Knuhnueckas onkorematonorus. 2021;14(1):129-37

OB30OPbI

CoBpemMeHHbIN B3rnaf Ha ANArHoCTUKY
M neuyeHue Knaccuueckux Ph-HeratuBHbIX
muenonponucepaTMBHbIX 3a60n1eBaHNK

A.J1. MenuksaH', N.H. Cy6opuesda’, B.A. LLlysaes®>,
E.T. Jlomana®, E.B. Mopo3zosd®, /1.A. Ky3abmuHd',
O.10. Bunorpagoea®™s, A.10. 3apnuyknit’

'OrBY «HMUL rematonorum» Munsapasa Poccun, HoBblit 3bIKOBCKMiA
np-4, A. 4, Mockea, Poccuiickas ®epepauns, 125167

2OrBY «Poccuitcknii HUW rematonorum 1 TpaHccpyavonorum
®MBA Poccuu», yn. 2-a CoBetckas, 4. 16, CaHkT-letepbypr,
Poccuitckas ®epepauns, 191024

3I'bY3 « Topoackas KnuHuyeckas 6onbHuLa uM. B.B. Bepecaesa» [13M,
yn. lobHeHckas, a. 10, Mockea, Poccuiickas ®epepauus, 127644

4®rBY «<HMWUL, um. B.A. AnmasoBa» MunaapaBa Poccuu, yn. AkkypaToBa,
B. 2, Cankr-lNetep6bypr, Poccuiickas Gepepaums, 197341

SHWUWU petckoit OHKONOMMM, FEMATONOM NN U TPAHCNIAHTONOT N

uM. P.M. Fop6aueBoit, ®IBOY BO «Mep.biii CaHKT-TeTepbyprckuii
roCylapCTBEHHbI MEANLMHCKIIA yHUBEpCUTET M. akag. W.I1. Nasnosa»
MuH3zppasa Poccuu, yn. JibBa Tonctoro, a. 6/8, CaHkt-lNetepbypr, Poc-
cuiickas Pepepauns, 197022

6I'BY3 «opofckas KnuHnyeckas 6onbHuLa uM. C.M. boTkuHa» A3M,
2-in boTkuHCckmi np-a, a. 5, Mockea, Poccuiickas ®epepauns, 125284

7®rbY «HMUL| geTckoi rematonorum, OHKOMOT N 1 UMMYHOMOM MY
um. mutpus Porauesa» MuH3apasa Poccum, yn. Camopbl Mawena, 4. 1,
Mocksa, Poccuiickas ®epepauus, 117997

EDrAQY BO «PHUMY um. H.U. NMuporosa» Muxzapasa Poccuu, yn. OcTpo-
BUTSIHOBA, A. 1, MockBa, Poccuitckas ®epepauus, 117997

PE®EPAT

Knaccnyeckmne Ph-HeraTuBHble muenonponndepatmBHbie
3aboneBaHua (MIM3) — rpynna onyxonen, BKAOYatoLWwas
B C€0A WUCTUHHYIO MONULMTEMUIO, SCCEHUMANbHYIO TPOM-
6ouNTEMUIO U MNEPBUYHLIA MMenodpunbpos. B nocnegHee
aecatnneTne CyuecTtBeHHO M3MEeHWINCb noaxoAabl K Mno-
HMMaHWIO natoreHesa K fiedeHuto MIM3. B 10 Xxe Bpem4a
npoao/KaeTcsl TWlaTe/IbHOE M3y4YeHWe 3ITUOMOrUYECKUX
hakTopoB, NAaTOhN3NONOrMYECKUX MEXaHN3MOB PA3BUTUS
3aboneBaHuns. CoBepLIeHCTBOBaHNE METOA0B AMarHocTu-
KW, HOBbI€ MOAXOAbl K IEYEHMNIO CMOCOBHbI CHU3UTb PUCKHU
OC/IOXXHEHWNI 1 NeTanbHbIX ncxonos. B o63ope npeacras-
NeHbl COBPEMEHHbIE MeTOAbl ANArHOCTUKK, B T. Y. MOfe-
KYyNSAPHO-TreHEeTUYECKUA, NpuBefeHbl MNPOrHOCTUYECKME
wkanbl. KpoMe TOro, oUEeHMBAIOTCA pasfinyHble MeToAbl
KoHCepBaTMBHOro fiedeHnsd. Ocoboe BHMMaHWEe yaeneHo
OLUEeHKEe KayecTBa XM3HW NaLMEHTOB M TapreTHoMy neve-
HUO 3a60neBaHun.
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ABSTRACT

