanusz kpoBu (o0mmit Ounupyoun, ACT, AJIT, JIAI, moueBas
KHCIJIOTa, MOYECBHHA, KpEaTHUHUH, 00IIHI O0eNoK, anb0yMuH, menodHas ¢ocdarasa);
» koarynorpamma (AUTB, TB, MHO, ¢uOpunoreH) npu pucke TpoOMOOTHUECKHX WIH
reMOPParu4ecKux OCIOKHEHUH;
* MOJIEKYJSIPHO-TEHETHUYECKH CKPUHUHT MapKepoB HACJEICTBEHHON TpomOopuiInmy,
TOMOIIMCTENHA;
* KOHCYJIbTAlUS COCYAHUCTOTO XHUPYypra Mpu HAIMYUU TPEALICCTBYIONIMX TPOMOO30B H
TpoMO0OIMO0IIHIA;
* pomnrieporpadus nepedpanbHBIX apTepuil (COHHBIX U TMO3BOHOYHBIX apTepUil C LEIBIO
oOHapy»KeHus OJIAIIEeK U U3MEPEHUs TOJMIUIMHBI KOMIUIEKCA HHTUMa--Me/Ina).
» mapkepbl renatuta B (HBsAQ), 1gG-anturena k Bupycy renaruta C, peaxius
Baccepmana, BUY tunos 1,2;
* V3U (nonmieporpadusi) opraHoB OPIOITHOM MOJOCTH, COCYAOB MOPTATbHON CUCTEMBI;
* MPT OproiHo# MOJIOCTH ¢ OmpejielieHneM o0beMa CENIe3eHKH; MPU OCTPOM OO0JIEBOM
CHUHJPOME B JIEBOM MojApeOephe, MPHU MOJ03PEHNUN Ha HH(DAPKT CeIe3eHKH, MPU TpoMOo3e
B CUCTEME TIOPTAIHHBIX BEH,
* (¢ubpor3odaroraCTpoCcKONusi € OLUEHKOW BEH NHUIIEBOJA; KOJOHOCKOmMs (s
WCKITIOUEHUSI HAJMYUS BApPUKO3HOTO DPACIIMPEHUS BEH, KaK MPOSIBICHHS IMOPTATIbHOU

TUIEPTEH3HHN);



50

e o0mmi aHanu3 Mo4HM (0OpaTUTh BHHMAHHE HA HAJIWYHUE YPATOB, JICHKOIHMTYPHIO,
OaKTEepPUypHIO).

Juarnocruyeckue kpurepuu IIMP

Cornacuo knaccudukaru BO3 (2008, 2016), muarno3 [IM® ocHOBaH Ha COYETaHHU
KJIMHAYECKUX, MOP(POTOrHIECKHUX, MOJCKY/SIPHBIX XapakTepuctuk (Taoa. 13) [2, 17].

IIpornos

[TponomxuTenbHOCTh KU3HU 00bHBIX [IM® Ha 31% MeHbllle, yeM B MOMYJISAIUU Y
JOJel TOro ke mojia ¥ Bo3pacta. CpenHsis MPOJOIKUTEIbHOCTh JKU3HH COCTABISIET 5 JIET,
X0Ts1 OoJiee MoJIoibie 0OJIbHBIC MOTYT JKUTh Jaouibiie [48--50]. [Ipu ananuse BbIOOpKH U3 315
601pHBIX [IM® MenuaHa MpoOAOKUTEIHHOCTH KM3HU OT MOMEHTA YCTAHOBJICHMS JHArHo3a
cocraBmia 7,6 roaa [16].

Jlnst onpenienieHusl TAKTUKU Tepanuu, Heo0XouMa TOYHas OleHKa WHIUBUIYaTIbHOTO
nporuo3a 6onpHoro. B 2009 r. F. Cervantes u coaBt. [48] npemnoxuian MexIyHapOIHYIO
mKany orneHku nporuosa (International Prognostic Scoring System -- IPSS). /lannas mikana
CIY’)KUT ]ISl ONpe/eNICHUs] TIPOrHO3a Ha MOMEHT YCTAaHOBJICHUS TUArHo3a. BeLau BBISBIICHBI
cienyronye (GakTopbl, BIMSIONIME HAa BBDKHMBAEMOCTH OOJIBHBIX: BO3pPACT, KOHIICHTpPAITUS
reMOrJIOONHa, MPOIEHT OJACTHBIX KIETOK B Mepudeprudeckoil KpOBU U HAIHYKWE CHUMIITOMOB
OIMYyX0JICBOM MHTOKCUKAIMU. B cO3aHHON MPOTrHOCTUYECKON CHCTEME MUCTIOJIb3YIOT OaIbHYIO
OLICHKY, TJIe KaXJIOMy U3 MPHU3HAKOB MPHCBaMBAIOT MO OAHOMY Oamty (Ta6a. 14).
PazneneHHbIC 1O KOJWUYECTBY MPOTHOCTUYECKUX OaIoB TPYMIBI OOJBHBIX CTATHCTUYCCKU
3HAYUMO PA3IMYAIOTCS MO JUTUTEIILHOCTH OOIIEeH BRKUBAEMOCTH.

B 2010 r. F. Passamonti u coart. [49] momudunupoBanu cucremy IPSS ¢ momorisio

NpUCBOCHUS (PakTOopy KOHIEHTpauusi remornobouHa menee 100 r/n 2 GamnoB BMecto 1 m
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OmeHKU B 1 Oamn KOHIEHTpanuu TpoMOOomuToB Menee 10 X 10%n1. Taxxke ObLIa M3MEHEHA
KIacCU(pUKAIMS IO TPYIIaM PHCKa COOTBETCTBEHHO Oamtam (Tadua. 15). HoBas cucrema
Dynamic IPSS (DIPSS) cnocobna mpeackasbiBaTh PHCK TpaHCHOpMAIUU B 000N MOMEHT
MOJICUETA, a HE TOJNBKO MPH YCTAHOBJICHUH JUArHO3a.

[Tocnenyrommii aHamU3 MHOTOIEHTPOBBIX JaHHBIX IMOKAa3aJ, YTO HE3aBHUCHUMBIM
MPOTHOCTUYECKAM  (AaKTOPOM  SIBJISIFOTCS ~ 3aBHCHMOCTh ~ OT  reMoTpaHchy3uid U
IIUTOTCHETUYECKHE aHOMAJTNH (M30JIMpOBaHHbIC Hapymenus +8, 7/7q, 1(17q), inv(3), 5/5q, 12p
wm nepectpoiika 11023). C yuerom stux nmanubeix N. Gangat m coast. [50] momonHMIM
CUCTEMY CTpaTH(PUKAUHA XapaKTCPUCTUKONW KAPUOTHUIIA W TPAHCPY3MOHHBIM CTATyCOM H
anpoOupoBanu Ha 793 OonbHBIX (Tada. 16). HoBas cucrema crpatudukanuu, mOTyIHBIIAs
HanMmeHoBaHne DIPSS+ mo3Bonmna mporuo3npoBaTs HE TOJNBKO OOIIYI0 BEDKHBAEMOCTh, HO U
BpeMs 110 ¢da3bl 01aCTHOM TpaHCHOpMAITHH.

Psn monexymsapubix mapkepoB (JAK2, MPL, CALR, EZH2, ASXL1, IDH1/2, SRSF2)
OKa3bIBalOT BIMSHUE Ha MporHo3 npu [IM®. DTo mocayXujio MOBOAOM Ji BKIIOUECHHS
JAHHBIX MOJICKYJSIPHBIX MapKepoB B mporHoctuueckyro mkamy MIPSS (Mutation-Enhanced
International Prognostic Scoring System). KaxxaoMy u3 HeOIaronpHusITHBIX MPOTHOCTHYECKUX
dakropoB mpucBoeH Oamr: BospacT crapmie 60 jer -- 1,5 Gamna, KOHCTUTYIHOHAIbHBIC
cuMnToMsbl -- 0,5, remorniooun menee 100 r/m -- 0,5, tpombouutsl Menee 200 X 10%m -- 1,0,
«rpoitHoe HeratuBHOe» MII3 (oTcyrcrBue myranmii renoB JAK2 CALR MPL) -- 1,5, manmuue
myTtaruu reHoB JAK2 unu MPL -- 0,5, myramus rena ASXL1 -- 0,5, myrtamus rena SRSF2 --
0,5. CormacHo cymme OajioB omnpeneNeHbl rpynn pucka: Huskas (0--0,5 OGaa),
npomexyroynas-1 (1--1,5 Gamma), npomexyrounas-2 (2--3,5 Gamma), Beicokas (4 u Oonee).

JlanHass TOpOrHOCTUMYECKas CHUCTEMa CIOCOOHAa MPOTHO3UPOBATH HE TOJBKO OOIIYIO
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BBDKHBAaEMOCTb, HO M BBDKHMBaeMOCTh Oe3 TpaHcdopmanuu Bo BropuuHbii OMJI (yposens
ookazamenvrnocmu B) [30].

KomrmuiekcHasi olieHKa pe3ysibTaToB KIMHUYECKUX MapaMeTpoB, IUTOTCHETUYECKUX U
MOJIEKYJISIPHO-TEHETUYECKUX XapaKTepUCTUK HJisi mporHo3a TtedeHus [IM® mnomyuuna
pasButHe B «I'eHeTHYECKOU MporHocThuueckoii cucreme» GPSS, npemnokennoit A.Tefferi et
al. (Tada. 17)

[IporHocTHueckne cucTteMbl ¢ wucnoib3oBanuem 1mkan IPSS, DIPSS, DIPSS+
ucnonb3yroT kak npu [IM®, tak u npu noct-OT u noct-UII M®. [Ipornoctuueckas mkaina
MIPSS ne siBnsieTcst 00s3aTeNBHOM 7151 OMPEIeNICHUS POTHO3a.

Omnpenesnenne TakTuku Tepanuu npu [IM®

Ieau mepanuu 6onvnvix IIM® (yposenv dokazamenvrnocmu D):

* KOHTPOJb OOJIE3HH: MpEAYyNpeKACHUE MPOrPEeccuu, yBeIndeHue oOmiei u Oe3peruauBHON
BBDKHBACMOCTH;

* Oo0JIerueHUE CUMITOMATHKH. YJIYYIICHHE KauecTBa >KU3HM (JICUCHHWE AHEMHH W JIPYrou
IIUTOTICHUH, YMCHBIIICHUE CIUICHOMETAIMH, KOHTPOJIb CHMIITOMOB MHTOKCHKAIIHH);

* MPEIYNPEKICHUE OCIOKHEHUN B Cllydyae OCpEeMEHHOCTH, XUPypruuecKux omeparuit [1, 15,
20].

[Tocne moaTBepKACHUS AMArHo3a W ONpeAesieHUs NporHoctudeckor rpynmnsl [IMO
JOJKHA OBITh OMpeJieNieHa TaKTHKa crheruanpHoi Tepanmuu. OCHOBHBIMHU (haKTOpamu,
BIIMSIONIMMH Ha BEIOOp BapUaHTa JICUEHUS, SBJISIIOTCS CIICTYIOIIUE:

* rpymma pucka (o cucremam IPSS, DIPSS, DIPSS+);
* HaJIMYHE U CTENICHb BBIPAXKEHHOCTH CUMITTOMOB 3a00JI€BaHUS;

* BO3pacT 00JIBHOTO;
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* KOMOPOUTHOCTB;
* HaJIMYME COBMECTUMBIX MO cucreme HLA 10HOPOB M BO3MOXKHOCTH BBINOJHEHHUS
aJUTOTEHHOM TPAaHCIUIAHTAIMK TeMOMOATHYECKIX CTBOJIOBBIX KieToK (amto-TT'CK).

XapakTepucTHKa W TNPUHOUNBI  BbIOOpa Metoma Jiedenuss (yposeis
ookasamenvrocmu C)

Huskuit u npomescymounsiit-1 puck (IPSS, DIPSS, DIPSS+)

Kak mnpaBuno, 510 OO0nbHBIE C HOPMAJIbHOM WM HE3HAYUTEIBHO CHU)KCHHOU
KOHIIEHTpaluel reMorio0uHa, YMEpPEHHBIM JICHKOIMTO30M 0e3 OiacTeMuu, ¢ yMEpEeHHBIM
¢ubpo3zom koctHOro Mo3ra. bonbueie [IM® 3ToOM rpymnibl UMEIOT BEPOSATHOCTH JJIUTENbHON
BBDKMBaeMOCTH 7--15 neT u Hu3kuil puck TtpaHchopmanuu 3aboneBanus. lIpuMeHnenue
arpeCcCUBHBIX METOJIOB JICUCHHS Y TAKUX OOJBHBIX COMPSHKEHO C OOJIBIINM PUCKOM MOOOYHBIX
¢ deKToB, YeM pUCKH TMporpeccupoBaHusi 3abosneBanus. [Ipm OTCYyTCTBUM CHUMOTOMOB
WHTOKCHKAIIMU U OCJIOXHEHHH 9acTO OMpPaBIaHO TOJbKO JWHAMHUYeckoe HabOmromenue [1, 15,
16, 20, 51].

[Ipn BBIOOpE TaKTUKU JiedyeHUs OOJBHBIX MoJIoke 60 1er 0e3 BBIPAKEHHOM
COMYTCTBYIOIIEH Marojorun B TeueHue 1--2 meT or aebrora 3a0oseBaHUs JOKHA OBITh
o0cyxJieHa BO3MOKHOCTh TipoBenienus amio-TI'CK.

Tepanuto crmeayer HayuHATH TPU  TMOSBJICHUW CHUMIITOMOB, OTPaHUYMBAIONIUX
KUBHENEATEIPHOCTh  OOJBHOTO:  KOPPEKIUS  aHEeMHH  DPUTPOTOIZCTUMYIHPYIOITUMHU
npenapatamMu  (1apOOMOITUH-0, SMOITHH-0., »M03THH-B"), aHgporeHamu (JaHa3on);
KYUPOBAHUE CUMIITOMOB OIYXOJIEBOH MHTOKCUKAIMH TIFOKOKOPTHKOUIAMH (ITPETHU30I0H ).

beicTpo mporpeccupyomas CHUMITOMAaTHYECKas CIUIEHOMEranus (C yrpo3oil pasphiBa),
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HaJIn4yue KOHCTUTYLIMOHAIIbHBIX CHUMIITOMOB, Hed () (HEKTUBHOCTH MPOBOIUMOM
CUMIITOMAaTUYECKOM TEpamnuu SIBJISIIOTCA MOKA3aHUSMHU JJIs MPOBEJICHUS IUTOPEITYKTHUBHOM
Tepanum.

B kxauecTBe mMaTOreHETHMYECKUX CPEACTB MOTYT OBITh PEKOMEHJIOBAHBI MHTHOUTOPHI
JAK2. V OonpHBIX HU3KOH Tpynmbel pucka wuHrHOMTOphl JAK2 TmOKazaHbl B ciydae
MPOTPECCUPYIONIEH W/WIIM CUMITOMHON cIieHoMeranuu 6e3 3ddekra oT Tepanuu
rugpoKcuKapoamMuaom* u/uian npenaparamu MH®a". YV 60IbHBIX IPOMEkKYTOUHOMN-1 TpyIIIbI
pucka wuHruoutopel JAK2 pexkoMeHIOBaHBl TPU HAIHMYAKW CUMITOMOB OITYyXOJIEBOM
WHTOKCUKAIIUA WU MPOTPECCHPYIOMICH CIUICHOMETaIMd B Ka4yeCTBE 2-W JIMHWUW TEpamul U
MOCIEYIOMIeH, T.e. TMPH  PE3UCTEHTHOCTH WiIM  HEdP(PEKTUBHOCTH  CTaHAAPTHOM
HUTOPEYKTUBHOU TEpanuu (er[pOKCHKapGaMHz[*, I/IHCDa*) B TeyeHHe 3--6 MeCSIIEB.

Ilpomesrrcymounwtii-2 u évicoxuit puck (IPSS, DIPSS, DIPSS+)

Kak mpaBuno, 5T0 OONbHBIE C KIMHUYECKM 3HAYMMOW aHEMHEH, BBICOKHM
JEWKOLIUTO30M CO CHIBUTOM [0 OJIACTHBIX KIJIETOK, HHOTJAa C TPOMOOIMTONEHUEH,
BBIPOKEHHBIM (UOpPO30M KOCTHOTO MO3ra, Hepeako co crnenupuueckumu st [IMD
MOJIOMKaMH KapuoTumna. Y JaHHOM KaTeropuu OOJBHBIX B OJDKallliie TOIbI MOMXKET
MPOM30UTH OiacTHast TpaHchopmarus.

[Ipu BbIOOpEe TaKTHKK JiedeHHs OONBHBIX Mosioke 60 ser 6e3 BBIpaKEHHOU
COMYTCTBYIOIICH MATOJIOTHU JOJDKHA OBITh OOCYXJEHAa BO3MOXKHOCTH TMPOBEICHUS ajlio-
TI'CK.

[Ipu nHeBo3MOkHOCTH mTpoBeneHus amio-TI'CK Ha3HA4arOT HUTOPEAYKTUBHYIO H

CUMIITOMATHYCKYIO TCpaIlnio. HpeI/IMYH_IeCTBCHHO HUCIOJIB3YIOT JICKAPCTBCHHYIO TCPAINIO C
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BHIOOPOM TIpPENapaToB B COOTBETCTBUU C KIMHHMYECKUMH TPOSIBICHUSM 3a00JE€BaHUS KakK C
LENbI0 YIyYlIEHUs] KAUECTBA KU3HH, TaK U YBEIMUEHUS €€ IPOJOJIKUTEIbHOCTH.

OcCHOBHOW TEpPCHNEKTUBON JalbHEHMIEro YIy4dIIeHHs pPe3yJbTaTOB JICUCHUS Y
OOJbHBIX, OTHECEHHBIX B MPOMEXKYTOUHYIO-2 M BBICOKYIO TpYIIbl pUCKA, SBIAETCA
npuMeHeHne nHruoutopons JAK2.

Ha3nauenue mnrnOuropo JAK2 nokasaHo npu 1-ii TUHUM Tepanuu NMpU HAIUYUU
CUMIITOMATUYECKON CIUICHOMETallud W/WIM KOHCTUTYIIMOHAJIBHBIX CUMIITOMOB B COYETaHHUH
CO 3HAYUTENBHOU CIUleHOMeranuen. [[ins OONbHBIX M3 STUX TPYNI pUCKA HET JPYTrux
aNbTEPHATUBHBIX JIEKAPCTBEHHBIX CPEACTB NIl OBICTPOrO COKpAIICHHS pa3Mepa CENEe3eHKU U
yIydIlIeHUs KadyecTBa xu3nu [1, 51].

Metoasb! Tepanuu IIM®
HecmoTpsi Ha MHOTOOOpa3ue MPUMEHSIONIUXCS B HacTosmiee BpeMms s jedenus [IMO
METOJIOB, BCE OHU MOT'YT OBbITh pa3/iesieHbl Ha HECKOJIBKO IPYIIIL:

* amno-TI'CK;

* MEIMKAMEHTO3Hasl Tepanus;

* xupypruueckoe JieueHue (cruieHskroMus (CD), Koppekuus MNOpTAIbHOU

TUINEPTEH3UN);

* lydeBasi Tepanus;

* FEMOKOMIIOHEHTHAs Teparnusi.