Classical Ph-negative myeloproliferative neoplasms (MPN)
constitute a group of diseases including polycythemia vera,
essential thrombocythemia, and primary myelofibrosis. Over
the past decade, the approaches to understanding of MPN
pathogenesis and therapy have considerably changed. At
the same time, etiological factors and pathophysiological
mechanisms of disease progress are being thoroughly stud-
ied. The improvement of diagnosis methods and new ap-
proaches to therapy can reduce complications and mortality
risks. The review outlines the current diagnosis methods,
such as the molecular genetic one, and provides prognostic
scores. Different methods of conservative therapy are as-
sessed. Special attention is paid to quality of life measure-
ment and targeted treatment of patients.
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BBEJEHME

Knaccudeckre ~ Ph-HeraTuBHble — Muesonposivdepa-
TUBHble 3a6osieBaHusg (MII3) — rpynna 6oJsie3HeH,
BKJIIOYawIasg B cebsd HUCTUHHYH noauuutemuto (UII),
acceHUMaNbHY0 TpoMbouutemMutw (3T) U mepBUYHBIN
Muenopuopos ([IMP). [lepBble HayYHbIe ONMCAHUS KJIU-
HHUYeCKHUX NPOsABIEHUHN U MOPPOJIOrHIecKUX U3MeHeHU N
MPU 3TUX HO30JIOTUSIX MOSIBUINCH B KOHIle XIX B. B 1951 .
Bunbsam Jameniek npeuioxua o6beauHuTs UIl, 3T, [IM®
Y XpOHHUYECKUI MUeJsI0/IeliKo3 B OZjHY Irpymnny 6Jarogaps
CXOACTBY KJIMHHUYECKUX U MOPPOJIOrHIecKUX CBOUCTB, a
TaK)Ke Ha OCHOBaHWHU NpeJoJI0KeH s 06 0611el naTore-
HeTHUYeCKON Npupojie 3TUX 3abosieBaHUM. [lo HefLaBHEro
BpeMeHU MoJIeKy/spHble JieheKThbl U COOTBETCTBYIOLIME
Mapkepbl MII3 6b111 HeU3BeCcTHbI. Mi3yyeHHbIe K HACTO-
AlleMy BpeMeHU MOJIeKyJsipHble MeXaHU3Mbl Pa3BUTHSA
MII3 cBsizaHbl € TMNepaKTUBAL el TUPO3MHKHWHA3, aHO-
MaJIUSIMU PeLeNnTOPOB IIUTOKMHOB, CHHTE30M NaTOJIOTU-
YeCcKUX O6esJIKOB — IIallepoHOB. ApceHas1 J1abopaTOPHBIX
MEeTO/I0B, IPUMeHsIeMBbIX AJs fuarHoctuku MII3, BkIto-
YyaeT He TOJIbKO OLleHKY KJIOHAJbHOCTU U OINpefiesieHHe
YPOBHS 3PUTPOINO3THHA, HO U MOJIEKY/ISIPHO-TeHeTHYe-
CKMe U IUTOTeHeTHYeCKue uccaeoBaHus. Pacuudposka
MOJIEKY/ISIPHBIX MexaHU3MoB MII3 co3zasa npenochbliKy
JIJ1s1 pa3paboTKX TapreTHBIX NpenapaToB (MHTHOGUTOPOB
JAK2) nnsa neyenus WII, 3T, [IM®. HecmoTpsa Ha JoCTU-
)KeHUsl, Tepanus MII3 HampaBsieHa Ha cAep>XUBaHUe
NporpeccupoBaHusl 3aboJieBaHUSl W KyNHMpOBaHHUE ero
CUMIITOMOB C LleJIbI0 O/ /lep>KaHusA /yIydllleHUs KauecTBa
>KU3HU GOJIbHBIX. B CBA3M C 3TUM NIpU OLleHKe Pe3y/IbTaTOB
JIeyeHUs] OJJHUM U3 BaXKHBIX KpUTepHeB 3pPeKTUBHOCTH,
HapsaAy € KJMHUYEeCKHMM IMoKa3aTessIMH, KOJU4eCTBOM
rOCIHTANM3aLUH, YacCTOTOW U TSKECTbIO OCJI0XKHEHUH,
SIBJISIETCS KaueCTBO KU3HHU O60JIBHOTO.

AKTHBHOe pa3BUTHE COBPEMEHHOM TIeMaToJIOrUMU
TpebyeT OT CNELHUaJUCTOB IOCTOSSHHOTO OOHOBJIEHUS
CBOMX 3HAHWH U BHe/IpEHUS HOBbIX METO/|0B JUArHOCTUKHU
Y JIeyeHUs B IPAKTUKY. AKTya/IbHBIMH OCTAOTCS BONPOCHI
YHUQUKALUU OLeHKH KOHCTUTYLHOHAJbHBIX CUMITOMOB
(inxopaZiKy, HOYHOHM NMOTIMBOCTH, OTEPU MacChl TeJa) C

rcnoab3oBaHueM onpocHuka MPN-SAF TSS (MPN10), npo-
rHocTHYeckux wkan npu [IM®, onenku 3¢ PpeKTUBHOCTU
Tepanuu MII3, nepecMoTp MoKa3aHUM AJi1 Ha3HAYEHUS,
KOpPpEeKLHUHU [J03UPOBKM U OTMeHbl TapreTHOM Tepanuu
(pykcoMuTUHUG). DKCIIepTHBIA COBET reMaTOJIOTOB-KJ/IU-
HULUCTOB, B (QOKyce BHHUMaHHs KOTOPBIX HaxOAATCs
MII3, coctosinica 27 ceHTs16ps 2019 r. Ha coBete 6bLIn
npe/icTaBJIeHbl pe3y/IbTaThl KJIMHUYECKOI0 UCCe/l0BaHUs
Landmark © poccuicKOro MHOTOIEHTPOBOTO peTpo-
CMeKTUBHOTO HCC/Ie/loBaHUsA MO OlleHKe 3PpPeKTHBHOCTH
Tepanuu [IM® pyKcoOTUTUHUOOM.

B 0630pe ocBemarTcsa nocaefHue HaydHble JOCTH-
>)KeHUs B ;MAarHOCTHKe, ONlpe/ieleHMH NPOrH03a, Tepanuu
Y KOHTpoJie 3pPeKTUBHOCTH JIeueHUs], OlleHKe KauyecTBa
>KW3HU [IAaLlUEHTOB.

HOBOE B AMATHOCTHUKE U IEYEHUU M3

KauecTBo *u3HU 60/bHBIX MII3 cymecTBeHHO cTpajaeT
3a cyeT TaKUX CUMIITOMOB, KaK C/1ab0CTb, yTOMJISIEMOCTD,
oZlblllIKa, 60JIb B XKMBOTe, HOUHAsl NMOT/JIMBOCTb, 60JIb B
KocTsx. Tepanus HanpaBJ/ieHa Ha clep>KMBaHUe Iporpec-
CUpOBaHUs 3a60/1eBaHUS U KyTMPOBAaHUE ero CUMITOMOB
C LeJbl0 MNOAJepXaHUs/yJydllleHUsl KadecTBa KU3HU
60sibHBIX [1-4]. B cBA3U ¢ aTUM npu oleHKe 3ddekTa
JleyeHUs1 OJHUM U3 BaXKHbIX KpUTEPUEB, HAPAAY C KJINHU-
YeCKUMHU NoKa3aTe/sIMH, KOJTM4eCTBOM rOCIUTaIU3al U,
YaCTOTOMN U TSXKECTbIO OCJI0XKHEHUH, ABJISETCS KaueCTBO
>KU3HU 60JIBHOTO.