Hwuxe mpexacraBnena 6onee moapoOHas XapaKTePHCTHKA KaKIOW TPYIIBI METOJOB
JIEYEHUS.

Anno-TIrCK
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B mnacrosimee Bpems amio-TI'CK  sBisieTcss €IUHCTBEHHBIM METOJIOM JICUCHHS
6onbHbIX [IM®, MO3BOJIAIONINM JTOOUTHCA MOJTHOTO MU3JICUCHHS Y YacTH OOJIBHBIX, BKIIIOYAs
HOpPMaJIM3aLUI0 pa3Mepa CEJIE3€HKH, NCUE3HOBEHUIO CUMIITOMOB OITyXOJEBOM MHTOKCHUKAIIWH,
perpecc muenodudpo3a, MAOCTIKEHUIO TOJHOW IUTOICHETHYECKOM U MOJICKYJISPHOU
PEMUCCHH.

[locne BBemeHWs B KIMHHYECKYIO MPAKTHUKY MporHoctudeckux mkan DIPSS wu
DIPSS+, koTopble MO3BOJSIOT OILIEHUBATh PHUCK Ha JIOOOM JTare JIEYEHUs, IMOSBUIIACH
BO3MOXHOCTb  Oonee  3(PQPEKTUBHO  BBISBIATH  OOJNBHBIX €  HU3KOM  OXHJIaeMOu
MPOJODKUTENIBHOCTRIO  KU3HM, TaK MeAuaHa  oOOImed  BBDKMBAEMOCTH  OOJIBHBIX
MIPOMEXKYTOYHOM-2 U BBICOKOM TPYII PUCKA COCTaBIsAET 35 U 16 MecsIeB COOTBETCTBEHHO [48
-- 50]. Ilpuaumas Bo BHUMaHuEe dTH naHHbIe, auio-TI'CK sBisercs Hanbosee onpaBIaHHBIM
MeTOo/IoM JieueHus y 601pHBIX [IM®, OTHECEHHBIX B TPYIIIBI IPOMEKYTOUYHOTO-2 M BHICOKOTO
pucka. OgHako pemieHue Bompoca O BbimoiaHeHun awto-TI'CK crmenyer mpuHMMaTh 11st
KKJ0r0 OOJBHOTO0 HHAMBHAYAIbHO. [loMHUMO OXumaemMol MPOIODKUTENHHOCTH YKU3HU B
3aBUCUMOCTH OT TPYMNbl pPHUCKA IO Pa3HBIM TMPOTHOCTHYECKUM IIKaJlaM HEOO0XO0IUMO
YUYUTHIBaTh TAKXKE HAIMYWE APYTHX JOMOTHUTEIBHBIX HEOJArompusTHBIX (DAKTOPOB, TaKHUX
KaK TOXXKWJIOM BO3pacT, HAJIMYME YaCTUYHO COBMECTUMOTO JIOHOpPA, MPOABUHYTYIO CTAJHIO
3a00J€BaHMsI, TPAHCIUIAHTAIIMOHHBIA MHJIEKC KOMOPOWJIHOCTHU, HAJIWYUE BBIPAXKCHHOU
CIUJICHOMET AJIUH.

Pesynbrartsl amuo-TI'CK Bo MHOTOM 3aBUCST OT cTaiuu 3a00JIeBaHUS U TPYIINBI PUCKA
Ha MOMEHT TpaHcIiaHTauuu. Tak, S5-meTHas obmas BeDKUBaeMocTh mocie amio-TI'CK y
00NbHBIX B rpymie Hu3Kkoro pucka mo DIPSS cocrasnsier 76%, B rpynme npomexyrouHoro-1 -

- 48%, mpoOMex)yTOYHOT0-2 U BBICOKOTO pHucka -- 38%, a y OoJIbHBIX ¢ TpaHchopmalueil B
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OMIJI 2-netHsis oOmiasi BBEDKMBAEMOCTh cocrtaBisier okoio 40% [52]. Takum oGpaszowm,
pemienue Bompoca o nposeaeHun amwio-TI'CK HeoOxonuMo mpuHUMATh CBOEBPEMEHHO M HE
OTKJIJIbIBaTh, OCOOEHHO y OOJBHBIX ¢ HEOIATOMPUATHBIMA IPOrHOCTUYECKUMU (PaKTOpaMH, a
take npu Hanuunu HLA-coBMeCTHMOro poACTBEHHOTO AOHOpa. [lisi 3TOoro HE0O0XO0IUMO
NEPUOIUYECKH OIICHUBATh PUCKU [0 JUHAMHYECKMM IPOTHOCTHMUECKUM MIKAJIaM, YTO
MO3BOJIUT CBOEBPEMEHHO PEIIUTH BOIIPOC O CMEHE TePANEBTUUECKON TAKTHKHU.
Pexomenmanmu (yposenv dokazamenvrocmu D):
» Karpunaramu st amno-TI'CK sBisirorest 60mpHbIe [IM® ¢ TpoMeKyTOUHBIM-2 HITH
BbiIcOkUM puckoM 1o DIPSS u DIPSS+, 06e3 cepbe3HbIX COMYyTCTBYIOIIMX
3a0osieBanmii, ¢ ComatndeckuM ctarycom 0--2 Oamra (ECOG), npu Hammunun HLA-
WJICHTUYHOTO POJCTBEHHOTO WJIM HEPOJCTBEHHOro naoHopa. C yderoMm KpailHe
HEeOJIaronpusATHOTO MPOTHO3a B ATOM rpyIiie OO0JBHBIX MOTYT pACCMaTPUBATHCS TAK¥Ke
aJIbTEPHATUBHBIC HCTOYHUKHU JOHOPCKUX T€MOMOITHUECKUX CTBOJIOBBIX KieTok (I"CK)
(rarTouACHTUYHBIN UM YACTUYHO COBMECTUMBIN JIOHOD).
* bonbHblE C€ HUBKMUM M NPOMEKYTOUHBIM-1 PHUCKOM Takke SBISIOTCSA
MOTEHIMAIbHBIMA  KaHauaaTaMu g awo-TI'CK v npu  mNosiBJIEHUMM TEpPBBIX
MPU3HAKAX MPOTpeccCHu 3a00ieBaHUs JIOJDKHBI OBITH HANpPAaBIEHBI JUISl PEIICHUs
BOIIPOCA O BO3MOXHOCTH npoBeaeHus auo-TI'CK.
» bonbubie B ¢aze tpanchopmamuu B OMIJI Takke MOTyT OBITh KaHAWUJATAMH IS
ao-TI'CK mocne mpoBefeHUsT WHIYKIIMOHHOW Tepamuy IO MPOrpaMMe OCTPBIX
JIEUKO30B.
* Ilepen mpoBenenuem amno-TI'CK y OGONBHBIX CO 3HAYUTENHHOU CIICHOMETATHEH

1e7eco00pa3Ho TMPOBEJACHUE ITUTOPEIYKTHUBHON TEpamuu, Teparuv HHTHOUTOpaAMHU
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JAK2, a Taxxe BO3MOXHO mpoBeneHue CO. Bmusaue CO Ha wmcxox amio-TI'CK B

HACTOSIIIUN MOMEHT HE BIIOJIHE SICHO U TpeOyeT JOMOTHUTEIBLHOIO U3yYCHHUS.

* BoNbHBIM ¢ TUTENBHBIM TPAaHCPY3UOHHBIM aHAMHE30M W MPHU3HAKaMU TMeperpy3Ku

YKEJIE30M PEKOMEHI0BAHO MPOBEACHUE XenaTopHoi Tepanuu nepen amio-TI'CK.

Meourkamenmo3snasa mepanus

JlexapcTBeHHBICE MpENApAThI, SIBISIOTCS B HACTOSIIEE BPEMsI OCHOBHBIM CPEICTBOM
neuenus [IM®. JlanHas Tepamnus, XOTs U HE MPUBOJIUT K M3JICUCHHUIO, HO, NIPU MPaBUIbHOM
MOAXO0/E, TTO3BOJISIET CIEPKUBATh MPOrpPecCHpoBaHue 3a00JIeBaHUsI, TIOIICP)KUBATh KAYECTBO
KU3HU OOJIbHBIX, a B CJydae MNPUMEHEHUS PYKCOIUTHHUOA TMOSBISETCS BO3MOXKHOCTh
YBEIIUYCHUS MPOJAOJKUTEIBHOCTH JKU3HU. TpaguiuOHHBIMU npernaparamu,
npuMeHsronmMucs 11 aedenus [IM®, aBastoTcs ciie1yromme:

e [Jlumocmamuxu.

[lenpt0 TMpUMEHEHUS IMTOCTATUKOB SABJISIETCS  CACp)KUBaHUE Tpoiudepannu

OTyXOJICBOTO KJIIOHA M KOHTPOJb IIOKa3aTeled KPOBH C IIEAbI0 NTPO(HIAKTHKH

ociiokHeHUH. [IpenmoYTUTENBPHBIM SBIAETCS TPHEM B TOJOOpPAHHBIX C YYETOM

WHJIMBHUIYaJTbHOM  TEPEHOCHMMOCTH  J103aX,  MO3BOJSIOIMIMX  KOHTPOJHMPOBATH

MoKa3areyii KpoBHW. JlaHHBIE mpemnapaThl MPUMEHSIOT, KaK MPaBUIO, B KadyeCTBE

MOHOXUMHOTEPAIUH B HU3KUX J103aX:

-- tuapokcukap6amuy 10--30 MI/KT B CyTKH;
-- MEPKANTONYPHH 1--2 MI/KT B CYTKHU;

- nprapabun” 10--20 Mr/m” B cyTkE Kypcom 10--14 jiHel Kakmblit MECHIL,

-- 6ycynbdan” 0,5--4 Mr/cyT 1o cymmapHoi 10361 200 wmr.
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* UH®a" MoeT GbITh PEKOMEHIOBAH KaK Tepanus 1-i muHum y 6oIbHBIX Mooxke 60

net ¢ panHen craguen [IM®, mpu oTcyTcTBUM MaccuBHOM cruieHoMeranuu. [Ipu bd y

O0onbHBIX (uOpo3HOU cTaaueit [IM® ¢ mMaccuBHOU cruieHOMeranuen d(pPEeKTHBHOCTH

tepanuu UH®a" ve nokxazana. OntumansHas no3a MH®o" He ycTaHOBIIEHA, ¢ y4ETOM

gacTbIX NOOOYHBIX 3(P(PEKTOB M HEOOXOJMMOCTH MOCTOSHHON Tepanmuu JedeHue

OPOBOAST B MAaKCHUMaJlbHO TEPEHOCHUMBIX J1033aX, OO0ECIeUMBAIOMIMX KOHTPOJIb

mokaszateneil KpoBu. J[03UpOBKY U pEXKHUM BBEACHUS TaKXKe BBIOMPAIOT

WHIUBUAYaJbHO C y4eToM mepeHocumoctu: 1,5--3muH ME moakoxHO uepe3 JeHb,

mmarensHo. CodeTaHHOE Ha3HA4YEHUE IIUTOCTATHKOB ¢ mpenapartamu MH®a  moxer

MOBBIIATE 3(PPEKTUBHOCTh U MO3BOJATh PEAYLMPOBATH 03Bl KaXIOI0 Mpenapara c

yIy4IICHUEM TIEPEHOCUMOCTH. (Yposensv dokazamenvrnocmu D).

e  DpUTPONOIBCTUMYIUPYIOIIUE AareHThl -- MPUMEHEHUE [aHHBIX IIpernapaToB
BO3MOXXHO C LIEJBI0 CTUMYJSILIUU 3PUTPOIOA3a A KyNUPOBAaHUS AHEMUU U YMEHBIICHUS
MOTPeOHOCTH B reMOTpaHCy3UsIX.

bonee »(¢exTuBHO MpUMEHEHUE HBPUTPONOIZCTUMYIHPYIOIIUX areHTOB NpHU
nokazarensx OIIO wmenee 125 ME/n, orcyrctBuM TpaHCPy3MOHHOM 3aBUCUMOCTH H
BBIpaXCHHOM crieHomeranuu. HauansHol no3oi sBisercs 10 000 ex. 3 paza B Heaenro, /1032
ynBauBaetcs 110 20 000 ex. yepes 1 Mecsil B cirydasix, KOTJla paHHUANW OTBET HE HAOIIOIaeTCs.
[Tpu HenOCTaTOYHOM OTBETE J]03a MOXKET OBbITh MOBBINIEHA B 2 pa3a. [Ipu oTcyTrcTBUM OTBETa
J€YEeHUE cleayeT INpekpaTuTh depe3 3--4 mecsaua. Bmecte ¢ TeMm, ¢ yd4eToM maroreHesa
3aboneBanus ob6mas 3¢ ¢dexTuBHOCTh BBeaeHus: JIIO cocraBiseT okomo 56% W OIUTCA B

cpenrem okoio 1 roxa [1, 53]. (Vposenwv ookazamenvnocmu D).
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e  I'IIOKOKOPTHKOCTEPOMIBI (IIPEIHU30IOH , JEKCAMETA30H ) -- UMEIOT MEXaHU3M
JICHUCTBUS B BUJE TOPMOKCHHS MEKKIECTOUYHON KOOTIEpAIMd UMMYHHON CUCTEMBI M CHUKCHHUS
CEeKpellUM IUTOKMHOB, YMEHBIIAIOT Tnpodudepannio ¢udpobdiacToB U  oOpa3oBaHHE
COCIMHUTEIPHON TKaHW. OJTH TpernapaThl MOIYJIUPYIOT OOMEH BEIIeCTB C OTpPaHHYCHUEM
KaTaboJiu3Ma, MOTYT CTUMYJUPOBATh AMOITO3 OMYXOJEBbIX KJIETOK, YMEHBIIATh MPOSIBICHUS
ayTOMMMYHH3AIMU K KieTkaM KpoBH. OCHOBHON KIMHUYECKUH AP (EKT MpOosSBISETCS B BHUJE
OBICTPOTO YMCHBIIICHUSI CHMIITOMOB OITyXOJICBOW HWHTOKCHKanuu. Bmecre ¢ TeMm, UMEIOT
0OJIBIIIOE KOJUYECTBO IMOOOYHBIX JCHCTBHMA, 3(P(EKT NPUMEHEHUS HECTOCK U TpedyeT
MOCTOSIHHOM ToAAepKuBatomiel tepanuu. B Hacrosmee Bpems npu [IM® mpuMeHSIOT B
KauecTBe KOMOMHUPOBAHHON Tepanmuu C HMMYHOMOIYJISITOPAMU M CHUMITOMAaTHYECKOU
Tepanmud B  pa3HBIX Jo3aX W cxemax mnOpumeHeHus [954]. OTHOCHUTEIbHBIMU
MPOTUBOIMOKA3aHUSMH K IPUMEHEHHUIO SIBIISIETCS] HATMYUE CaXapHOTro TuabeTa U OCTEONEHUH.

['JIFOKOKOPTUKOUIHBIE TOPMOHBI PEKOMEHAYIOTCS K NpumeHeHuro npu [IM® kak
CPEJICTBO KYIHUPOBAHUS CHMIITOMOB OITYyXOJCBOW HWHTOKCHKAIIMM M B PaMKaxX COYCTAHHOU
Tepanmuu  C  JAPYrUMH  JIEKAapCTBEHHBIMH  Tpemapatam. llpu  Hcronbp30BaHUU
TJIFOKOKOPTUKOCTEPOUIOB HEOOXOIMMO YUYUTHIBATh MPOTUBOIIOKA3aHUS U MOOOYHBIE 3 (HEeKTHI
WX JUIUTEIBHOTO MPUMEHEeHHUS. (Vposenv dokazamenvhocmu D).

e  AxnporeHbl (aHAOONMMYECKHE CTEPOMIBI) -- TpenapaTbl CHHTETUYECKHX
aH/JPOTEHOB C MEXaHU3MOM JIEHCTBUS OJM3KUM K KopTuUkocTepouaam. OCHOBHOU 3(deKT
COCTOMT B YTHETEHUHW KaTa0OoJIM3Ma, YMEHBIICHUS CUMIITOMOB OIyXOJICBOW MHTOKCHKAIIHH,
CTUMYJISIIIUU Temorod3a. [loBblieHne KoHIeHTpanuu reMorioouHa Habmogaercs y 30--40%

6OJ'IBHI>IX, Ooiee pe€aAKo mpu HAIWNYIHUN MAaCCHBHOM CIIJIECHOMETAJIUU U OUTOI'CHCTUYCCKHUX
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aHoManuil. Jlydmmii oTBeT HaOmrogaercss y OOJIBHBIX C YMEPEHHOH CIUIEHOMErajnuend u
HOPMAaJIbHBIM KaPUOTUIIOM.

Tepanuto panazonom creayer npoBoAUTh OoibHBIM [IM® ¢ Tpanchy3noHHO-
3aBUCUMOM aHEMHUEW, MPU HAJWYWHA CUMIITOMOB OITyXOJIEBOM WMHTOKCHUKauuu. [lamueHtam c
Maccod Teira MeHee 80 kr HasHadaroT gaHa3os mo 600 Mr exemHeBHO, JUIS ITAllMCHTOB C
Maccoil Tena 6osee 80 kr mo3a mpenapara cocrasisier 800 mr. OueHky 3¢dexra nIpoBOAST
nocine 6 wmecsneB Tepanuu. [Ipu MOCTKEHMHM OTBETa IMPUEM JlaHA30ja JOJKEH OBITh
npojokeH B 1o3e 400 Mr B 1eHb B TeueHUE 6 MECSIEB C NaJbHEUIINM CHUXKEHHEM JI03bI 0
MUHHUMAaJIbHOM, HEOOXOIUMOM NIJIsl TIo/iepKaHus oTBeTa, HO He MeHee 200 mr B cyTku. Becem
OOJBHBIM, MOJTYYAIOIUM JIaHA30J, OMOXUMUYECKUN aHallM3 KPOBHU CIIEYEeT BBHIMOJIHATH HE
pexe 1 paza B mecsn, Y3U nmedenu kaxnapie 6--12 MecsieB, BCeM MY>XYMHAM HEOOXOJAMMO
MPOBOAUTH KOHTPOJIb MpocTatudeckoro crenuduueckoro antureHa ([ICA) xak mo nHauama
JIeYeHUs, TaK U Ha MPOTSHKEHUU BCETO BpeMEHU Tepanuu. JledeHuwe maHa300M U JPYyTUMHU
aHaporeHaMu OOBIYHO Xopomio mnepeHocutcs. [loGounbie 3¢ dexTsl aHAPOTEHOB: 3a7epiKKa
KUJKOCTH, TIOBBIIIICHUE JTUOUI0, TUPCYTU3M, T€NAaTOTOKCUYHOCTh, PUCK PA3BUTHUS OIyXOJeH
neyeHu. [IpoTuBomokazaHWsIMU JJisi Ha3HAYEHUS aAHJPOTEHOB SIBJISIOTCS TOBBLIIICHUE
nokazareneil [ICA w/unum Hanuuue B aHAMHE3e paka MpeACTaTeNbHOUN >kene3bl. (Vposews
ookazamenvrnocmu C) [55].

e  Uuruburopsr JAK2 -- odpunumanbHoe pasperieHne K MPUMEHEHUIO Ha JTaHHBIN
MOMEHT TOJIYYHJI TOJIBKO TpenapaT pykconuTuHuO (/IxakaBu, nmpousBoautens «HoBaptuc
dapma Al'», IlBelinapus) -- mepBble Npenaparbl MNPUIEIBHOTO TapreTHOTO ACWCTBHUS

onokupyromue akTUBHOCTh JAKZ2-kMHa3, HampaBlIeHHbIE Ha KIIOYEBOE 3BEHO MaTOreHe3a
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[IM® -- curnanbabiil myTs JAK-STAT. CnexyeT yuuThIBaTh, YTO 3TH MPEMapaThl BIUSIIOT KaK
Ha mytantHelid (JAK2V617F), Tak n Ha «iukmit» tun JAK-kuHa3, mMoaToMy MOTYT OBITH
3GGdEeKTUBHBIMU W TpU JieueHUH O0dbHBIX [IM®-HEeraTUBHBIX TO HAIMYUIO MYyTalluu
JAK2V617F. Pexomenmyemast HadanbHas 103a COCTABISIET 15 Mr 2 pasa B JIeHb 17151 OOIBHBIX
¢ kommuecTBoM TpomobOomutoB 100--200 x 10%m u 20 mr 2 paza B JIeHb Il OOJBHBIX C
KOJIMYeCTBOM TpoMmGormToB Gomee 200 x 10%1. MakcuManbHas peKoMeHIyeMas HadaabHas
703a y OOJBHBIX C KOTHYeCcTBOM TpoMOoruToB 50--100 x 10°%/n cocrasnser 5 mr 2 pasa B JIcHb
BHYTPb, C MOCJEAYIONEH TUTpanuel 103bl. MakcuMaiabHO MepeHocuMasi J03a mpemnapara 25
MT IBaKIbI B IeHb [51, 56].

BonbHBIM, OTHECEHHBIM B TpPYMIYy HHU3KOTO H MPOMEXKYTOUHOTo-1 pucka, c¢
PE3UCTEHTHOCTBIO K TEPANMHU THAPOKCUKAPOAMUIOM , IPYTUMH LUTOcTaTHkamMu win MOHa',
a Takke OOJIbHBIM U3 TPYII MPOMEKYTOYHOI0-2 M BBICOKOTO PHCKa MOKA3aHO Ha3HAYCHUE
unruburopoB JAK2 (pykconutuHu®). PykconmuTuHHO Takke MOXKHO paccMaTpuBaTh Kak
npenapaTr BblOOpa sl OOJBHBIX, KOTOpPbIE HYKJIAIOTCS B OBICTPOM COKpAIIEHHH pa3Mepa
CEJIC3CHKU W/WIIM KYIMMPOBAHUU CUMIITOMOB OINMYyXO0JIeBOM MHTOKcuKaiuu mnepen amno-TI'CK.
(Vposenv doxazamenvrocmu B) [1, 56].

B cnywae oTMmeHBl mpemapara pa3BUBAETCS CHHAPOM «IIUTOKMHOBOW OTJA4My,
BBIPKAIOIINNCA B OBICTPOM BO3BPAaTe€ CHUMIITOMOB HHTOKCHKAIIUH, BIUIOTH JO CHUCTEMHOM
BOCTIAIMTEIILHOW PEaKINK U CITICHOMETannu. B CBs3H ¢ 3TUM TpeOyeTcs mocTeneHHas OTMeHa
npernapara, Ha3HaueHHUE TITFOKOKOPTHUKOCTEPOIHBIX TOPMOHOB B HU3KHUX J103ax [56].

Xupypzuueckoe neuenue
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Xupypruueckoe nedyenue (C3D), KOppeKUUs NPOSBICHUN MNOPTAIbHOM T'MIIEPTEH3HH,
SBJISIETCSL  JIOMOJIHUTENIbHBIM ~ METOJOM, HAIpPaBICHHBIM Ha KOPPEKIHIO OCJIOXKHEHUHN
3a0oneBanus. Ilokazanmsimu Kk  mpoBeneHuto CD  ABISAIOTCA:  MpOrpeccUpyromias
CIJICHOMETAJIHSI C KOMIIPECCUOHHBIM CUHJIPOMOM (a0 IOMUHANbHBINA TUCKOM(OPT, MOCTOSTHHOE
YyBCTBO TsDKECTHU, OONb, TPHU3HAKA KHUIICYHOHW HEMPOXOAMMOCTH), HWHTOKCUKAIIHS,
00yCJIOBJICHHAs OTPOMHOM OIyXOJI€BOM MacCOM, TSKEJIbIe TUIIEPKATA00IMYECKUE CUMITOMBI,
BKIIIOUAsi KaXEeKCHIO, TIyOOKYyI0 aHeMHio, pedpakTEepHBI T'eMOJU3, TPOMOOIUTOICHHIO,
PE3UCTEHTHYIO K TPaJAUIMOHHBIM METOJaM Tepanuu, OOMMpHBIE WH(OAPKTHI CEIE3EHKH C
yIpo30M pa3pbiBa, BHEMEUYCHOUHAs] TMOPTaJbHAas TUIEPTEH3US C YIPO30M pa3BUTHUS
KPOBOTEUEHHUS M3 JKEIyJKa U MuIeBoAa. TpoMOomuToneHus sBiseTcs (axTopom
HEOIaronpusiTHOTO MPOTHO3a, CBUACTEIHCTBYET O MPOTPECCUPOBAHUM OOJIE3HU M BBHICOKOM
pucke O0actHoOM Tpanchopmanuu [57, 58].

B mpenomepanmoHHOM mepuojie HEOOXoaMMa OIEHKA CEepACYHO-COCYAMCTHIX,
MEYCHOYHBIX, MMOYEUHBIX, META0OIMYECKIX U TeMOCTAaTHYECKUX PUCKOB. Jlamapockonuueckas
CD ne pexomenayercs npu [IM® wuz-3a Beicokoro pucka kpooreueHuid. [locie nposenenus
CD y 3% O0ibHBIX Pa3BUBAIOTCS OCIIOKHEHUS, MOCICONEPAIIMOHHAS] CMEPTHOCTh COCTaBIISIET
9%. Ba)xHO OTMETHUTh, YTO 3HAYUTEIBHBIN TOCIICONEPAIMOHHBIN TPOMOOIIMTO3 HAOI01aeTCs
npuMepHo y 20% OONBHBIX KW BEIET K YBEJIMYEHHIO pHucka TpomOo3a. MIMeHHO mo 3ToM
NpUYMHE HEOOXOJMMa HOPMAJM3alMs KOJU4ecTBa TpoMOomutoB a0 u mocie CDO. B
MOCTCIUICHOKTOMUYECKOM TIEPHOJIe HEOOXOAUMO MPOBOAUTH IHUTOPEAYKTUBHYIO TEPAIUIO
TUIPOKCUKAPOAMUIOM , B Cllydae PE3MCTEHTHOCTH K TIMAPOKCHKApOAMHUIy -- TEpPaIlHio

kinanapuOuHoM. B mocneonepanimoHHOM Tiepuoie B TEUCHHE HEAENU IeJIeco00pas3eH
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TIIATEIbHBII MOHUTOPUHI MOKa3aTesied TPOMOOLUTOB M KOAryJorpaMMbl, TAaKK€ B TEUCHUE
MecsAlla ¢ Ienbl0  NpOQMIAKTHKH HA3HAYalOT TelapuH  HATpHMil WM HEenpsMbIe
anTukoarynsutel (Bapdapun’). Uepes 1 mememo u 1 wmecsan mocie CD 1enecoodpasHo
BbInosiHeHue Y3U i uckiroueHus TpoM0030B a0 IOMUHAIBHBIX BEH.

OtpaneHHble OCIIOKHEHMs, TaKhe Kak TIenaroMeraivs, JEHKOUUTO3, OiacTHas
TpaHcopMalus, SBISIOTCS CIEJACTBUEM E€CTECTBEHHOTO TMPOTrPecCHpoBaHUs OO0JIE3HHU.
brnacthnas tpanchopmanus nocie nposeaeruss CO mposiBisiercs y 10--15% 6onpubix [IMO®.
[Tocneqnee 0OGCTOATENHCTBO, CBSI3aHO C OTOOPOM OOJIBHBIX, @ HE UCTUHHBIM M3MEHEHUEM B
Ouooruu 00JIe3HH, MOCKOJIbKY HET HHUKAKMX OCHOBAaHHUU IoJyaraTh, YTo OuWonOrus 0oJjie3HH,
CBS3aHHAs C TMATOJIOTMYECKOM mponudepanueil  KIOHAIBHBIX  CTBOJOBBIX  KJIETOK,
nperepreBaeT u3MeHeHus B peyaptate CO [57, 58].

BonpHBIM ¢ MOPTaNBHOM THUNEPTEH3WEW M BAapUKO3HBIM PAaCIIMPEHHEM BEH
HEOOXOIMMO TIPOBOAUTH HCCIEIOBAaHUS KPOBOOOpAIEHUS B TMOPTAIbHOM CHCTEME B
nuHamuke. [lockonbKy mopTanbHasi TUIEPTEH3US, ACCOUMUPOBAHHAS CO CIUIEHOMErajiueu, B
MOCTCIIEHIKTOMUYECKOM TE€PUOJIE pa3peliaercs, B OTIWYUE OT CJIy4yaeB BTOPUYHOU
BHYTPUIIEYEHOUYHON  OOCTpYKLMH,  KOTOpble  TpeOYylOT  CHCTEMHOIO  MOPTajIbHOTO
mryaTupoBanus [59]. (Vposenv doxazamenvrocmu C).

Jlyuesas mepanusn

JlyueByro Tepanuio y OoipHbIX [IM® mnpoBOAAT C IEBI0 KOHTPOJIS OYaroB
IKCTPAMETYJUIIPHOTO KPOBETBOPEHUS, KOTOPHIE MOTYT BO3HHMKATh MPU JUTUTEILHOM TCUCHUU
3a00JIeBaHMsI, B TIE€UYEHU U CEJIE3eHKE, B TTO3BOHOYHUKE C PA3BUTHEM KOMIIPECCUU CIIMHHOIO

Mo3ra, TUM(pATHUECKUX Y3/ax, IUIEBpE C Pa3BUTHEM THAPOTOPAKCa, OPIOUIMHE C Pa3BUTHEM
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aclmTa, KOXKe W Jpyrux opranax. CHMITOMaMH TOSIBIEHHUS OYaroB AKCTPaMEAYIUIIPHOTO
TeMOI033a MOTYT OBITh JIETOYHAS] TULIEPTEH3Us MIPU OTCYTCTBHH MPHU3HAKOB TPOMOOIMOOTHH
win 3aboneBaHuid cepiua, OosieBoil cuHAPOM. O EKTUBHBIM SBISETCS, KaK IPaBUIIO,
npumenenne Maibix 103 (0,1--0,5 I'p, paspenennsix Ha 5--10 ceancoB). Wcnons3oBanue
JTy4eBON Tepanuy Ha 00JIaCTh MEYEHU U CEJIE3€HKU MMEET KpaTKOBpeMeHHbIH (3--6 MecsueB)
3pPEKT U COMPSDKEHO C PHUCKOM YCYryOJeHHsI IUTONEHHH M, B OCHOBHOM, IPOBOAMTCS
OO0JIBHBIM, UMEIOIIMM TTpoTUBOIIOKa3anus kK CO. (Vposenv doxazamenvrocmu C) [60].

I'emokomnonenmnasn mepanus

Tpancdy3un KOMIOHEHTOB KPOBHU MPUMEHSIOT C IS0 BOCIIOTHEHHSI IUTOTICHUH TIPU
HAJIMYUM PUCKOB PA3BUTHS JKU3HEYTPOXKAIOIMIUX OCIONKHEHUH. OCHOBHBIM IPEUMYIECTBOM
TpaHCQy3Uil IPUTPOLUTOB SBISETCA OBICTPHIM 3(PPexkT B BHJE KYNUPOBAHHUS aHEMHUH U
yIyUYIIEeHUs CAMOYYBCTBHSI.

[lepenuBaHust SPUTPOLUTCOACPKAIMUX CPell TIOKA3aHBl MPU HATUYUU AHEMHUYECKOTO
CHUHJIPOMA, TpU OSTOM HEOTIOXKHOCTh U 00BeM TpaHCPY3UH ONpEeNeNsieT CTeleHb
HE/JIOCTaTOYHOCTH  KpoBOOOpalleHusi, a He KOHLEeHTpauus reMoriobuna. LlemeBas
KOHIICHTpAIHs TEeMOTJIIOOMHA TPHU TPOBEACHUNM T€MOKOMIIOHEHTHOW TEpanuu JOJDKHA OBITH
BoIie 70 /31, a IpU HaTUYUK CEPACYHO-COCYAUCTOM matonoruu 6omnee 90 r/m.

[lokazanusiMi K TEpPEeTUBAHUIO TPOMOOKOHIIEHTpaTa  SBISETCS  TOKa3aTelH
TpombormToB Hke 10 x 10%1 wam TPOMGOIMTONEHHS C PA3BUTHEM TEMOPPArHYECKOro
cugapoma. I[lpy Hanmuyuu MOBBIILIEHHOTO MOTpeOieHUsT TpoMmOonuTOB ((hedpunpHas
JAUXOpaZKka, WH(PEKIUH, HaTUYhue TeMOPPAarHuyecKoro CHHAPOMA) WIM  BTOPHYHOU
KOaryJiomaTud  H3-3a HapylmeHus (QyHKUMM TEeYeHH HEeOoOXOJUMO  MOJACpPKHUBATh

KOHLICHTpAIMIo TpoMGonuToB Gomee 20 x 10%n1. Ilp HamMumu NpPH3HAKOB CHHAPOMA
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JTUCCEMUHUPOBAHHOTO BHYTPHUCOCYJUCTOTO CBEPTHIBAHUS KPOBH MM KPOBOTECUEHHUU LIETIEBOE
YHUCJIO TPOMOOIIUTOB, MOAACPKUBAEMOE C MOMOIIBIO TpaHCPY3Hil JOKHO ObITh Oosee 50 X
10%/m.

Haubonee wacteie moOouHble 3()(PEKTHI T€MOKOMIIOHEHTHOW TEpPANUU: 3apa)kKeHHE
reMOTPAaHCMUCCUBHBIMU  MH(EKIUSMU, TPHU JUIUTEITLHOM TPUMEHEHUU -- TIOSBJICHUE
MMMYHHU3AIIUM K COOCTBEHHBIM W/UJIM JOHOPCKUM 3PUTPOIIMTAM U TPOMOOIMTaM, pa3BUTHE
Meperpy3Ku Keae30M -- MOCTTPaHCPY3UOHHBIN TeMocuaepos. (Yposens doxasamenvrocmu C)
[1, 16].

Ocaoxnenus npu [IM® u TaKkTHKA UX JIeYCHUS

HanbGomnee dvacTeiMu  ociokHeHHsM [IM® Moryr SBIATBCS:  OIyXoJeBas
WHTOKCHUKAIIUS, CTUICHOMETaIus, aHEMUsI, UH(PEKIIMOHHBIE OCJIOXHEHHUS, TPOMOOIIMTOIICHUS U
reMOpPPAaru4ecKuil CHUHAPOM, HaJM4He€ O0YaroB HKCTPAMENYJUIIPHOTO KpPOBETBOPEHUS,
TpomMOO3bl, OnacTHas TpaHcPopMaims, MOYEKUCIBIM auaTe3 (BTOpUYHAS TMOJarpa),
BTOPUYHBIA remMocuiepo3. Himke nmpuBeneHbl peKoMeHJAu M0 MpOopUIaKTUKE U JICUYESHUIO
OCJIOKHEHUH.

Onyxonesas uHmoKcuKayus

Jluxopaaka, TpOJUMBHBIE MOThl M MOTEPS MACCHl Tejlda YacTO SIBISAIOTCSA MEPBBIMHU
MPOSIBJICHUSIMH 3a00JIeBaHUs, HAMOOJee CHIILHO OECIOKOSAIMMH OOJIBHBIX, U 00YCIOBIUBAIOT
oOpaiieHre K Bpady 3HAUUTENBHOW YacTH MAalUEHTOB. TpaaWIilMOHHAs Tepamnus, B BHUJE
TUAPOKCUMOYEBHUHBI*, KaK MPABUJIO, MPUBOJUT K HEKOTOPOMY YMEHBIIICHUIO BBIPAXKEHHOCTH
OMYyX0JICBOM MHTOKCHKAIIUHU, HO MOJHOCTHIO €¢ He KynupyeT. bonbmum 3ddexkrom obnamzaet

MPUMCHCHHC TIIFIOKOKOPTUKONJIO0OB U UMMYHOMOAYJISITOPOB, 4 TAKIKC UX KOM6I/IH3L[I/II/I, KOTOPBIC
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y 3HAYUTEIHHOW 4YaCTH TMAIMEHTOB TPUBOIAT K YMEHBIICHUIO HAPYIIEHUN CEKPEIH
IUTOKMHOB W YIy4IIEHHIO oOuiero coctosHus. Haumbonee s¢dekTuBHBIMU TpenapaTamu,
OKa3bIBAIOIIMMHU BIIMSHHE HAa YPOBEHb MPOBOCTAIUTEIBHBIX ITIUTOKMHOB B HACTOAIIEE BpeMs
SIBJISIIOTCSI KHTUOUTOPBI ssHycKuHa3 [61]. (Vposens ookazamenvnocmu B).

Cnaenomezanusn

Kpome ¢u3ukambHBIX CHMITOMOB B BHJIC YBEJIMUYCHUS M B3IyTHS XUBOTA, PAHHETO
HACBIIIEHUS, a0JJOMUHAIILHOM OOJIM CIIJIEHOMETaJINsl YaCTO MPUBOJIUT K Pa3BUTHUIO MH(APKTOB
CEJIE3CHKHU, CIIaBJIEHUIO OpPTaHOB OPIOIIHOM IMOJOCTH, MOPTaNbHON runepreH3uu. CHHIPOM
TUTEPCITICHU3Ma BCIICJICTBUE CEKBECTPAllMM 3HAYHUTEIHLHOTO KOJIMYECTBA KPOBH, PA3BUTHS
ayTOMMMYHHM3AIIUH MPUBOJUT K YCUIICHUIO BHIPAKEHHOCTH IUTOTICHUA.

YMeHbIICHHE pa3Mepa CeJIe3eHKH MOXKET OBITh JIOCTUTHYTO TIIPU TPOBEICHUU
LIMTOPEYKTUBHON Tepanmuu (ruapokcukapoamun , Oycynsgan’). Haubonee 3HaYMTENbHBIH
3 (eKT B peayKIIMHU CINICHOMETaIuu OKa3bIBatOT HHruOuTOpHl JAK?2.