OnpocHuk MPN10 pa3pa6oTtan B 2012 T. AJig OLIEeHKU
BbIpakeHHOocTU cumntomoB MII3 (3T, UII, [IM®), mo-
HUTOPUHIA MNpPOrpeccupoBaHus 3ab60JieBaHUsl, OLeHKHU
adpdexTuBHOCTU JiedeHUs [5]. ONPOCHUK BKJIIOYAET B
ce6s 10 BompocoB: c1aboCThb, OLIylleHHe OBICTPOro Ha-
MIOJTHEHUS 3KeJlyJiKa BO BpeMsl e/ibl (paHHee HachllleHue),
HenpusTHble ollylleHus (AuckoMbopT) B KUBOTE,
BSJIOCTh (CHMXKEHHE aKTHBHOCTH), MpPOO6JEeMbl C KOH-
LleHTpaliell BHUMaHHs, HOYHasl NOTJIMBOCTb, KOXHBIH
3yZ4, 60JIb B KOCTSIX (He B CycTaBaX, He B MbIIIIAx, 6e3
YeTKOH JIOKa/JUu3alMy), NOBbIllIeHHe TeMIlepaTyphl Tesa
(> 38,7 °C), HenpeJHaMepeHHOE CHIXKeHHEe MacChl TeJia 3a
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A — ONaHK OLIeHKM CTEMNeHn TAXEeCTU cuMnTomMoB; b — Tabnuua Ana oTCNeXmnBaHUa AUHAMUKN CUMITOMOB

Fig. 1. MPN10 questionnaire:

A — symptom assessment form; 5 — table for monitoring symptom dynamics

nocJjesHue 6 Mec. CUMIITOMBI OLlEeHHMBAIOTCS 110 LIKaJIe OT
1 no 10 6annoB, rae 0 — oTCyTCTBUE CHMITOMa, a 10 —
MaKCUMaJibHasl CTelleHb TSHKeCTU CHMIITOMA, KOTOpPYIO
MOXeT NpeJACTaBUThb NanueHT. [lauueHTy cieayeT 06-
BECTH OJJHO YMCJIO, HAWJYyYLlIUM 00pa3oM ONMChIBAKOIee
CTeNeHb TSXKEeCTU Kaxjaoro cumnroma (puc. 1, A). loay-
YeHHbIN 06U pe3y/bTaT OLleHKHM CUMITOMOB B 6asjax
Heo0X0JJMO 3aHOCUTb B TabJMLYy [AJs OTCJeXHUBAHUSA
JuHaMmuku (puc. 1, B).

B 2019 r. onpocHUK MepeBefleH Ha PYCCKUM f3bIK,
NpoBeJleHa sI3bIKOBasl U KyJIbTypHasl aflalTallus, a TaKxKe
BasManus [6]. B HacTosee BpeMsl ONMPOCHUK OMY6JIU-
KOBaH B BHJle OGPOLIIOPHI [IJIsT CAMOCTOSITEJbHOTO 3aI0J1-
HeHUs nayyveHTaMu. [IpUHATO pellleHHe BKJIKYUTD ONpO-
CHUK B HaljoHa/bHble KJIMHUYECKHe peKOMeHJal U1 10
JIMaTHOCTHKe U JIeueHUIo Kjaccuyeckux Ph-HeraTuBHBIX
MII3 B KauecTBe NPUJIOKEHHUS.

3HayeHHe OLleHKM KOHCTUTYLHOHAJbHBIX CHMI-
TOMOB NOJYepPKUBAETCsS B KJIMHUYECKOM HCCJIelOBaHUU
Landmark, “THULIMUPOBAHHOM C LieJiblo: 1) MOHUMaHUSA
JMarHo3a BpayaMM M MallueHTaM{; 2) CpaBHEHUA
BOCHPUSATHUA CUMITOMOB BpayaMM M MalLMEHTaMU U
OCBEeJJOMJIEHHOCTU 00 HMeIIIUXCS MeToZax JedyeHus;
3) ompejiesieHus1 CTeNleHU OCO3HAHUA NalMeHTaMHU CUM-
NTOMOB 3a60/1eBaHus1, GYHKIIMOHAIBbHBIX BO3MOXHOCTEN

U MOTPeOHOCTU B CKOpeHlleM Hadaje JedeHus; 4) Bbl-
SIBJIEHUS] BO3MOXXHOI'O pACXOX/JEeHUsl IpeJcTaBJeHUN
Bpauel U NMalUeHTOB 0 BO3MOXXHOCTSX JedeHus [7].

B uccnenoBanue BritoueHo 506 mauueHToB (IMO —
147, U1 — 168, 3T — 191). CooTHouIEHUE KEHILIUH/
My>kuuH — 1:1 (52/48 %). CpeHU BO3pacT MallueHTOB
coctaBun 60 + 10,69 roza. BoAbIIMHCTBO NAIMEHTOB
WCIBITBIBAJM CUMIITOMBbI B TedeHue 1 roza U MeHee [0
noctaHoBKU aAuarHoza MII3 (83 %). BucciegoBanuu
npuHuUManu ydactue 240 Bpaded (68 % remaToJioros,
32 % ounxkosioroB). Tosbko 36 % Bpauel HCIOJIb30BaIU
yTBEPXKAEHHY0 GOPMY OLIEHKH CUMIITOMOB, a 39 % — cBoH
COOCTBEHHBIN MeTo/,. MHOTHe NalLMeHThl He 0CO3HABAJIY,
YTO UX CHMIITOMBI MOTYT ObITh CBsi3aHbl ¢ MI13. Hanpumep,
yCTaJoCTb/yTOMJISIEMOCTb OBbLIM OJHUM M3 Haubosee
YacTO 3aperucTpUpPOBAHHBIX CUMITOMOB Bpadamu (69 %
npu [IM®, 40 % npu UII, 54 % npu IT); TeM He MeHee
MHOTHe NallMeHThl He OlleHMBaJ/IU JJaHHble CUMIITOMbBI KaK
cnepactue MII3 (18 % npu [IM®, 25 % npu UII, 18 % npu
JT). B coorBeTcTBUU € 3TUM 43 % Bpadell ykasaau, 4To
NalyeHThbl MOIVIU UAEeHTUPUIIMPOBATh TOJBKO HEKOTOPbIE
13 CBOUX CUMIITOMOB Kak cBsi3aHHble ¢ MII3.

BosbmiMHCTBO yyacTHUKOB (94 % Bpavedt u 82 %
NaLMeHTOB) CYUTAIOT, YTO cUMITOMbl MII3 cHuXalOT
KauecTBO >kU3HU. KpoMe Toro, 83 % Bpauell coobuiuiy,
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Ta6nuua 1. lNporHocTnyeckme wkansl Npu Mmenopnbépose

MocTnonuuuremuyeckmii/

nocrrpoméountemMuye-
MepBuyHbIA Muenotnbpos ckuin muenocubpos
®dakTop pucka IPSS DIPSS DIPSS+ MIPSS MIPSS70 MIPSS70+ MYSEC-PM
Bospact > 65 net 1 1 1 1,5° 0,15¢
lemorno6un <100 r/n 1 2 2 0,5 1 1 2¢
Neiikountbl > 25 x 10%/n 1 1 1 2
BnactHble kneTkn B nepucepnyeckon Kposm > 1% 1 1 1 1 1 2¢
KoHCTUTyLMoHanbHble CUMNTOMbI 1 1 1 0,5 1 1 1
HebnaronpusaTHblii KapuoTun 1 38
Tpom6GouuTsl < 100 x 10%/n 1 10 2 1
TpaHcdy3noHHas 3aBUCUMOCTb 1
TpoiiHON HeraTUBHbIA CTaTyc 1,5
Mytauun JAK2 nnn MPL 0,5
Mytauun ASXL1T 0,5
Mytauun SRSF2 0,5
OtcytctBue mytaunin CALR r 2 2
MyTaumnm BbICOKOrO MONEKYISIPHOTO pUCKa 1 1

> 2 MyTaLWii BbICOKOTO MOSIEKYNSIPHOTO PUCKA
Dunbp0o3 KOCTHOrO Mo3ra = 2

3 KoMnieKcHbIA KapuoTun, 1—-2 aHoManuu, Kotopble BKtovatoT +8, —7/7q-, i(17q), —=5/5q—, 12p— unn peaparxuposky 11q23.

5 Bospact > 60 net, TpomGouutsl < 200 x 10%/n.
® bnacTHble KneTkn B neputepnyeckoit kposu = 2 %.
" OtcytcTBMe MyTauuii reHa CALR 1-ro Tvna.

A J1l06OM KapuoTUM, OT/IMYHbIA OT HOPMAsIbHOTO, UK OfHA aHoManus (20q-, 13g—, +9, TpaHCIOKaLMs/ayNIMKaLMs XpOMOCOMbI 1, =Y WM NaTtonorus NoMOBbIX

XpOMOCOM, Kpome —Y).