[Ipn Hed(hPEeKTUBHOCTH METUKAMEHTO3HOM XMMHOTEPANUU U HAJMYUHU OCIOXKHEHUI
(pedpakTepHbIii  reMOJM3, MACCHBHBIC  pEIUAMBHPYIONIME  HMHGAPKTHI  CEJC3CHKH,
CUMIITOMATHYECKAs TOpTalIbHAS THUICPTEH3HS, TSHKEIbIC THICPKAaTab0IMYeCKUe CUMIITOMBI)
MoskeT ObITh poBeseHa CO. [TokazaHusiMu I MPOBEACHUS MAJTMATHBHON JTy4€BOW TEpaIuu
SIBJITFOTCS. MAaCCHBHAs CHMIITTOMAaTHYECKas CIICHOMETaIHs, ¢ KOHICHTpaluel TPOMOOIIUTOB
Gomee 50 x 10%m, y TmAlMEHTOB, IS KOTOPHIX XHPYPIHUECKOE BMEIIATETHCTBO
npoTuBomnokasano [1, 15, 61]. (Vposensv ookazamenvnocmu C).

Anemusn

[Tpu nnanupoBaHUU JICUEHUS HEOOXOAMMO MOMHHUTH, 4TO aHemus npu [IM® moxer
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HOCUTH TIOJIUATUOJIOTUYHBIM XapakTep M SBISATHCA KaK HIPU3HAKOM MPOrPECCUPOBAHUS
3a00JIeBaHMsI, TaK M CIEACTBUEM Je(pUIUTA BUTAMHUHOB M MHUKPODJIEMEHTOB, a TaKkKe
pa3BHUBaThCS BCIEACTBUE COMYTCTBYIOIIEH mnaTtonoruu. [loaTomMy B pamkax oOcienoBaHUs
MIOMHUMO OTNpPEEICHHs] KOHIIEHTPAMU T'€MOITIOOMHA U APUTPOLIUTOB HEOOXOJUMO INPOBECTH
MOJICYET PETUKYJIOIMTOB, OMpeieJieHNe oKka3zareseil oOMeHa kese3a (ChIBOPOTOYHOE JKEeJe30,
OXCC, Ttpancheppus, (HeppuTuH), KOHIICHTpAllMd BUTaMuHAa Bi, U (oiaueBON KUCIOTHI,
SI10.

[Ipu nedunuTe sxemeza MPEUMYIIECTBEHHO ITOKA3aHO Ha3HAYCHHE MEePOPaTbHBIX
npenapaTtoB kene3a B go3e 4--5 mr/kr unu He MeHee 200 mr B cyrku. KoHTponb
KIIMHUYECKOTO aHaIM3a KPOBU W OOMEHa jKelle3a MpHU JICYCHUH Ieecoo0pa3Ho MPOBOIUTH
exemecsuHo. Kputeprem 3(pGEeKTUBHOCTH JI€UEHUS SIBJISICTCS TMOBBIIICHUE KOHIICHTPAIIUU
reMOrJIoOnHa 10 HOpMBI WK Ooliee uem Ha 15--20 1/ oT UCXOJHBIX TOKa3aTesleil B TeueHue
Mecsua jedeHud. [locine HOpMmanu3alMM KOHUEHTPALMU TeMOrjJoOWHA JUIsi BOCIOJIHEHUS
3aracoB jKeJjie3a B OPraHM3Me MPHUEM €ro IMpernapaToB IeIeco00pa3HO MPOA0IKATh OKOJIO 3
MecsitieB. B panbHelimem mepuogudecku 1 pa3 B 3--6 MecsieB HEOOXOIMMO MPOBOJIUTH
KOHTPOJIb TIOKa3aTeneit peppocraryca [1, 16, 61].

ITpu nedunmTe BUTaMHHa B, MOKa3aHo [MapPEHTEPAITBLHOE BBeJICHUE
1IMaHOKOOaTaMuHa B JO3MPOBKE, COOTBETCTBYIOIIEH CTENEHU TSKECTH aHEMHU. B TeueHue
MEPBOr0 Mecsilia J€YEHUsI OPUEHTHUPOBOYHBIEC JO3UPOBKU SIBISIOTCS cieayromumu: 200
MKT/CyT Tipu aHeMuu Jerkoi cremenu, 400 Mmkr/cyr mpu aHemuu cpenneil cremenu, 600
MKI/CYT TpH aHEMHHU TsDKeJoW crerneHu. [lomaepkuBaromias jo3a I[HMaHKoOAJIaMUHA

cocranisiet 200--500 Mkr exxemecsiuHo [1, 16].
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IIpu  QonueBome(UUUTHON  aHEMMHM  HA3HAYalOT  (OIMEBYIO  KHUCIOTY ,
OPUEHTHPOBOYHASL /1032 C YYETOM YaCThIX COIYTCTBYIOIIMX 3a00JICBAaHUN C HapyIICHUEM
BCAChIBaHUSl COCTaBIsieT 5 Mr B cyTKku. llocne HOpmanu3anuu KOHIIEHTpAllMKM TeMOTJIOOMHA
11eJIeCO00pa3HO MPOBEICHUE MOIICPIKUBAIOIICH Tepanuu B o3¢ 1 Mr B cyTku [1, 16].

Crennduueckyro CTUMYISIUIO 3PUTPOII033a MOKHO TaK)Ke MPOBOAUTH U C MIOMOIIBIO
APUTPOIIOA3CTUMYIIUPYIOMIMX MpernapaToB. OTBET Ha Tepanuio HabII01aeTCsl MPUOIU3UTEIHHO
y MOJIOBUHBI OOJIBHBIX U MPoIokaeTcs B cpearem 1 rox [15].

JI7d BO3I€MCTBUSL HA UMMYHOJIOTUYECKAE MEXAHU3MbI pa3BuThs aHeMuu nipu [IMO u
HOpMaJIM3AllMd ITUTOKMHOBOTO OajlaHca MOTYT OBITh HMCIOJIb30BAaHBI TITIOKOKOPTUKOHWIBI B
HU3KHUX 032X, aHJAPOTEHbl U UMMYHOMOJYJSTOPHI (B paMKaxX KIMHUYECKUX HMCCIEIOBAHHI)
[1, 15, 16].

[Ipu HaMUMYK CIUIEHOMETaJuu U CUHAPOMA THUIEPCIUICHN3Ma YMEPEHHOE TOBBIILICHHE
reMorJjioonHa MoxeT HaomroxaTecd mociae CHD.

[Ipyn Hamuumu BBIPAXXEHHOTO aHEMHUYECKOTO CHHJpOMa MPOBOJAT reMoTpaHc]ys3uu.
(Yposenwv doxazamenvrocmu C).

Hngpexyuonnwvie ocnoxncnenusn

JleiikomieHHsT M HEUTPOTEHUS, SBISIOMIMECS WHOT/A TPOSBICHUSIMHU 3a00JIeBaHUS
00YCJIOBIMBAIOT TOBBIIICHUE YaCTOThl BO3HUKHOBEHHS HWH(MEKIIMOHHBIX OCJIOXHEHUH ¥
oonmpubix IIM®. OmnpeneneHHslii BKIaJg B pa3BUTHE HMMMYHOACPHUIUTa BHOCHUT U
IIUTOKUHOBBIA UCOAJIaHC, SIBISIOMUKACA OJHUM U3 KIIOYEBBIX 3BEHBEB IMATOTEHE3A.
JlekapcTBeHHBIC TIpenapaThl, TpUMEHsoNIMecs A JeueHus: [IM®, takke MOryT yCyryossiTh

Heirponenuto. udekmonnsie mporeccsl y 60apHbIX [IM® vacTo nmpoTekaroT aTUIIHYHO, TaK
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KaK TIOBBIIIIEHUE TEMIIEPATyphl, B TOM 4Yucie u (eOpmIbHOe, MOKET SBISTHCS U CUMIITOMOM
OIyXOJIEBOW HHTOKCUKAIUU.

Jleyenue OGaxTepuanbHOM, TpUOKOBOM, BUPYCHONW MHGEKIHUU CIeAyeT MPOBOJIUTH B
COOTBETCTBUUHU C PEKOMEHIAIMSAMH M CTaHAAPTaMU aHTHOAKTEPHATHHOU, TPOTHBOBUPYCHOM,
MPOTUBOTPUOKOBOI Tepanuu.

[Tpy WHPEKITMOHHBIX OCIIOKHEHUSX, BO3HUKIINX Ha ()OHE HEUTPOTICHHH BO3MOKHO
UCIIOIB30BaHME TPaHYJIOMUTAPHOTO KOJOHMECTHMYJHpyIomero (akropa (puirpactum’) 5
MKI/KI B CYTKH, a TaK)K€ MMMYHOITIOOYJIMHA 4eJI0BEYeCKoro HopMansHoro B goze 0,2--0,5
r/Kr KypcoM 3--5 OHel ¥ TpoBeAeHHE IU1azMadepe3a C IETbI0 JE3WHTOKCHKAIMHA |
yAY4YIICHUsT YyBCTBHTEIBHOCTH K JIEKapCTBeHHbIM Tipenaparam [1, 15, 16]. (Vposenw
ookazamenvrHocmu C).

Tpomobouyumonenun u zemoppazuieckuii CUHOPOM

KnuaudyeckuM  MposiBICHHEM  TPOMOOIIMTONEHUU — SBISAETCA  T'€MOpPpParudecKuit
CHHJIPOM B BHUJE Pa3BUTHUS CIIOHTAHHON KPOBOTOUYMBOCTH. OMpENeICHHBIH BKJIa] B pa3BUTHE
reMopparuii BHOCUT W BTOPUYHAsI KOAryJoMaTHsi, CBS3aHHAs C HapyHIEHUEM TMPOAYKIIHH
(GakTOpOB CBEpPTHIBAHWS TICUYCHBIO BCJCACTBUE TIOBPSKICHHS TMAPSHXUMBI OdYaramu
AKCTPaAMENYJUIPHOTO TEMOMNO033a M MOPTAJIBHOW rurnepreH3uu. IlpuunHON pa3BUTHUSA
tpomboruTonieHnu npu [IM® moryTr ObITh yMeHbIIEHHE BBIPAOOTKHM TPOMOOIIMTOB M HUX
MOBBIIIICHHOE paspymieHne. CHIKEHHE 00pa3oBaHUS TPOMOOIIMTOB YacTo OOYCIOBICHO
aKTUBHOU mponudeparueil maToJIorMIecKoro KIoHa ¢ TOJaBIeHHEM HOPMAIIBHOTO TeMOoTI033a
U pazBuTHeM (UOpO3a KOCTHOTO MO3ra. YMEHBIICHHE TOKa3aTelieil TPOMOOIIUTOB MOXKET

MPOUCXOANUTh N3-3a UX MOBBIIIICHHOMN ACCTPYKIHUU B CCJIC3CHKE BCJICACTBUC THIICPCINICHU3MA
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IpU CIUICHOMETAJIMM U 00pa30BaHMsI ayTOAHTUTEN K TPOMOOLMTAM M MErakapuoluTaM.
TepaneBTuueckas TakTUKa IPU TPOMOOLIMTONIEHUH JIOJIKHA ObITh HAIlpaBJIeHA Ha YCTPaHEHUE
OPUYMHBI TPOMOOILIMTONIEHUH U MPOPUIAKTUKY TeMopparndeckoro cunapoma. [Ipodunakruka
OCJIO)KHEHMH JOJDKHA OBITh HaIlpaBJICHA HA YJIY4YUIEHHE COCTOSIHMS COCYIMCTOM CTEHKH C
MIOMOLIBI0 Ha3HAYEHHUsS MPENapaToB acKOPOMHOBOW KMCJIOTHI , STAM3MJIATa M HMCKIIOYEHHS
(akTOpOB pHCKAa -- HOpPMAJIN3aLMsi BEHO3HOIO JaBiIeHUS (YMEHbBILIEHUE MOPTaIbHON
TUTIEPTEH3UH C TIOMOIIBIO [-apeHOOJIOKaTOPOB, OJIOKATOPOB KAJIBIIUEBBIX KaHAJOB,
COCYIIMCTOTO  IIYHTUPOBaHUS), MNPOPUIAKTUKUA  MOPAXKEHUS  CIU3UCTBIX  000JI0UEeK
(yBIa)XKHEHHE  CIM3UCTOM  OOOJIOUKM  HOCA, CEKPETOJUTUKA i  NpOPUIAKTHKU
3B000pa30BaHMsl, MECTHasl Tepamnus IeMOPPOMJANbHBIX BEHO3HBIX Y370B). llepenuBanue
TPOMOOILIUTHOTO KOHIICHTpAaTa MMEET KPAaTKOBPEMEHHBIM 3(DPeKT U 1enecooOpa3Ho TOIBKO
pU HATMYUY TEMOPPArunyecKoro CUHApOMa WM MPU BBICOKOM PHCKE KPOBOTEUEHUH, K TOMY
e TPU MHOTOKPATHBIX TPAHC(HY3UAX MOXKET Pa3BUThCA PE3UCTEHTHOCTHh K MEPEMBAHUSIM B
CBs3U ¢ ayrouMMmyHusauuen. [Ins xoppexunn JIBC-cunapoma v HapylieHUH IIa3MEHHOTO
3BEHa TIeMOCTa3a TakkKe IMPHUMEHSAIOT TIEpEeNUBaHUs CBEKE3aMOPOKEHHOW TIIa3Mbl B
aJICKBAaTHBIX JI03aX M BBEICHHS PCKOMOWHAHTHBIX (akTopoB cBepThiBanus [1, 15, 16, 61].
(Yposenwv doxazamenvnocmu C).

Ouazu 3xcmpameoyniApHozo KPO6emeopenus

[TprunHON BO3HMKHOBEHHS OYaroB SKCTPAMETyJUIIPHOTO KPOBETBOPEHHS SIBIISIOTCS
rpyOble HapyIIEHHS CTPOMAJbHOTO MHUKPOOKPYKEHHS, BBI3BaHHBIE OIYXOJIbIO, U, Kak
CJIeJICTBUE, TPOHUKHOBEHUE B NepUeprudecKuil KpOBOTOK KIIETOK-TIPEAIIECTBEHHUKOB, B TOM

yucne I'CK. Hanuuwme  JIOKAJIBHBIX  KIMHHYSCKHMX  CHMIITOMOB,  CBS3aHHBIX C
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AKCTpPaMETYJUIIPHBIMH OYaraMHy SIBJISIETCS TTOKA3aHUEM K MECTHOU JIy9eBOW TEepariy B HU3KUX
no3ax (B paszoBoit nmo3e 1 I'p, kypcosas mosa 10 I'p) [62]. IIpu CKOIUIEHUH >KUAKOCTH B
MOJIOCTSIX BO3MOKHO TMPUMEHEHHE IUIEBPAJbHBIX MYyHKUUNA U MapaleHTe3a C BBIMOJTHEHHEM
wieBpojesa. (Yposensv dokazamenvrocmu D).

Mouexucnviit ouames (6mopuunan nooazpa)

Jns  npopunakTUKM  JTAHHOTO OCJOKHEHHS B IEPBYIO OYEpElb  CIEAYyeT
KOHTPOJMPOBATh KOHIIEHTPAIIMIO MOYEBOW KHCIOTHI BO BpEMS IEPBUYHON JUATHOCTUKU U TIPU
MPOBEJICHUU JICUEHUS! JI0 HOpMAaIHM3aIllMU ToKa3aTele JEeHKOIMTOB M pa3Mepa CeNe3CHKH.
[IpenynpenuTs TPOSBICHUE CHMIITOMOB THIEPYPUKEMHUHU MOXET aJIeKBaTHAas CKOPOCTH
JU3Kca OMYyXOJW THIApaTalis C Ha3HAYCHHEM TUIPOKApOOHATHBIX MHHEPATbHBIX BOJ IS
MPEIYNPEKICHUS BBIMAJCHAS B OCQJ0K KPUCTAUIOB MOYEBOH KHCJIOTHI B TOYKax W
HaszHaueHue amtonypuHona B go3e 300--600 Mr/cyT ¢ KOppeKimel 1035l B 3aBUCHMOCTH OT
MOKa3aTeJIel MOYE€BOW KHUCJIOThI B CBIBOPOTKE KPOBH.

[Tpu pa3BUTHH 0JTarPUYECKOM aTaKu MPUMCHSIOT HECTCPOUHBIC
MPOTUBOCTIAIMTENLHBIE CPEACTBA NMEPOPATHLHO U MECTHO Ha 00JIacTh CycTaBa B BUJE Ma3eil u
reneid. Ilpu Hanmuyum MouyekaMeHHOM OOJE3HHM MPOBOJAT NPOMUIAKTUKY OOOCTpEeHMI
XpOHUYECKOTO  MUeJoHeppUTa  ypoceNnTUKamH, TpH  OaKTepUATbHBIX  O00OCTPEHHSIX
nuenoHepuTa MPUMEHSIOT aHTUOMOTHKH IITUPOKOTO CHEKTpa: (TOPXUHOJIOHBI, MaKpPOJIH/IBI,
AMUHOTJIMKO3Ubl B COYETAHWU C TMPOTHBOMHKPOOHBIMH IpemnaparaMu HUTPODYpPaHOBOTO
psnga u ap. beicTporo CHMXEHHSI KOHIIEHTPAIIMA MOYEBON KHCIOTHI KPOBU MOXHO JTOOUTHCS
pUMEHEHHEM apPEepPEHTHBIX METOOB -- YIbTpapUIbTPAIMU KPOBU C KPHOILIA3MOCOPOITHEH

[61]. (Vposenwv ookazamenvnocmu D).
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Bmopuunwiii 2emocuodepos

JlinrensHOE ucnoib30BaHue TpaHcPys3uil B Tepanuu [IM® B cBs3M ¢ OTCYTCTBUEM B
OpraHrW3Me aKTHUBHBIX MEXAHU3MOB BBIBEJCHHUS jKejie3a U OTPAHUYEHHON BO3MOXKHOCTHU €r0
JENOHUPOBAHUSl B IIE€UEHHU, MpPU KoJuuyecTBe TpaHchysmuil Oonee 20-25 103 HpUBOIUT K
pPa3BUTHUIO  BTOPUYHOIO  TE€MOCHIEPO3a,  XapAKTEPU3YIOWIETOCS  MHTEPCTULHAIBHBIM
HAKOIUICHHEM JKeje3a B opraHax M TKaHsAx. HauOonee yacThle KIMHUYECKUE MPOSBICHUS
reMOCHJIEP03a CBA3aHbI C MOPAXKEHUEM CEpAla, MTEYEHH, MOIHKEITYJOUHON Kele3bl, CETYaTKU
rnasa. Tepanuio npenapaToM ne(epasupOKC PEKOMEHIYETCS HauMHAThH IOCNIE TpaHCy3HHU
npuomuzutenbHo 20 ex. (oxono 100 mur/Kr) spuTpouUTapHON Macchl UM Ooliee, WIM TPHU
HaJIUYUHU KIMHUYECKUX JAHHBIX, CBUJIETEICTBYIOIINX O Pa3BUTHH XPOHUUYECKOUN MEPETrpy3Ku
Keae3oM (Hampumep, NpHu KOHIEHTpanuu ¢eppuTuHa B ChIBOpoTke Oosnee 1000 Mkr/m),
Bo3MOkHO TipoBeaeHue MPT neuenu B T2-pexume.

[leperpy3ka xene3oM MOXKET OBITh CKOPPEKTHPOBAHA NPUMEHEHHEM XellaTOPHOU
tepanuu [61]. U3 xematopoB »kene3a B Hacrosiee Bpemsi, B Poccuiickoit dDemeparuu
3apPETMCTPUPOBAH TONBKO Jedepasupokc . PekoMmeHayeMas HadaubHas CyTOYHas J03a
nedepasupokca’ coctaBnsger 20 MI/Kr Macchl Tena. st GOJIbHBIX, MOMYYaIoMUX TpaHCHy3HH
APUTPOIIUTAPHON Macchl Oonee 14 mur/kr B Mmecal (mpuOau3uTeNnbHO Oojiee 4 €. KpOBH B
MECSII] JUIS B3POCTBIX), C LENbI0 YMEHBIICHUS KOJIMYECTBA ’Kelle3a B OpraHu3Me, MOXKET OBITh
paccMOTpeHO MPUMEHEHHE HavalbHOU cyTouHOM 1036l 30 Mr/Kr. [{1st GOTBHBIX, MOJTYYarOIINX
MeHee 7 MII/KT B MECSII SPUTPOLUTAPHON MACChI (PUOIM3UTENBHO MEHEE 2 €]]. KPOBU B MECSIII
JUISL B3POCIIBIX), C LEJIbIO MOAJEPKaHHUSI HOPMAaJbHOM KOHIEHTpPALMK Kelie3a B OpraHu3Me

MOKET OBITh PACCMOTPEHO MPUMEHEHHE HaYalIbHOW CYyTO4YHOM 10361 10 MI/KT.
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PexomenayeTrcsi exeMecsSYHO KOHTPOJIHMPOBATH KOHILEHTpauui (eppuTuHa B
CBIBOPOTKE M TIPH HEOOXOIMMOCTH MPOBOIUTH KOPPEKITUIO T03bI Tedepasupokca Kaxapie 3--6
MECSIIEeB, OCHOBBIBAsSCh HAa HM3MEHEHUSX KOHIIEHTpaluu (eppuTHHA B CHIBOPOTKE KPOBH.
Koppekuuio 10361 ciielyeT MTPOBOJUTH «IAraMuy»; «IIar» cocTaBiseT 5--10 MI/Kr.
HampaBrnenne KOpPpEeKTHPYIOUIMX HW3MEHEHHMHA JI03bl  ONpeeNseTcd WHIANBUAYaJIbHOU
3 (PEKTUBHOCTHIO JICUCHUSI U TEPANEBTUUCCKUMU 3aa4aMu (TIOepKaHuEe WM YMEHbIICHUE
conepxkanus xkenesza). [Ipu HesddexTuBHOCTH Npenapara B m03e 30 Mr/ Kr (KOHIIEHTpaIus
(beppuTHHa CBIBOPOTKHU coxpansiercss He MeHee 2500 MKr/i), 103y cieayeT yBenauuuTh A0 40
Mmr/kr. He pexoMmenayeTcsi mpuMeHenue 10361 0osiee 40 MI/KT, MOCKOJIBKY OMBIT MPUMEHEHUS
npernapata B 0ojiee BBICOKUX J103aX OTpaHH4YeH. BONBHBIM MpH JOCTHXKCHHH LIEJIEBOM
KOHLEHTpauuu ¢epputuHa CchIBOpOTKH (00b1yHO oT 500 mo 1000 Mkr/m) HEoOXoauMMO
MPEeIyCMOTPETH MOCTENEHHOE (C «marom» 5--10 MI/Kr) CHUKEHHUE JT03bI TIperapaTa Jyisi TOTro,
9TOOBI O0ECMEeUYnTh MOJJCpPKAHWE KOHIICHTpalMu (PEeppUTHHA B CHIBOPOTKE KPOBHU B ITOM
1eneBoM nuanaszone. Eciu koHeHTpanus ¢peppuTiHa B CHIBOPOTKE CYIIECTBEHHO HIke 500
MKI/JI, CJEIyeT pPacCMOTPETh BOIPOC O IMpepbiBaHUU JiedeHHs aedepasupokcom [61].

(Yposenv ooxazamenvnocmu C).

MoHuTOpPHHI ¥ olleHKA d(PpPpekTUBHOCTH JedyeHus [IMD

B 3aBucuMOCTH OT METOJOB OLICHKM M CTEIIEHHU IIOJABJICHMS OIyXOJIEBOIO KJIOHA
BBIJICJISIIOT PA3IMYHbIE BUIBl OTBETA: KIMHUKO-T€MATOJOTMYECKHH, LUTOIC€HETUYECKUH U
TUCTOJIOTUYECKHU.

KJIMHMKO-T€eMaTOJIOTUYECKUN OTBET OLICHUBAIOT 110 HAIWYUIO WA OTCYTCTBHUIO

CUMIITOMOB MHTOKCUKAIIUHN, CINICHOMCTAJINU, ITOKA3aTCIAM KPOBHU U MOXKET OBITH IOJIHBIM MJIH
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YaCTHUYHBIM, a TaKXKe CBUJETEILCTBOBATH O IMporpeccupoBannu 3aboneBanus [63, 64].
Kpurepun onpeneneHus KIMHIKO-TEMaTOJIOTHYECKOTO OTBETA MPUBEICHBI B Ta0J1. 18.

[{uTorenetnyeckuét  OTBeT  (MpU  HAJIMYMKM  BO3MOXKHOCTH  TPOBEACHHUS
UTOTEHETUYECKOTO HCCIEAOBAHMS) OLIEHUBAIOT IPH LUTOT€HETUYECKOM HCCIEIOBAHUU
KOCTHOTO MoO3ra B JMHAMHKE, I[P HEOOXOAUMOCTH (HEMH(OPMATUBHOCTh PYTHHHOMN
IIUTOTCHETUKH, CKPBIThIE abepparun) nmpoBoast FISH-ucciaenosanue [63, 64].

[IpoBenenne TpemaHOOUONICUH C TUCTOJIOTHYECKUM UCCIIETOBAHUEM KOCTHOTO MO3Ta U
OllCHKOM crereHn (ubpo3a MO CTAaHAAPTU30BAHHOM IIKaJl€ IO3BOJSET  OLECHUTH
TUCTOJIOTUYECKUN OTBET, JOCTUXKEHHE KOTOPOTO CTAJI0 BO3MOKHBIM MPU MPUMEHEHUN HOBBIX
MeTo10B JieueHuss [IM® [63, 64].

OpHako HET OJHO3HAYHBIX JAHHBIX O IEJIeCOO0pPa3HOCTU LUTOIC€HETUYECKOTO H
TUCTOJIOTHYECKOTO MOHUTOPHUHTA Y 60IbHBIX [IM®.

Pexomenayemasi mepuoaudyHOCTh oOcCienoBaHusl TpejacTaBieHa B Tadua. 19. Ilpu
HEOOXOIMMOCTH (HATMYKE OCIIOKHEHMI) 4acTOTa KIMHUYECKOTO U JIA0OPATOPHOTO KOHTPOJIS
MOJKET OBITh 00JIee HHTCHCUBHOM.

Jleuenue 0s1acTHO# ¢pa3pl npu Tpanchopmanuun MII3

brnactHas ¢aza MII3 sBusercs TepMHUHAIBbHOW cranuel 3aboneBanus. [Ipornos
HEOMArompUATHBIA -- CPEAHSsS TMPOJOJIKUTEIBLHOCTh KH3HH cocTaBiasier 6 wMec [2].
BepkuBaeMOoCTh OOJBITUHCTBA OOJTBHBIX HE MPEBBINIAET | ro, MpU ’TOM MHOTHE YMHUPAIOT B
Te4eHue 6 MecseB, HECMOTPS Ha MPOBOAUMYIO TEPAIHIO.

Cpok oTr MomeHTa nebroTa 3a0ofieBaHUS N0 pa3BUTHS OmacTHOM (a3pl MOXKeT
CYIIECTBEHHO pasznuyatrbcsi OT 1--2 10 nmecaTtkoB JeT. Takas pasHUIlAa B CPOKaX Pa3BUTHUS

OmactHOM a3el MOXKET OBbITh OOYCJIOBJIEHAa HETOYHOCTHIO YCTAHOBJICHHMS CpOKa Hauaja
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6one3nu. B cimyqae [IM® omnpeneneHHy0 MOMOIIL B MPOTHOMPOBAHUU TEUYCHHsI OOJIE3HU
oka3bIBatoT cuctembl crpatudukarmu IPSS, DIPSS, DIPSS+ [48--50].

Taktuka Tepanuu OnactHoi ¢da3el MII3 ompegensercs Bo3pacToM OONBHOTO U
COIYTCTBYIOIIEH maTojoruei. Y OOJBHBIX C COXPAaHHBIM OOIIECOMAaTHYECKUM CTaTyCcOM
MOXKET OBITh NPENNpPHUHATA TOMbITKA MPOBEACHHUS KYypCOBOM XHMHOTEpanuHM IO CXeMaM
JICYEHUs OCTPBIX JIEHKO30B, KOTOpas MPUHOCHT BpPEMEHHBIM 3(PekT y HeOOoNIbLIOoN YyacTh
OOJIbHBIX.

[TosxxunpiM OONBHBIM C HAIMYUEM CYIIECTBEHHOW KOMOPOMIIHOCTH U OCJIOKHEHHSIMHU
MII3 nenecoobpa3HO MPOBEACHUE CACPKUBAIONICH MaUVIMATUBHOW MOHOXHMHUOTEpANuu M
Ha3HAY€HUE MaJlbIX [103 TJIIOKOKOPTUKOUIOB. JlaHHBIE MEpONpUSTHS HaANpaBi€Hbl Ha
TOPMOKEHHE POCTa OMYXOJIH U KyNMHPOBAHUE OCIOKHEHUH (IepesinBaHie T€MOKOMIIOHEHTOB,
JedeHne WH(QEKIMOHHBIX OCJIOKHEHUH W Jp.), C IeNbl0 YIy4YIIeHHs KadecTBa >KU3HU
OonpHOTO [64]:

« ruapokcukapoamuy 1000--2000 Mr/cyT, epopaibHo.

« mepkanronypu 50--100 Mr/cyT, mepopajibsHo.

e uTapadun’ 20 Mr 2 pasa B CyTKH, IOJAKOXKHO, 1--14-ii nuu, uepes 30--45 nueil.
AHTpalUKIVHBI:

e uapyOunun’ 10 Mr BHyTPHBEHHO, KaX/Ible 7 THEH;

* 6ycynban 2--4 MI B HeJIENII0, IEPOPAIIBHO;

e a3aUTUANH 75 MI/M> KYpCOM M0 7 JHEW KaxKJple 28 THEH;

XuMuoTepanus 1o nporpamme «7+3» uium «5+2».

[Ipumenenre pykconUTHHMOA TpU pa3BUTUM OJacTHOM TpaHchOpMalUU HE
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PEKOMEHI0BAHO.
(Yposenwv ooxaszamenvnocmu C).

JleueOHbIE MOAXO0/IBI NPH XHPYPru4eCKNUX BMelIaTeIbCTBAX

VY 6onpHbix MII3 BBICOKMII pHUCK Kak TpomM0oO3a, TaK M KpPOBOTEUEHHUS BO BpeMs
xupypruyeckux omnepauuid. Ilepen 1uiaHoBoil omepauuel 1e1ecooOpa3HO Ha3HAYEHHE
IUTOPEAYKTUBHBIX IpPENapaTroB A HOPMalM3alMM IOoKa3aTesiell mnepudepudeckoil KpoBu
(TpoMOOLIMTOB, TeMOTJIOOMHA, TEMAaTOKpHTa, JIeHKOUMTOB). Y Bcex OompHBIXx MII3 mpu
NPOBEJCHUH IJIAHOBBIX ONEPATHBHBIX BMEIIATEILCTB HEOOXO0IMMa OTMEHA aHTHArPEraHToOB U
IUTOPEAYKTUBHBIX IpenaparoB 3a OS--/ JHedl [0 omepauud (B COOTBETCTBUM C
(apMaKOKHHETHKON MPenapaToB).

B cnyyae pa3BuUTHS MOCTCIUIEHPKTOMUYECKOTO TpPOMOOLMTO3a PEKOMEHI0BAHO
Ha3HauYeHUE MUTOPEIYKTUBHBIX MPENapaToB, YTO COKPAIIAET KOJIMYECTBO MOCTONEPALMOHHBIX
ocnoxkHeHui. Ilocne onepauun 00s3aTeNbHBIM — SBISETCS NpPOBEAEHUE NPOPUIAKTUKU
TpoMOOOOpa30BaHUS C CXKCIHCBHBIM KOHTPOJEM KOHIIGHTpauu TpomoOomuToB. JIJIs Bcex
OonbHBIX OT B MociaeonepalnoHHOM MEPHOJE PEKOMEHAYETCS MPO(PUIaKTHIECKOE BBEACHHE
HU3KoMoeKyspHbeIXx renapuHoB (HMI). C yderoMm Toro, uto mpu TpoMOouuTose Oosee
BBICOK PHUCK Kak TpPOMOOTHYECKHUX, TaK W TEeMOPPArM4eCKUX OCJIOXKHEHUH MpUeM
AQHTUATrPEraHTOB U IUTOPEAYKTUBHOW TEpanuu BO30OHOBIISIIOT KaK MOXXHO ObICTpee Mpu

YCTOMYMBOM IeMOCTa3e U MOCIIC 3AKUBJICHHUS ONEePaIlMOHHBIX paH [56].

TpombGoremopparnyeckue 0CJI0KHEHUsI M UX JiedeHne y 00abHbIx MII3
Tpom603b1, TPOMOOIMOOIMM ¥ KPOBOTEUECHHS SIBISIOTCS HanOOJiee TUITHMYHBIMU

ocinoxuenusMu MII3. TpomOGoTHUECKHE OCTOKHEHHUS:
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* HHCYJIBT/TPAaH3UTOPHBIC UIIEMUYECKHE aTaKu;

* OKKJIIO3UY apTE€PHUH WIIH BEH CETYATKH;

* HapyIIEHUS! TPOXOUMOCTH KOPOHAPHBIX apTepuil;

* HMOOJIHS JTETOYHOW apTEPHH;

* TpOMO03 NIEYEHOYHOW UM BOPOTHON BEHBI;

* TpOM0O03 TITyOOKHX BEH;

* SPUTPOMEIIATITHSI.
daxTophl pucKa (CBSA3aHHBIC C TAITUEHTOM):

* Bo3pact crapiue 60 jner;

* TpOMOO3bI B AHAMHE3E;

* KOHIIEHTpaIus TpoMOouToB 1500 x 109/J1;

* IOBBIIICHHAS Macca Tela;

* CEepACYHO-COCYAMCThIE (aKTOpPhl pUCKa (KypeHHe, apTepualibHas TUIEPTEH3US,
TUIEPXOJIECTEPUHEMUSI );

* Hamuuue TpoMOodminueckux (aktopoB pucka (dakrop V  Jleiigen,
anTugocPonunuanble aHTuTena). Hanuuue onHoro mwnm Oosiee cOCyauCThIX (PaKTOPOB pUCKA
(KkypeHue, apTepualibHasi THIEPTEH3Us,, TUIEPXOJECTEpUHEMHs, CaxapHbIi  jauader)
YBEJIMYMBAET YaCTOTY apTepHalbHbIX TpoM0O030B. Hanbonee 3HaunmMbiM (pakTopoM, 0COOEHHO
y KEHIIHMH, OKa3aics (akrop kypenus [42].

Nmerotcst Taxoke akTopbl pucka, 6donee crnerudpuunbie nias MII3: Guoxumuueckue u
(GyHKIMOHAIbHBIE HApyIIEHUS TPOMOOIIMTOB, TMOBBIIICHHE KOJWYECTBA JICHKOIMTOB U HX
aktuBanys, Hamumune JAK2V617F umm apyroro mapkepa kioHambHOCTH. KpoBoTeueHwus

OBIBAIOT MPH JHO00M KOHIEHTPALHUHU TPOMOOILIMTOB, HO OCOOEHHO YacTo -- MPU TPOMOOIUTO3E
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csime 1000 x 10%/m. TTpuem HIIBC, B mepByio ouepeipb aneTHICATHIHIOBOA KHCIOTHI,
NOBBIIIAET PHUCK KpoBoTeueHUW. I[lpuoOpereHHslii cunapom Buinedpanga -- Hewactoe
ocnoxHeHnre MII3. XapakTepHbl BbIpaK€HHBI TPOMOOIMTO3, HOPMAJIbHOE WU yUIMHEHHOE
BpEMsl KpOBOTEUEHHUsS, HOpMalibHas KOHIIEHTpanusi aHTureHoB ¢akropa VIII u ¢akropa
Bunnebpanna 1npu  CHMKEHHOW — PUCTOLETHMH-KO(AKTOPHOM  AaKTUBHOCTH, CHUXXEHHE
CHOCOOHOCTH TPOMOOIMTOB K CBA3BIBAHUIO C KojutareHoM. Kpome TOro, B KpoBHU
YMEHBIAeTCA KOJMYECTBO BBICOKOMOJICKYJISIPHBIX OJHTroMepoB (akropa Bumnebpanna
BIUIOTh JI0 MUCYE3HOBEHMS, YTO MOXKHO OLIMO0YHO NmpHuHATH 3a Il Tun Gone3nn Bumiebpanna.
Jlepumut BHICOKOMOJIEKYISIPHBIX OJIMTOMEPOB (akTopa Buiiebpanma -- ocHOBHas mpHIuHA
KPOBOTOUYMBOCTH, MPUYEM YE€M BBIIIE KOHLEHTpPALUs TPOMOOLUTOB, TEM MEHbIIE B KPOBU
BBICOKOMOJICKYJISIPHBIX OJIMTOMEPOB, M TEM BBIIIIC PUCK KpOBOTeUeHH [28].

[Ipennonaraercsi, 4YTO Ha3HAYeHHE TEpallMd U  CHIKEHHE  KOHIEHTpAIUH
TPOMOOIIMTOB, YMEHBIIAIOIINEe pPUCKU pa3Butus TpombOo30B npu MII3. Tlpodunakruxa
TpoM0OOOOpa3oBaHUsl ¢  TIOMOLIBKO  HA3HAYCHHsI  aHTHarperaHToB  (mpemaparos
aleTHIICAIUIUIOBON KHMCIOTHI ) TIOKa3aHa BceM O0onbHBIM MII3 [15, 21]. IpuBnekaTenbHOI
NEPCIIEKTUBOM ISl YMEHBIICHUSI PUCKa TPOMOO30B SBIISIETCS MCIIONB30BAHHE WHTHOHUTOPOB
SHYCKMHA3, B YaCTHOCTH pYyKCOMUTHHMOA. B  ABYyX NpOBEAEHHBIX KIMHUYECKUX
uccnegoBanusix (COMFORT-I u COMFORT-Il) pykcoauTuHu® 3HAYUMO CHHXKAI
KOHIICHTPAIIUU JICWKOLIMTOB W TPOMOOIIUTOB, C OJHOBPEMEHHBIM YMEPEHHBIM CHUKCHHEM
ayutenpHOM Harpysku JAK2V617F [50].