¢ Mto6oii Bo3pacT, remorno6ut < 110 r/n, TpomGounTsl < 150 x 10%/n, GnactHble KNeTkn B nepudepuyeckoin Kposm = 3 %.

TPYMMbl PUCKA:

® [PSS (MexpyHapoAHas NPOrHOCTUYECKas LWKana): HU3KUi
(0 6annoB; meguaHa BbixuBaemoctn 11 net); npoMexyTouHbIn-1
(16ann; 8 net); npoMexXyTouHbIA-2 (2 6anna; 4 roaa); BbICOKMIA
(> 3 6annos; 2 roga).

® DIPSS (MexayHapoaHas AMHaMuyeckast NporHocTuyeckas
wkana): Hu3kuit (0 6annos; 15 nert); npomexyToyHblit-1 (1-2 6anna;
6,5 roga); npomexyTouHblii-2 (3—4 6anna; 3 roza); BbICOKUiA
(5-6 6annos; 1rop).

® DIPSS+: Hu3kuit (O 6annoB; MeanaHa He JOCTUrHYTa); NPOMEXY-
TOYHbIA-1 (1 6ann; 14 net); npoMexyTouHbIn-2 (2—-3 6anna; 4 roga);
BbICOKMIA (> 4 6annos.; 1,5 roga).

® MIPSS (MexayHaponHas MyTaLMOHHas NporHocTuyeckas
wkana): Huskuin (0-0,5 6annos; 26,4 roaa); NPOMEXyTOYHbIN-1
(1-1,5 6anna; 9,7 ropa); npomMexyTouHbIin-2 (2-3,5 6anna;
6,4 ropa); BbiCOKWii (> 4 6annos; 1,9 roaa).

® MIPSS70: Hu3kuin (01 6ann; 27,7 roaa); NPOMEXYTOUHbIA
(2—-4 6anna; 7,1 rofa); BbICOKMii (> 5 6annos.; 2,3 roaa).

® MIPSS70+: Huskuii (0-2 6anna; 20 net); npomexyTouHbli (3 6anna;
6,3 roga); Bbicokuii (4—6 6annos.; 3,9 roga); 04eHb BbICOKUI
(>7 6annos; 1,7 roga).

® MYSEC-PM (MporHoctnyeckas mogenb ANns NoCTnoamuuTeMmnye-
CKOr0 M MOCTTPOMOOLMTEMUYECKOr0 MMenothnbpo3a): HU3Kui
(<11 6annoB; MeanaHa He JOCTUTHYTA); MPOMEXYTOUHbIA-1
(> 11-<14 6annos.; 9,3 ropa); NPOMeXyTO4HbIA-2 (> 14—< 16 6annos;
4.4 ropa); BbICOKUM (> 16 6annoB; 2 roaa).

YTO JaXKe YMepeHHble CHMIITOMbI MOTYT OKasblBaThb
HeraTUBHOE BJIMSIHUE Ha KayeCTBO >XKM3HU MaLUEeHTOB.
HecMoTpss Ha 3TO, KOHTPOJIb KOHCTUTYLHOHAJBHBIX
CUMIITOMOB ObLJ 60Jiee BaXKeH [y nauueHToB (72 % npu
[IM®, 68 % npu UII, 68 % npu 3T), ueM f1a Bpaueit (61 %
npu [IM®, 43 % npu HII, 55 % npu 3T). 3amMmeasieHue npo-
rpeccupoBaHusl 3a60JieBaHUsl KaK Iiesib JIeUeHHs dalle
BCTpeYasoch y Bpadel, 4eM y nanueHToB c UIL

Hapsgy c BbICOKOH pacnpoCTpaHEHHOCTbI KOH-
CTUTYLIMOHAJBHBIX CHMIITOMOB NAalMeHTbl COOOIIAIU O
3HAYMTEJbHON 3MOLIMOHAJIBHON Harpyske, CBSI3aHHOMU C
3a6osieBaHueM: 78 % npu [IM®, 59 % npu UIl u 57 % npu
IT.