Bropuunas mnpodumaktuka (mocie yke CIy4yuBIIeToCcs Tpom003a) CBOIUTCS K

HOpMaJIn3alnnuu rokazareJiei KpOBH, MoKas3aTeJied  CHCTEMbI CBCPThLIBAHUA KpPOBHU H


http://humbio.ru/humbio/drugs/0000f536.htm
http://humbio.ru/humbio/har/000ea649.htm
http://humbio.ru/humbio/pronc/00018dd7.htm
http://humbio.ru/humbio/pronc/0025e479.htm
http://humbio.ru/humbio/pronc/0025e479.htm
http://humbio.ru/humbio/har/000ea649.htm
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HAa3HAYEHUIO MO T[OKAa3aHUSM aHTHKOAryJsSIHTHOM Tepanuud NpsSIMBIMH W HEOPSIMBIMHU
AHTUKOATYJISIHTAMH 1O~ KOHTpPOJIeM  CBepThiBawomieii  cuctembl  [65].  (Vposenw

ooxazamenvrHocmu C).

MuenonposmdepaTtuBHbie 320071eBaHus U 0ePEeMEHHOCTh

B kaX7I0oM KOHKpETHOM ciy4yae HEOOXOAMMO HCKIIOYUTh BTOPUYHBIA XapakTep
pPa3BUTHUS TPOMOOILIUTO34, IEUKOIIMTO3a, SPUTPOIIUTO3A.
bepemennsie 60mpHbIe MII3 momkHBI HAOMIOATHCS B TE€MATOJOTHMUECKUX IIEHTpaxX C
OTBITOM BeJeHUSI OEPEMEHHOCTH W B TECHOM COTPYJHHUYECTBE C AKYIIEPOM-THHEKOJIOTOM.
Tepanestuueckue noaxoasl npu UII u 3T npu GepeMeHHOCTH 3aBUCIT OT cTaTyca OOJIE3HH
MAIMEHTOK M aKyIIepCKOro aHaMHe3a. Eciu mpucyTcTByeT J000i M3 HUXKE MepEeUnCICHHBIX
(hakTOpoB, OEPEMEHHOCTh UMEET BHICOKUM PUCK OCTOKHEHUHN y MaTepH U Y TUIOJA:
* IPEANIECTBYIONINI BEHO3HBIN UM apTEePHAIIbHBIN TPOMOO3 y MaTepu;
* IPEIIECTBYIONINE KPOBOTEUEHHUS 110 TPUIMHE OCHOBHOTO 3a0o0neBanus (MII3);
* OCJIOKHEHUS TIPEAIICCTBYIONIEH OEpPEeMEHHOCTH, KOTOPhIE MOTJIN OBITH BBI3BaHBI
OCHOBHBIM 3a00JICBAHUEM,
* KPOBOTEUYEHHUS O U MOCJIE POJIOB;
* TsDKENask MPE3KIaMIICHS;
* UIMOTNIATUYECKOE HeBBIHAIIMBAHNE OEPEMEHHOCTH B TIEPBOM TPUMECTPE;
* 33JIepKKa pocTa 04,
* BHYTpUYTpPOOHAs CMEpTh WM MEPTBOPOXKJICHHUE (MIPU OTCYTCTBUH APYTOM

MPUYHHBI);
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* OTCJIOMKA MJIAIlEHTHI,
« rumepTpoMGoIHTOo3 Goee 1000 x 10%/1.
Anroputm 06ciieToBaHUS BO BpeMs OEpeMEHHOCTH IIpelycCMaTprBAaeT:

1. Jlunamudeckuii KOHTPOJIb MOKa3arenel nepudepuyeckor KpoBU € UCCIIEI0BAHUEM

KOHIICHTpAallMi  TPOMOOIMTOB, WX (PYHKIMOHAIBHON AaKTUBHOCTH, COCTOSIHHS

IUIa3MEHHOTO 3BEHAa TIEMOCTa3a, a TakKkKe HCCIEOBAaHUE COJEP)KaHUS MapKepoB

BHYTPUCOCYIUCTOTO CBEPTHIBAHUS KaXK/IbIC 2 HEIETH.

2. Hckmouenue aHTHPOCHOIUNUAHOTO CHUHAPOMA (BOJYAHOYHBIA KOATYJISHT,

AHTUKAPJIMOIUIIMHOBBIE AHTUTENA), a TakXKe WHCCIEIOBAaHWE MYTallMil TEHOB,

COTIPSKEHHBIX C HACJIEICTBEHHON TpoMOodmiIHeid, mokazareiaeil roMoucTenHa (eciu

JAHHBIE UCCIICIOBAHUS HE OBLIN MPOBEACHBI 10 OEPEMEHHOCTH).

3. Y3U nmnona aBaxabl B KaXKI0M TPUMECTPE.

4. JlonmuepoMeTpus ¢ uUccieAoBaHUEM  (DETOIIAIEHTAPHOTO W MaTOYHO-

IJTAEHTAPHOTO U KPOBOTOKA B CPEeJHEl MO3roBOil apTrepuu mioga ¢ 22-il HeAelnu,

Kaxaele 4 Henenu.

5. Kapauorokorpadus mnona ¢ 33-it nenenu (B 33, 36, 38-10 Henenn).

B neuyennn 60npHBIX MII3 BO Bpemsi 6epeMEHHOCTH JIOKHA COONIOIAThCSA TAKTHKA,
HarpaBJieHHass Ha MPO(UIAKTHUKY COCYAUCTBIX OCJIOXKHEHUU U 00phOy ¢ TpomOoimTozoM. B
HACTOSIIEE BpeMs TMPUMEHEHUE HE MPOHUKAIONIMX Yepe3 IUIACHTY W He 00Jiagaroniux
TepaTOTCHHBIM 3(PHEKTOM JICKAPCTBEHHBIX CPEACTB IMO3BOJUJIO 3HAYUTEIBHO VYIYUIIUTh
KaueCTBO JKM3HU, MPOTHO3 W HCXOJ JaHHBIX 3a00JIeBaHWM, a TaKkKe CIOCOOCTBOBAIO

COXPaHCHHUIO 6epeMeHHOCTI/I 1 CHIDKCHHUIO YaCTOTHI OCJIOKHEHHU I Yy NAanuCHTOK.
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Tepanepruueckue Bo3MOKHOCTH Tpu MII3 BO BpeMss OepeMEHHOCTH BKIHOYAIOT
AHTUTPOMOOTHUYECKOE JICUCHHE, AHTUKOATYJSHTHYIO Tepamnuio, KpoBomyckanusi mpu UII,
LIUTOPEAYKTUBHYIO TEPAIMI0 M BUTAMHHBI TPYINE B (NMPUIOKCHH', HMAHOKOOAIaMuH ,
(onuenas KucnoTa’).

PekoMeH0BaHO MOAJIEp)KMBATh IIOKA3aTelIdM TIE€MAaTOKpUTa B IHpeleiaax HOPMBI,
COOTBETCTBYIOIIEH OepeMeHHOCTH. [loBBIIEHHBI 00BEM IMJIa3Mbl YacTO MPUBOIUT K
YMEHBIIICHUIO TeMaTOKpUTa U TpoMOonuToB, Bo |l TpumecTpe, mokasarenu KOTOPHIX BHOBb
MOBBIMIAIOTCSA B MOCIEPOIOBOM TIEPHOJIE, CO3/aBasi MOBBIIMICHUH PUCK TpoMOO3a B IepBbie 6
HeZleNlb ociie poJoB. TecHbIi MOHUTOPHMHI IOKa3arened nepudepuyeckoil KpoBH BaKEH B
3TOT mepuoA. B ciydyae mpuema manueHTKOW MUTOPEAYKTHBHBIX CPEICTB, ISl UCKIIOUEHUS
TepaToreHHbIX 3((PEKTOB, TMAPOKCUKAPOAMU] WM aHArpPENIU] JOJKHEI OBITh OTMEHEHE 32 3
Mecslla 10 3ayarus, ToXKe Tpedyercs W g OTuoB. lIpn HE0OXOAMMOCTH NPOAOTKHUTH
UTOPEAYKTUBHYIO Tepanuio -- mpemapar s jedenuss MII3 Bo Bpemsi OepeMEHHOCTH,
JNEUCTBUE KOTOPOTO HAMPABICHO HA CHUKECHHE KOHneHTpauHHiTp0M6ouHTOB,--aTolﬂdﬂﬂai
Oe3omacHblii BO BpeMs OepeMeHHOCTH. Ajroput™ HasHadeHus M®OHo" coctout B
CJIEIYIOLIEM:

-- ipu TpoMOoIuTOo3e 6osee 600 X 10%/n UdPHa" BBOAsTS B 103¢ 3 MitH ME B zeHb (nnu
4yepe3 JIeHb), MO3BOJSIONICH MOMIEePKUBATh KOHIEHTparuoo TpoMmOoruToB 200--300 X
10%/m;

-- pu TpombouuTosze Oosee 400 x 10°/n, BBegenne MDHo' MPOJOJIKACTCS, €CIU 3TO
JieueHUe TPOBOJMIN €I 10 OEPEeMEHHOCTH /MU CYIIECTBYET BBICOKMI TPOMOOTEHHBIN

PHCK.
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[IpuMeHeHne alETWICATUIMIOBOM KHCIOTHI B HH3KHMX J103aX 0€301acHO M
Heo0xouMo pu 6epeMeHHOCTH. COorlacHoO pa3padOTaHHOMY JITOPUTMY, BCE JKEHIIUHBI ITPU
MII3 Bo BpeMs GEpEMEHHOCTH JOJDKHBI IOJTy9aTh aleTHICATUIUIOBYIO KUCIOTY B m03€e 50--
100 mr B cyTku B TedeHHe Bced OepemeHHOCTH. [Ipu miaHupoBaHWU OEpEeMEHHOCTH HYKHO
HAYaTh MPHEM AaleTHICATHIAIOBOM KHCIOThl JO 3aYaTHs Ul OOJIErdeHHs MOTHOICHHOM
LHUPKYJISLIUN KPOBU B IUIALIEHTE U IPUEM BUTAMUHOB Ipymiibl B.

Ecam y marepu mnm mioga ectb puCK ociiokHeHud, npuMmeHenne HMI' nmokasano B
TEUeHHE BCEW OEpEeMEHHOCTH M B TeueHue 6 Hemenb mociie poaoB. [[o3er HMI' momkHBI
cocTapyIATh Haaponapul Kaieuus 0,6 Mt (5700 ME) 1 pa3 B cyTku, S5HOKcanapul HaTpus 40
mr (0,4m) 1 pa3 B cytku wiu gantenapud no 5000 ME 2 pasza B cytku. [Tomumo storo,
MOKa3aHUSAMH  JIJIi  TPOBEJEHUS  AHTUKOATYJISIHTHOW  Tepanmuu (B COYETaHHM  C
HUTOPEAYKTUBHOW W  aHTHArperaHTHOM  Tepamueil)  SBISAIOTCS:  TUIEPKOATyJISALMS,
HEXapakTepHas s ONpEACNCHHOIO CpoKa OEpeMEHHOCTH, TPU3HAKM  AaKTHBAIUU
BHYTPUCOCYJIUCTOTO CBEPTHIBAHUS KPOBM, a TAKKE HAJIMYMUE JAOMOJHHUTEIbHBIX (AaKTOPOB
TPOMOO(UINH BRICOKOTO PUCKA.

Ilepen  pomopaspemieHneM BceM  OepeMeHHBIM, OoiapHbBIM  MII3  mpoBomsT
npoUIaKTUKY TPOMOOTEMOPPArHueCKUX OCIIOKHEHHH, BKIIOYAIOIIYIO!

* HOIIIEHHE MEUIIMHCKOI0 KOMIIPECCHOHHOTO TPUKOTa)Xa BO BPEMsI pOIOPA3PEILICHUS;

* NIPUEM IIPENApPATOB AlETUICAIMIMIOBON KUCIOTHI MPEKPAIIaeTCs 3a 2 HENENu 0
pPOJIOpa3pelIeHHs B CBSA3HM C BBICOKUM PUCKOM I'€MOPPAaru4e€CKUX OCJIOKHEHUI;

* PETHOHAPHYIO aHAJIbre3Ul0 (B poJax MO KEJIAHUIO KEHILIWHBI) WIM aHECTe3Hio (BO

Bpemst KecapeBa cedeHus) npoBoAsT He paHee deM depe3 12 u mocie mnociegHen
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npodwmrakrruueckoit 10361 HMI™ 1 He panee uem yepes 24 4 mocie nocienHei 1e4eOHoil 10361
HMT;

* npu 1wiaHoBoM KecapeBom ceuenun Beaenne HMI' B mpodumakTudeckux mo3ax
MPEeKpammanT 3a 24 4 10 U BO30OHOBISIOT Yepe3 3 U IMOCJe ero OKOHYaHus (Wid depe3 4 4
MocJie yIajJeHus MUy PaTbHOTO KaTeTepa).

TakTuka BeJIeHUs TOCIIEPOI0BOT0 NEPUOA 3aKITIOYAETCS B CAEAYIOIIEM:

* HOIIEHUE MEJMIIMHCKOrO0 KOMIIPECCHOHHOIO TPUKOTa)ka B TE€UEHHE O HEAeNlb MOCIe
pPOJIOB;

» Bce OonmpHbie MII3 ¢ HOpManbHOW W TOBBIIIEHHON KOHIICHTPAIIMEH TPOMOOIIMTOB
JOJDKHBI TOJTyYaTh alleTUIICATUIIMIIOBYIO KI/ICJ’IOTy* B 03¢ 50--100 Mr/cyT;

« BBefenne M®OHo" mpomomkaercd, eclM 3TO JIEUYEHHME IIPOBOAUIOCH BO BpeMs
OepeMEHHOCTH U/UITU CYIECTBOBA BHICOKUN TPOMOOTEHHBIN PUCK;

* P HAIWYUHU JIOMOJHUTEIBHBIX (AKTOPOB TPOMOOPWIMHM W/MUIU BBICOKOM
TpoMOoreHHoM pucke HazHayanu HMI' B mpodunaktuueckux mozax B TeueHUe 6 Helelb
IIOCJIEPOIOBOTO MEPUOJIA;

* TPy/IHOE BCKapMIMBAHHE BO3MOYKHO NpH npoBeiaeHuu Tepamuun HMI, UDHa", Ho
IIPOTUBOIIOKA3aHO IPU NIPUEME LIUTOPEAYKTUBHBIX CPE/CTB.

O¢pdexTuBHOCTH JICYECHHUS NOJITBEPKAAECTCS COXpaHEHUEM KJIMHUKO-
reMaToJOrH4ecKoi peMuccuu 3a00JIeBaHMsl, KOTOPasi OMpeaesseTcss JaHHBIMU 0ObEKTUBHOTO
oOcrenoBaHus, Mokaszareneil nepudepuueckoil kpoBu, Y3U opranoB OpromHON MOIOCTH

(pa3Mep IICYCHU U CCHCSCHKI/I), TUCTOJOTHYCCKUM HCCIICJOBAHUEM KOCTHOT'O MO3ra.
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Ilpu angexkBaTHO MMOJOOPAaHHOM JICYEHHWH BO3MOXKHBI HOPMAajbHOE pa3BUTHE
OEpEeMEHHOCTH W TEYCHHE POJOB. BepeMeHHOCTh HE BIHSET Ha TeueHHE 3a00JCBaHUSL.
®dusnueckoe pas3BUTHE JeTei, YacToTa BPOKACHHONM ¥ MPHOOPETCHHOW MATOJOTHH
HOBOPOJKIECHHBIX Y KCHIUH, 00JbHBIX MII3 He OTIIMYaloTCs OT aHAJIOTHYHBIX MTOKa3aTeyeil B
o6rieit momyssnuu [66].

SAKVIIOYEHHUE

[IpencraBnenus o maToreHese, IMarHOCTUKE U METOJax JiedeHus xpoHndeckux MII3 Ha
NPOTSKEHUU JJTUTEIBHON UCTOPUU X U3YUEHUSI HEOJTHOKPATHO MOJIBEPraJIiuch nepecMotpy. B
HOCJEHUE TOJAbl JIOCTUTHYTHl 3HAYUTEJbHBIE YCIEXH B paclu(poBKE MOJIEKYISPHO-
TeHEeTHYECKUX MEeXaHU3MOB maroreHe3a Ph-meratuBHbix MII3, B ycranoBmenun pomu JAK-
STAT curnanbHOro myTy. JTO MPUBEJIO K YIYYIIEHUIO KauecTBa 00CIEI0BaHUS U CO3AAHHIO
MEXyHapOJHONH YHU(PULIHUPOBAHHOW CUCTEMBI KPUTEPHEB IUArHOCTHKH, MOHMTOPUHIA U
OILICHKH OTBETA HA JICYCHUE.

[Tpu UIT u OT tunuunoe TedyeHue 3a001eBaHUM CBA3aHO C BOSHUKHOBEHHUEM CUMIITOMOB
HapyLIeHU MUKPOUUMPKYJIALMUKA Ha (OHE MPEALIECTBYIOMIETr0 O€CCUMITOMHOIO MOBBIIICHUS
nokaszaTesyieil KpoBU Ha NMPOTSHKEHUHM HECKOJIbKHX JIeT. BrisBieHue 3a001€BaHus TPOUCXOAUT
IpY HANOpaBJIEHWHM K T[EMATOJIOTy II0 TMOBOAY OTKIOHEHMH B aHaJIM3aX KpOBH IIpH
npoduIakTUyeckoM oOCJIeOBaHMM WM YXE TI0CJI€ COCTOSIBIIMXCS TpPOMOO30B U
TpoMO0IMOO0NHHA.

IIpu IIM®, xax u npu paszsutuu noct-UII M® u noct-OT M® TunnuyHoe TeueHue
3a00JeBaHMsI  CBSI3aHO C  NIPOTPECCUPYIONIMM  YBEIMYEHHEM  OMYXOJEBOW  Macchl,
BO3HUKHOBEHMEM  CHUMIITOMOB  OIYXOJEBOM  WHTOKCHUKALIMM,  Pa3BUTHIO  OYaroB

AKCTPAMENYJUSIPHOTO KPOBETBOPEHHUS B IIEUYEHM M CelIe3€HKE. B nanpHeleM HW3MEHEHUs



86

KOCTHOTO MO3ra B BUJe HapacTanus (uOpo3a M OCTEOCKIEpO3a MPUBOIAT K COKPAIICHUIO
iamjiapMa KpOBETBOPEHHSI M Pa3BUTHUIO AHEMHUM, JIEUKONEHHMM M TPOMOOLUTONEHUHU.
JliirensHass — mpoiudepainus — OMyXOJEBOTO  KJIOHA  NPHUBOJUT K  MPUOOPETEHUIO
JOTIOJIHUTEIBHBIX MYTALIMI U BEPOSITHOCTH PAa3BUTHUS 0JIACTHOTO KpU3a 3a00JI€BaHMSL.

Huarno3 Ph-meratusupix MII3 (MII, DT, IIM®) ycraHaBIuBalOT Ha OCHOBAaHHH
KJIIMHUYECKOW KapTUHBI U JTaHHBIX KIMHUKO-T1a00pPAaTOPHBIX HUCCIETOBAHUM (COOTBETCBYIOIIU
M3MEHEHHsT Tepudepuyeckoil KpOBH, THCTOJOTHYECKHE IMPHU3HAKK B TpemaHOOMOMTATe
KOCTHOT'O MO3Ta, a TaKkke oOHapykeHue ToueuHor mytaruu JAK2V617F B rene sHycKuHA3BI
perenTopa SPUTPONOITHHA WU JPYTHX IPU3HAKOB KIIOHAJIBHBIX W3MEHEHUH TeMOI033a),
TaKK€ BaXXKHBIM SBJISETCS HUCKIIOYEHHE APYrux 3a00jeBaHUN KaK NPUYUHBI HM3MEHEHUUN
CHUCTEMBI KPOBH.

Henpto Tepanmuu WII m 3T B HacTosiee BpeMs ABISIETCS CAEpPKUBAHUE
nporpeccupoBaHusl 3a00JIeBaHMs, KYNMHUPOBAaHUE €ro CUMIOTOMOB M YJIYy4lIEeHHE KadecTBa
KU3HU OONbHBIX. [IpM TPaBMIBHOM TOJAXOJIE€ K JICUEHHUIO U KOHTPOJE €ro pe3yibTaToB
MPOJOIKUTENBHOCTh KU3HU OonbHBIX UII m OT He nomkHa OTAMYATHCS OT TOIMYJISIUU.
Jleuenne IIM® HampaBieHO Ha MPOMJICHHE XU3HM W TNPEIYNPEKICHHUE OCIONKHEHUM,
CepbEe3HO YXYAIIAIOUINX Ka4eCTBO KU3HU OOJIBHOTO.

Jleuenne OonmbHBIX Ph-HeratuBHbIMEH MII3 MOXET OCYHICCTBIATHCSA TOJIBKO IO/
HAOJIIOJICHUEM Bpada-reMaTojiora ¢ MOHHTOPHUHTOM €ro pe3ylbTaTOB B COOTBETCTBHH CO
CTaHJIAPTHBIMU KPUTEPUSIMH OLICHKH OTBETOB.

Tepamus Bcex Ph-neratuBabix MII3 ocHOBaHa Ha MPUMEHEHUH PHUCK-aJIalTHPOBAHHON
cTpareruu. [[ns 3TON 1enu Ha OCHOBAaHWM aHANW3a JAHHBIX HAOMIOJEHUs 3a OOJBIIUM

KOJIMYECTBOM OOJIbHBIX pa3paboTaHbl HIKajdbl Mporuoza Tpom6o3oB npu UIT u 3T, cucremsr
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cTpaTUdUKaK pucka nporpeccupoanus npu [IM®. BaxHbIM SBIIS€TCS OIIEHKA BO3pacTa
COMYTCTBYIOLIEH MATOJIOTUU OOJIBHOTO.

OCHOBHBIMH  METOJIaMU  TE€paluu  SIBJISIIOTCS: npopuiIakTuKa  TPOMOO30B
AHTHATrPETaHTAMMU; HATOPEYKTUBHAS Teparms LIUTOCTAaTUKAMH, uHTEp(HEPOHOM,
aHarpeiIuoM; HOpMaJIU3aLUs IIMTOKUHOBOTO npoduis MMMYHOMOAYJIATOPAMH,
IIOKOKOPTUKOUIAMH; KOPPEKILHUS OCIOKHEHUHN 3a00J€BaHMs C TTOMOIIBIO JTy4eBOW Teparuu,
XUPYPTHUECKOTO JIeUCHHUs, TpaHC]Py3uli TeMOKOMIIOHEHTOB. EJIMHCTBEHHBIM paJuKaTbHBIM
MeTooM JieueHus: Ph-aeratuBubix MII3 ocraercs amno-TI'CK, ummeromias orpaHuYeHHYIO
00J1aCTh MPUMEHEHHUS B CBSI3U C PUCKOM JICTAJTbHOCTH U CEPHE3HBIX OCIIOKHEHUH.

B Hactosimiee BpeMsi  BBISABICHBI MOJICKYJISIDHBIE MMIIEHHW JJISI  MPOBEICHUS
HAlpaBJICHHOW  MATON€HETHYECKOW  TEpanmuu  TapreTHbIMU  IpernapatamMu,  BIIEPBBIC
00JaaromuX CIOCOOHOCThI0 MOAMQHUIIMPOBATh TeueHHWe Ooiie3HU. IlepBbIii mpemapar w3
ATOTO Kjacca -- PYKCOJUTUHHO YK€ 3apeructpupoBaH B Poccuu aiis jedeHUs MEPBUYHOTO,
MOCTIOJIUIIUTEMUIECKOTO M MOCTTPOMOOIIUTEMHYECKOTO MHUeI0puOpo3a, BEAYTCS €ro
YCIIEIIHbIE KIMHUYECKUE WCIBITAHUA TIPU MCTHHHOW TOJIUMIMUTEMUU M SCCEHLIMAIbHOMN
TpombouutemMun. [lpoBeneHne KIMHUYECKUX MCIBITAHUN OTUX TMpenapaToB IMO3BOJISET
HAJEAThCA Ha YCIENIHOEC BHEAPEHHWE HUX B KIWMHUYECKYHO) TMPAKTUKY W 3HAYUTEIBHOE

MOBBIIICHUE TPOIOJIKUTEILHOCTH M KaueCTBa KU3HU 001bHBIX Ph-HeratuBabiMu MIT3.
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Tabnuua 1. Peiituarosas cxemMa A1l OLIEHKU CUJIBbI JOKA3aTeJIbCTB

YpoBeHb

J0Ka3aTciIbCTB

Omnucanue

1++

MeTta-aHanu3sl BBICOKOI'O KadecTBa, CHUCTECMATUYCCKUC 0630pBI
PAaHIOMHU3UPOBAHHBIX KOHTPOJHUPYCMBIX I/ICCJICI[OBaHI/II\/JI, N
PAaHAOMHU3UPOBAHHBIC KOHTPOJIUPYCMBIC HCCICAOBAHNA C OYCHb HHU3KUM

PUCKOM CUCTEMATUUYCCKHX OIINOOK

1+

KauectBenHo MMPOBCACHHBIC MCTAa-aHAJIN3bl, CUCTCMATUYCCKUC 0630pI)I

WA paHJOMU3HUPOBAHHBIC KOHTPOJIHUPYEMBIC UCCICIOBAHUS

MeTa'aHaJ'II/ISLI, CUCTCMATHYCCKHC O630pH HIIMX PAHAOMH3UPOBAHHLIC
KOHTPOJIUPYCMBIC HCCIICAOBAHUSA C BBICOKUM PHUCKOM CHCTCMATHYCCKUX

OILINOOK

2++

BrIcOKkOKaueCTBEHHBIE CHCTEMATUYECKHE 0030PbI UCCIEIOBAHUNA CITyqai -
KOHTPOJIb WJIM KOTOPTHBIX HCCIIEIOBAaHUM C OTCYTCTBHEM MJIM OYEHb
HU3KUM PUCKOM 3P (HEKTOB CMEIIUBAHUS WIM CUCTEMaTUYECKHX OLIMOOK

Y BBICOKOHM BEPOSITHOCTHIO IIPUYMHHOM B3aUMOCBSI3H

2+

Xopomo  NpOBEACHHbIE  MCCIEAOBAHUSA  CIy4al--KOHTPOJIb  WIIU
KOTOPTHBIE MCCIIEJOBAHUS CO CPEAHUM PUCKOM 3((PeKTOB cMelnBaHUSA
WIM CUCTEMAaTUYECKUX OIIMOOK M CpelHEH BEpOSTHOCTHIO MPUUYMHHON

B3aNMMOCBA3U

HccnegoBanus CHy‘l&ﬁ--KOHTpOJ’IB HJIM KOTOPTHBIC HCCICAOBAHUA C
BBICOKMM PHCKOM B(I)q)eKTOB CMCIIUBAaHUA WM CHUCTEMATHYCCKHX

OIIMOOK U CpCI[HCfI BCPOATHOCTBIO HpH‘lHHHOfI B3aMOCBs3U

He ananutnyeckue uccienoBanus (ONMUCaHUs CllydaeB, CepUil CIIy4aeB)

MHeHnue 3KCnepToB
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Tabmuma 2. PeliTuHTOBast cxema JIjisi OIICHKH CHUJTbI PEKOMEHTAlluid

YpoBeHb Ornucanue
JI0KA3aTeJIbCTB

A PexomeHmanuy OCHOBaHBI:
M0 MEHBIICH Mepe, Ha OJHOM MeTa-aHallh3e, CUCTEeMaTHYecKoM 0030pe
WM PaHJAOMU3UPOBAHHBIE KOHTPOJIMPYEMBIE HCCIIECIOBAHUS, OLIEHEHHBIX
KaKk |++, HampsMyr TNPUMEHUMBIX K IICJICBOM TMOMYJIANHH |
JIEMOHCTPHUPYIOLIUX YCTOHYMBOCTh PE3yJIbTaTOB
unu
TpyIIe J0Ka3aTelbCTB, BKJIIOYAIOIIMX PE3YJbTAaThl HCCICIOBAHMM,
OIICHEHHBIX KakK |+, HampsIMyl0 NPUMEHUMBIX K II€JIEBOM MOMYJISIUU U
JEMOHCTPHUPYIOIIUX OOIIYI0 YCTOHYMBOCTH PE3YIbTATOB

B Pexomenmanmm OCHOBAHBI:
Ha TPyMMe 0Ka3aTelIbCTB, BKJIIOYAIONIMX PE3YyJIbTaThl HCCIEAOBAHUM,
OIICHEHHBIX KaK 2++, HAIPSIMYIO0 MIPUMEHHUMBIX K 1I€JI€BOM MOMYJISINN U
JEMOHCTPHUPYIOMIUX OOIIYI0 YCTOWYHBOCTh PE3yIbTAaTOB
unu
AKCTPAIOJIMPOBAHHBIX JIOKA3AaTEIbCTB U3 UCCIIEIOBAHUM, OIEHEHHBIX KaK
1++ mmm 1+

C PexoMeHnmanimm oCHOBaHEL:
Ha TPyMMe I0Ka3aTeNIbCTB, BKJIIOYAIONIUX PE3yJIbTaThl HCCIEIOBAHUM,
OIICHEHHBIX KaK 2+, HAMpPsAMYI NMPUMEHUMBIX K I€JIEBON MOMYJSIIIUU U
JEMOHCTPHUPYIOIIUX OOIIYI0 YCTOWYHUBOCTh PE3yIbTAaTOB
unu
AKCTPAIOJIMPOBAHHBIX JJOKA3aTEIbCTB U3 UCCIEAOBAHMM, OIEHEHHBIX KaK
2++

D Pexomenmany OCHOBaHbI Ha 10Ka3aTENbCTBAX YPOBHs 3 wiu 4

uiu

OKCTPAITOJIMPOBAHHBIX JOKA3aTCIILCTB U3 HCCHC}IOB&HHﬁ, OLICHCHHBIX KaK

2+
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Tabnuma 3 JlnarHocTHYECKUe KPUTEPUU UCTUHHOM TOJUITUTEMHUH.

BO3 2008

BO3 2016

Boabuiue kpurepuu:
1. Temornobun Gonee 185r/m mius MyxuuH U 165 /11 Ui JKSHIIUH WK
Jpyrue NPU3HAKU MOBBILICHHS 00beMa UPKYIUPYIOLIHX SPUTPOLIUTOB.

2. Myrauus JAK2V617F unu JAK2 exon 12 myrauuu.

Boabuue kputepuu:
1. T'emorno6un > 165 /1 y Mmyxuunt, >160 /1 y )KSHIMH WIH

reMaToKput > 49% y MyxunH, > 48% y KeHIIUH.

2. Ilpu GuoricHU KOCTHOrO MO3ra — TPEXpOCTKOBAs runepruiasus (IaHMUeNos):

YBEINYECHUE npom/[(pepauml DJIEMEHTOB JPUTPOUJHOIO, T'paHyJIOIUTAapHOIO,

MErakapuoOUUTapHOr0 POCTKOB MHEJION033a.

3. Myrauus rena JAK2 V617F unu B 12 sk30He.

Mauible KpuTepun:

1. Ilpu OuomcuM KOCTHOrO MoO3ra — TPEXPOCTKOBAs TMIEpIUIa3us
(maHMHeNo3): yBEIH4YEHHE Mpoiu(epaly >SIEMEHTOB 3PUTPOUIHOTO,
TPaHyJIOLUTAPHOTO, MEraKapHOIUTAPHOTO POCTKOB MHEJION033a.

2. YpOBeHb SPUTPOIIOITHHA CBIBOPOTKH HIKE PeePEHCHBIX 3HAUCHHIA.

3. OGpa3oBaHUE 3PUTPOUJIHBIX KOJOHHHA B KYJIBTYpE KOCTHOMO3I'OBBIX

KJIETOK O0sibHOTO 6€3 nobaBnenus II10.

Mauiblii KpuTepuii:

1. YpoBeHb 3pHTPOIIOITHHA CBIBOPOTKH HIDKE PeepeHCHBIX 3HAYCHHI.

Juarno3 UII noarsep:xaaercst NpU HAJTHYUH JABYX 00JbUIMX H OTHOTO
MaJIOro KpHUTepusi WJIM NPH HAJMYHMHM TMEPBOro 0GOJILIION0 M JBYX

MAJIbIX KPUTEPHUEB.

Jns nocranoBku auarHo3a UII Heo0XxoaMMo Hajau4ue Bcex Tpex 00JIbIIMX

KpuTepueB Wi 1 1 2 601b1IKX U MAJIOTO KPUTEPHEB.

Tabnuua 4 Ctpatudukaius piucka pa3BuTHs TpoMOoreMopparnyeckux ociaoxHennit npu NUIT

Kareropus pucka

Bospacrt crapue 60 net u/unu

TpOM603BI B aHAMHC3¢C

CepaeuHo-cocyIucThIe

(akTopsl pUcKa

Husknii -- --
IIpomekyTOUHBIN -- +
Bricokuit + +/--
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Tab6numa 5. Bei6op nuTOpeAyKTUBHOM TEpANKK C YIE€TOM BO3pacTa MalueHTa.

Bo3spact nanuenra

IlepBas nuHus

Bropas nunust

Tperbst TUHUS

<50 ner WnTepdepon nim TuapokcukapOamMum* Pykcomutnaud
THJPOKCUKapOaMuI*
50-70net T'ugpokcuxapOamMum* Pykcomutunun® mm Wntepdepon mmn
nHTEpHEPOH PYKCOIUTHHUO
=70 ner I'uppokcukapbamu+, Bycynbdan, Pyxcomuruan6
Oycynbpan* THAPOKCUKApOaMuI*




Tabauua 6

Yacrora fuHAMHAYECKOTro o0cnenoBanus 00apHbIX UIT

Hccnenosanue

HepI/IO,Z[I/I‘IHOCTB MOHHUTOPHHI'A

OO6mwmit (KITMHNYECKUI) aHAJIU3 KPOBH C
OIIpEJICIICHUEM IeMaTOKPUTA, C TIOJICUETOM

JIEHKOLUTAPHON (POPMYITBI

Ha momenT YCTAHOBJICHUSA JUAarHo3a, 3aTEM HE PCKE 1
pa3a B 3 Mec WM YJame B COOTBETCTBUH C YPOBHEM

TPOMOOIIUTOB

broxuMuueckue moka3aTeiu:
ounupyoun, ACT, AJIT, JIAT, moueBas

KHCJIOTa

Ha MOMeHT ycTaHOBIIEHUS AUarHo3a, 3aTeM He pexe 1

pa3a B 3 Mec Ipy HUTOPEAYKTUBHOM Tepanuu

Koarynorp aMMa.

AIITB, TB, MHO, ¢pubpunorexn

Ha MOMeHT ycTaHOBIIeHUS AUArH03a, NPy HATUYUH
TPOMOO30B U Tepanuu aHTUKoaryasartamu 1 pa3 B 1--3

MEC

Y3U OpromHoi MoJI0CTH C ONpeaeIeHuEM
pa3MepoB MEYEHU, CEJIE3EHKH, OLIEHKOU

MMOPTAJILHOTO KPOBOTOKA

Ha MoMeHT ycTaHOBIIEHUS AMarHo3a, 3aTeM He pexe 1

pasa B roj

CTepHaﬂbHaH MYHKOHA € TOACYCTOM
MHCJIOTpaAMMBI U TIUTOTCHECTUYCCKUM
HUCCICIJOBAaHUCM

TpeHaHO6I/IOHCI/I5{ KOCTHOI'O MO3ra C

TUCTOJOTUYCCKUM HCCJIICAOBAHHNECM U
THCTOJOTHYECKOM OIIEHKOM CTEIeHHU

¢bubpo3za

[Tpu yCTaHOBJICHHUH TUATHO34, JaJiee TPU MOSIBICHUN
MIPU3HAKOB, CBUJICTEIHCTBYIONIUX O TPOTPECCHPOBAHUHT
3a0oneBanus (aHEMUS, Pa3BUTHE JIGUKOIIMTO3a, C/IBUTA
BJIEBO B JICHKOIIUTAPHOU (POpMYyJie, TOBBIICHHE
nokasaresieit ceiBoporoyHoro JIJII', mossienue

CIUICHOMETaJINH )




115

Tabnuna 7. Kputepun KIMHAKO-TEMATOJIOTHIECKOTO OTBETA TIPH

neyenuu UIT

OtBer

Kputepuu orsera nmpu UI1T

ITonHEbIil OTBET
(oTBeT B

TeueHue 12 Henm)

1. 'emarokput meHee 45% 06€3 KpOoBOIIyCKaHUN

2. Tpomborwtsl He Gomee 400 x 10°/1

3. Jleiikoutsl He 6onee 10 x 107/

4. HopmansHusbie pazmepsl cenesenku (Y3U/KT/MPT)

5. Het cuMnTOMOB, OIOCpEI0BaHHBIX 3a00JI€BaHHEM (MUKPOCOCYAUCTHIE

HapyIIeHUs, 3y/l, TOJIOBHAs 00JIb)

KoHcTaTanus moiaHON peEMUCCUU BO3MOXHA TOJBKO MPHU HAJTUYUU BCEX S5 KPUTEPHUEB.

YacTHUHBIN
OTBET (OTBET B

TeueHue 12 Hen)

1. l'emarokput meHee 45% 6€3 KpOBOITyCKaHUN

uiu

2. OTBeT 10 BCEM APYTUM KPUTEPUIM

Het oTBeTa

JIro60¥i OTBET, KOTOPHIN HE YAOBIETBOPSIET KPUTEPUSIM YACTUYHOTO

OTBETa
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Tabmuma 8. Onenka Monexkysipaoro orsera npu eueHun UIT [30]

Tun oTBeTa Onpenenenue

IlonHbIN OTBET

CHibkeHue aljieNbHOM Harpy3ku Monekyisipaoro mapkepa (JAK2V617F u
Tp.) A0 YPOBHSI, HE MOJIAIOIIETOCS ONPEICICHHIO

YacTuusblii 0TBET. M0OXKET IPUMEHSATHCS
TOJILKO IS OOJBHBIX C YPOBHEM aJUICIBHOM
Harpy3ku > 10 % npu nepBoHauaJIbHOM
HCCIICIOBAaHUH

CHuxenue > 50 % oT ypoBHsI IIpU IIEpBOHA- YaJIbHOM HUCCJIEJIOBAaHUU Y
OOJIBHBIX C yPOBHEM aJuIeNbHON Harpy3ku < 50 % npu nepBoHa4aIbHOM
UCCIEJOBaHUHU WM CHIKEHHE > 25 % 0T ypoBHs IIPH NEPBOHAYAILHOM
WCCIIEIOBAaHNH Yy OONBHBIX C YPOBHEM aJUIEIbHON Harpy3ku > 50 % mpu
NIEpBOHAYAILHOM HCCIIEIOBAHUN

OTCyTCTBHE OTBETA

JIr060i1 OTBET, HE COOTBETCTBYIOUTHHA MTOTHOMY WJIM YACTHIYHOMY OTBETY

Tabmuua 9. JlnarnocTnyeckue KpUTEPUH ICCEHIINATBLHON TPOMOOLIUTEMHU.

BO3 2008r BO3 2016r

1 IMocrostaHO TIOBBIIICHHOE KOJITYECTBO 1. IlocTOSHHO TNOBBIMIEHHOE KOJIMYECTBO TPOMOOIIUTOB
TpomGoumTos (Gomee 450 x 10%/). (6oee 450x10%/1).

2. Hanmuume B KOocTHOM Mo3sre mponudepanun 2. Hammume B  KOCTHOM Mo3re mponudepanun
METaKapuoLMTOB C HpeoOiafaHueM KpPYNMHBIX W THTaHTCKHX METaKapHoOLMTOB C IIpeoOJiaJaHueM KpPYIHBIX H
METaKapuoUUTOB  cO  3penmodl  Mopdomorueir.  OTcyTcTBYET TUTAHTCKUX MEraKapuoLUTOB co 3pesnon
3HAQUUTENIbHOE YBEIMYEHHWE WM <(JIEBBI CIBHI» HIEMEHTOB Mopdomoruei. Ot1cyTcTByeT 3HAUUTENIHHOE
IPaHyJIONUTOII0332 WIH SPUTPOLMTOII033a. YBEIMYEHHE WM  <IEBBIH  CHBUI»  DIJICMEHTOB

3. OTcyTCTBHE JAPYTHX MUEIONposHdepaTHBHBIX IPaHyJIOIUTOII033a HIIH SPUTPOLMTOII0I3A.
3a00JIeBaHH. 3. OrcyrctBue JIPYTHX MHUENONPONU(PEPATUBHBIX

4, Mytanus JAK2V617F wmm apyroit KIIOHaNbHBIN 3a00JIeBaHMA.

Mapkep; mpu otcyrctBum Mytaimn JAK2V617F — wuckmodeHue 4.  Myranus JAK2V617F, MPL, CALR.

BTOPHUYHOT'O TPOMOOLIUTO3A.

JInst ycTaHOBJIEHHS TMAarHO3a HEOOXOANMO HAJIMIHE BCeX 4 KPUTEPHEB.

Tab6muma 10

MesxayHapoiHasi IPOTHOCTHYECKAs IIKajla prcKa pa3BUTHs apTepHaibHbIX TpomO030B BO3 (2012) mpu

3T (IPSET-thrombosis) [42]

Kpurepuit

bann

Bo3spact crapmie 60 ner 1
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TpomO03b1 B aHAMHE3E 2
DaKTOpHI pUCKa CEPIIEUHO-COCYAUCTHIX 1
3a0oseBaHUN™

JAK2V617F 2

* 0w 1 Gasu -- HU3KHUM PUCK;
* 2 bayia -- MpOMEXKYTOYHBIA PUCK;
* 3 6ayuta u 6oJiee -- BRICOKUM PUCK.

[Tpumeuanue. * -- caxapHblii AuabeT, apTepuaIbHasi THIIEPTEH3US, KypeHUE.
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Tab6muna 11. Yacrora nuHaMU4ecKoro oociieqoBanust 00JbHBIX DT

Uccnenosanue

HepI/IO,Z[I/I‘IHOCTB MOHHUTOPHHI'A

OO0mwmit (KITMHUYECKUI) aHAIN3 KPOBU

pa3BepHYTHII

Ha MoMmeHT ycTaHOBIIGHHsI TMarHo3a, 3aTeM He pexe 1 paza B
3 Mec WM Yaie B COOTBETCTBUU C KOHIIEHTPAIUEHN

TPOMOOIIUTOB

buoxumunueckue rmoxkasareiu:

omwmupyonn, ACT, AJIT, JIIAT,

MOUYCBadA KHCJIOTa

Ha momenT YCTAHOBJICHUS JUAarHo3a, 3aT€éM HE PEXKE 1 pas3a B

3 Mec IpU HUTOPEAYKTUBHOMN Tepanuun

Koarynorpamma:

AIITB, TB, MHO, ¢ubpunoren

Ha momenT YCTAHOBJICHUSA JUArHo3a, rnpu HaJIn4uu

TPOMOO30B U TEparuu aHTUKOoAryasHTamu 1 pas B 1--3 mec

Y3U OpronrHo¥ mojaocTy ¢
OIPEICIICHUEM Pa3MEPOB MCUYCHH,
CEJIC3CHKH, OIICHKOM MOPTAIILHOTO

KpOBOTOKA

Ha MoMeHT ycTaHOBIICHHUS IMArHO3a, 3aTeM He pexe | pas3a B

roa

CrepHanbHas MyHKIHS C MTOJCYETOM
MHEJIOrPaMMBbl U IUTOT€HETHYECKUM
HCCIICIOBaHIEM

TpenanoOuorcrs KOCTHOTO MO3Ta C

THCTOJIOTHYECKUM HCCIIeJOBAaHUEM U
THCTOJIOTHYECKOI OIEHKON CTEIIEHN

¢bubpoza

[Ipu ycranoBieHun quarHosa, aajiee mpu MOsIBICHUH
MIPU3HAKOB, CBUJIETEIHCTBYIOIINX O IPOTPECCUPOBAHUN
3a0o0seBanus (aHEMUS, Pa3BUTHE JICUKOIIMTO3a, CIBUTA BIEBO
B JIEHKOLIUTAPHOU (hOpMyJie, TOBHIIIICHUE YPOBHS

ceiBopoTouHoro JI/II', mosiBieHue CrjieHOMETalnu)
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Tabmuna 12. Kpurepun KIMHUKO-TEMATOJIOTMYECKOT0 OTBETA pu jJedueHun DT

OtBer

Kpurepun orsera

IloxHbBIN OTBET
(coxpanenue
OTBETA B TEUCHUE

12 nen)

» Tpombonutsl He 6osee 400 x 10°/n

* Her cumnToMOB, onocpeioBaHHbIX 3a00J1€BaHUEM (MUKPO-

COCYJIUCTHIE HAPYILIEHHUSI, 3Y/1, TOJIOBHAS OOJIb)

» Hopmanwusbie pazmepsl cenesenku (Y3U/KT/MPT)

» Jlerikouutsl He Ooiiee 10 x 10%/n

KoHcTaTanus noigHON peMHUCCUU BO3MOXHA TOJIBKO MPHU HAJTUYUHU BCEX S5 KPUTEPHUEB.

YacTuuHbli
OTBET
(coxpaneHue
OTBETa B TEUCHUE

12 nen)

HaI_II/IeHTBI, HC COOTBCTCTBYIOIIUC KPUTCPUAM ITOJITHOT'O OTBCTA

» TpomGormTsl He 6omee 600 x 10°/
unu

* cHmxeHue 0osee 50% OT UCXOAHOW KOHLEHTpALUH

Het oTrBeTa

JI1060ii OTBET, KOTOPBIN HE YOBJIECTBOPSAET KPUTEPUSIM YACTHUHOTO

OTBETa
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Tabnuua 13. luarnoctuueckue kpurepuu [IMO.

BO3 2008

BO3 2016

BOJIBIIME KPUTEPUN:

1. IIponmudepanms MerakaprouTos u GpuodPo3

NI Ecnu ¢Gubpo3 OTCYTCTBYEeT, HU3MEHEHHsS MErakapHOLUTOB,
COIPOBO’KIAIOIIHECS TTOBBIIICHUEM KICTOYHOCTH

2. OrcyrcrBue kputepues MIT, BCR-ABL1Y XMJI, MJIC u npouux
MHEJIOH/IHBIX 3a00JIeBaHUI

3. Hammume wmyrammun JAK2 V617F wnm apyrux MapkepoB
KJIOHAJIBHOH Npondeparim

HNJIN OtcytcTBHE peakTHBHOTO (hubpo3a

BOJIBIIVE KPUTEPUN

1. Ilpomudepanuss M aTUOHs METaKapHOLMTOB, COUYETAIOLIMECS C
PETUKYJIMHOBBIM H/WIH KOJUIAareHOBBIM (HOPO30M KOCTHOTO MO3Tra
WNJIN npu oTCYTCTBHH BBIPaXEHHOTO PETHKYJIMHOBOTO (hmbpo3a —
TIOBBIIICHHAsT KJIETOYHOCTh KOCTHOTO MoO3ra ¢  Iposudeparyeit
KJIETOK TpPaHYyJIOLMTApHOTO psAfa W YIHETCHHEM 3PUTPOINO3a
(mpedubposnas kietouHas daza [IMD).

2. OtcyrerBue kpurepues UII, BCR/ABL1*XMJI, MJIC umu apyrux
MIIH.

3. Hamuume myrtaumnit JAK2V617F, MPL, CALR.

MAJIBIE KPUTEPUN
e  [loBbimenue yposHs JIJII" coIBOpOTKH
e Jleiikoapurpobiacto3
e [lanpnupyemas cene3eHka

e  Axemus

MAIJIBIE KPUTEPUU
e lckmouenne peakTHBHOTO ¢ubposa (MHGEKIHH,
3a00JIeBaHMUS,

AyTOUMMYHHBIC XPOHHUYECKOC

BOCIIAJICHUC, BOJIOCATOKJICTOYHBIN J'IeﬁKO?,,

Apyrue
muMbornponrpepaTHBHEIE 3a00I€BaHMA, METACTa3bl
COJIM/IHBIX ONYXOJI€i, TOKCHYECKUE MUEIIOTIATHH).

e AHeMus WIH IaIbIIUPyeMas CENe3eHKA.

e JleiikoaputpobiacTo3 wid nossimeHne yposHs JIJII.

Jlns nocranoBku nuarnoza [IM® HeoOXoquMo HAMUME 6cex mpex

OOLUUX U OBYX MATLIX KPUMEPUEB.

Jnst mocranoBku nuarno3a [IM® HeoOXxonuMo Hanu4Me gcex mpex

bonvuux unu 1, 2 601bMUX U 6CEX MATLIX KPUMEPUES.

Ta6muma 14. Iloacuet pucka mo cucreme crparudukamnuu PSS

IIpu3naxk

KomnuectBO OaiioB 10 CHUCTEME

cTpaTtudUKaIy prucka

Bo3spacrt crapme 65 ner

1

Konnentpanust remornoduna menee 100 r/n
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JlelikomuTo3s 6omee 25 X 10%/n 1

bnactHble kieTku B nepudepudeckoir kpou 1% wnm | 1

IVIGES

Hanuuue cuMIITOMOB OIyX0JI€BOM MHTOKCUKALIUN 1

0 6aoB -- HU3KUH PUCK;
1 6ann — mpoMeKyToUHbIN-1;
2 Gamia — MPOMEKYTOUHBIN-2;

3 6anna wim 6oJiee — BHICOKUM PUCK.
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Tabmuna 15. [loacuer pucka o cucreme crparudukanuu DIPSS

[Tpu3nak KomnyectBo 0OamioB 1o  cucteme

cTpaTtuduKaIu prucka

Bo3spacrt crapuie 65 ner 1
KonuenTtpauus remornoduna menee 100 r/n 2
JleiikouTo3s 6osee 25 X 10°/n 1

bnactHbie kieTku B nepudepudeckoit kposu 1% wnmm | 1

Ooitee
Hanudre cuMIITOMOB OIyX0JIEBOM HHTOKCHUKAIIUN 1
TpomOoruTonenus meree 100 x 10%/n 1

0 6anoB -- HU3KUI PUCK;
1--2 Gaymra — mMpOMEKyTOUHBIN-1,;
3--4 Ganna — MPOMEKYTOUHBIN-2;

5--6 6amna wim 6osee — BBICOKHH PHCK.
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Tabmuna 16. [Toacyer pucka mo cucreme crparudukanuun DIPSS+

IIpu3nHak

KomnuectBo 0Oamios

cTpatudukanuu prucka

1o

CUCTEMC

Bo3spacr crapire 65 net 1
Konnenrpanus remornoduna menee 100 r/n 2
Jleiikormros 6omee 25 X 10%/1 1
bnactHbie kieTku B nepudepudeckoir kposu 1% wnm | 1
Oonee

Hanuune cuMnTOMOB OITyX0JIeBOM MHTOKCHUKALIUU 1
TpomOorutonenus meree 100 x 1091 1
Heo0xonmMocTh nepenBaHus SpUPOIIUTOB 1
He6naronpustheiii kapuotun: +8,-7/7q-, (17q),inv(3), | 1

-5/50-, 12p-, nepecrpoiiku 11023

0 6asioB -- HU3KUI PUCK;
1 Gann — mpoMeKyTOUHBIH-1;
2--3 Gana — NPOMEKYTOUYHBIN-2;

4 6anna wnm 6osee — BBICOKHI PHCK.
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Ta6muma 17. I'enetnueckas npornoctuyeckas cucrema GPSS

['pynmel pucka (cymma Obmaz
Kputepun (6asr) PYHIRL P ™ BbDKHBAE-
0aJIJIOB)
MOCTb, JIET
Bo3spact 6oinee 60 net (2) Huskuit (0) ~17.9
Kapuotun «oueHs BbICOKOTO prckay (3)
[Mpomexytounsrit-1 (1-2) 9,0
(monocomnsii, Inv(3), 1(17q), -7/79-, 11q wmm 12p
TIEPECTPOUKH )
ITpomeskyrounsrii-2 (3-4) 5,0
Kapuotumn «Beicokoro pucka» (1)
(KOMILJIEKCHBIIT HEMOHOCOMHBIM, 2 NEPECTPOUKH HE U3
TpYNIbl «OY€Hb BBICOKOTO pHCKa), -5(J, +8, apyrue
TpucoMuu (kpome +9), onuHOuHbIe abeppanuu (Kpome
13q-| Zoq-l +1q))
Bricokuii (=5) 2,2

OrcyrcrBue mytaimii renoB JAK2, CALR, MPL (2)
JAK2/MPL/CALR (tum 2) (2)

ASXL1" (1) umn SRSF2" (1)
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Tabmuua 18. Kputepun kmuHUKO-TreMaToioruyeckoro orsera npu jgeuenun [IM® (IIM®, noct-UIT MO,

noct-0T M®)
Kpurepuit [TonubIi OTBET YacTuyHbIl OTBET IIporpeccus
CumnTombl OrtcyrcTBUE -- [TosiBnEeHME CHMIITOMOB
MHTOKCHKAIMU | CUMITOMOB
Cenesenka He manenupyercst | YMeHbIIEHHE pa3MeEpPOB YBenuueHue pasmMepoB
cene3eHku He MmeHee 50% npu cene3eHkH He MmeHee 50%
pa3mepax 10 cM 1 MeHee HuXKe npu pazmepax 10 cm u
pebepHoi a1yru MEHee HIKe pebepHOi 1yTu
unu unu
CHI)KEHHE Pa3MEPOB CEJIE3CHKHU YBEJIMYEHUE Pa3MEPOB
30% u 6onee ipu pa3mepax 10 cm | cenesenku He meHee 30%
u 6osee HUXKE pedepHO Tyru npu pazmepax 10 cMm u
Oostee HIDKE peOepHO TyTH
I'emornooux 120 r/n1 u Gonee; Veenmnuenue Ha 20 r/11 u 6onee, HO | CHmkenue Ha 20 1/11 1
TS OOJTBHBIX CO He 6osee 120 r/n mpu orcyTeTBUM | OoJee
CTaOUITBHBIM 3aBHCHUMOCTH OT TpaHchy3uil unu
reMOTIIO0MHOM unu BO3HUKHOBEHHE
6onee 110 r/n He CHU)KEHHE MTOTPEOHOCTH HE MEHEE | 3aBUCHMOCTH OT
HYKJAIOIIUXCS B 50% B TpaHchy3uax TpaHcy3uii
reMoTpaHcy3usix unu
MOBBIIICHUE TOTPEOHOCTH
He MeHee 50% B
TpaHCcPy3usiX )i OOJbHBIX,
HYXIAIOLINXCS B
reMoTpaHcy3usx
JleiikouuThI 4-10 x 10%/n CHuxenue Ha 50% u Gonee 6e3 [ToBeIIEHNE BBIIIE HOPMBI
HOpMAaJTU3aIUH TIPH JICUKOIIUTO3E | Wil
Goee 20 x 10%/n CHUKEHUE HUXKE HOPMBI, HE
unu CBA3aHHOE C Tepanuen
noBblIIeHue OoJiee yeM Ha 1 X
10°%/11 6e3 HOpMATH3AIHH TIPH
nelixorennn Metee 4 x 10%/1
TpoMOOoLUTEI 150-450 x 10”/n Cumxenue He MeHee 50% 6e3 [ToBbIlIEHNE BBIIIE HOPMBI

HOpMaJIU3al1K U
TpomborTo3e Gomee 800 x 10%/1
unu

noBeImeHne He Meree 50 x 10%/
0e3 HopMaJIn3aluy MPH
TpoMbouuTonenuu mexnee 100 x
10%n

uiu
CHMXXCHHUEC HUKC HOPMBI, HE
CBA3aHHOC C Tepam/leﬁ
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Tabmuma 19 Yacrora nuHAaMU4ECKOro 00cienoBanusa 00abpHbIX [IM®D

Uccnenosanue

HepI/IO,Z[I/I‘IHOCTB MOHHUTOPHHI'A

OO0mwmit (KITMHNYECKUI ) aHAJIU3 KPOBH

Ha MoMeHT ycTaHOBIIeHHS [UarHo3a, 3aTeM He pexxe 1 paza B
3 mec. [Ipu npoBeeHUN TUTOPEAYKTUBHOM TEpanuu —

TIEPBBII MECSIl — ©KEHEIeTbHO, 3aTeM | pa3 B MecsIl

buoxumuueckuii ananus KpoBu

Ha momenT YCTAHOBJICHUS JUAarHo3a, 3aT€M HE PEKE 1 pa3a B

3 Mec

Obmen  xenme3a  (CBIBOPOTOUYHOE
Keleso, OXCC, beppuTuH,
TpaHcheppuH), QonmeBas KHUCIOTA,

BUTaMUH B1o

[Ipu pazBuTun aHeMuu

Koarynorpamma (AIITB,
nporpoMbuHoBoe Bpemsi, MHO,

¢ubpunoren, D-numep)

Ha MoMeHT ycTaHOBIEHUS AMAarHO3a, 3aTeM He pexe 1 pas3a B
3 Mec, Ipu HAIUYUHU TPOMOO30B U TE€paruu

AHTUKOATryJsTHTaMU He pexe 1 pa3a B Mecsll

VY 3U OpromHoi moJI0CTH C
ONPEACICHUEM PA3MEPOB MEUEHH,
CEJIE3EHKH, OLIEHKON MOPTaIbHOIO

KpOBOTOKA

Ha MmoMeHT ycTaHOBIIeHHs [UarHo3a, 3aTeM He pexe 1 paza B

roJ