Tosbko 28 % Bpauell OTMeTHJIM IOJIHOE COIJIacHe
CO CBOMMHM MNallMeHTaMU B OTHOLUEHUU lieslel JiedyeHHUs.
KpoMme Toro, 25 % nauueHTOB OblJIM HeJJOBOJIbHbI TIOHU-
MaHHUEeM CO CTOPOHBI Bpaya U NMOAJep:KKOH UX LieJel Je-
yeHus. [laniueHThI COO6OIAIN, UTO YYBCTBYIOT Ce0s1 XyXKe,
YyeM Bpau OlleHUBaeT ux coctosiHue (62 % npu [IM®, 42 %
npu UIl, 47 % npu IT). [IpuMepHO NoOJI0OBUHA NALMEHTOB
Mo-NpeXKHeMy BblparkaJia corjiacue C TAKTUKOM JiedeHUs U
MOJIHOTOM KOHTAKTA C JieyallluM BpayioM [7].

HecMoTpss Ha coo6iieHust 06 YZ0BJIETBOPEHHOCTH
NnalMeHTaMu B JleueHUM 3ab0JieBaHUM, pasHoI/acus B
npegcrabieHnd o MII3 mMexay nagueHTaMu U BpayaMu
OYeBH/IHbl, 4YTO CBU/JETENbCTBYET O HeOOXOAUMOCTHU
yJIydllleHHs] KOMMyHHUKaLUU. Mcnosib30BaHMe ONPOCHUKA
MPN10 f0/1KHO TOMOYb PELIUTh JaHHYI0 IPO6JIeMy.

Jis onpefiesleHUs1 TaKTUKWM Tepanuu 1npu  Ph-
HeraTuBHbiXx MII3, B yacTHocTu npu [IM®, paspabaTsi-
BalOTCl pa3HOOOpa3Hble NPOTHOCTUYECKUE CUCTEMBI,
B KOTOPBIX YYUTbIBAeTCs O6OJIbIIOE YMCJIO KPUTEpHUEB.
KaTeropuu pucka oCHOBaHbI Ha OLleHKe pUCKa AJis Nalu-
eHTa (T. e. cyMMe 6aJlJIOB HeGJIaronpusTHbIX GaKTOPOB).
[Ipornoctuyeckue wkanasl MIPSS, MIPPSS70, MIPSS70+,
MYSEC-PM npuBezeHbl /151 03HAaKOMJIEHUS TeMaTOoJI0TOB
obueld NpakTUKU. [IpakTHyeckoe NpUMeHeHHe MIKaJbl
MMelT B HAy4YHbIX MCCJIeJOBaHUAX W IPU pelleHUuH
BOIIpOCa O NPOBEJEHUH TPAHCIJIAHTALUU aJlJIOTe€HHbIX
reMoINo3THYECKUX CTBOJIOBBIX KJ1eToK (amnoTI'CK). B Ha-
LMOHa/IbHble KJIWHHWYEeCKHe peKOMeHJALUU IO AUarHo-
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Ta6nuua 2. Bbi6op [O3NPOBKN PYKCONUTUHMOA NPU BO3OOHOBNEHNUN

Tepanun
Konuuectso [lo3a npenapara npyu BO306GHOB/IEHUM
TpOMGOLUTOB Tepanum
>125 x 10%n 20 mr 2 pa3sa B CyTKK

100—<125 x 10%n
75-<100 % 10%n

15 Mr 2 pasa B CyTku

10 Mr 2 pa3a B CyTKM B TeYeHue 2 Hefl. MU-
HUMYM; fanee, NPy COXpPaHeHUN KonnyecTsa
TPOMOOLNTOB, BO3MOXHO YBENUYEHNE A03bI
00 15 Mr 2 pasa B CyTku

5 Mr 2 pa3a B CyTKU B TeHYeHUe 2 HEL,. MUHUMYM;
Aanee, Npu COXpaHEHUN KONMYeCcTBa
TPOMOOLMTOB, BO3MOXHO YBENMYEHNE A03bI
n0 10 Mr 2 pa3sa B CyTKu

50-<75 = 10%n

<50 x10%n
1 remopparuye-
CKWUIA CUHAPOM

anOCTaHOBﬂeHMe NPUMEeHeHnqa pyKCOﬂI/ITVIHI/Iﬁa

CTHKe U JiedeHUI0 KJjaccuyeckux Ph-neratuBHbix MII3
LieJleco06pa3HO BKJOYATh JIMLIL Haubosiee yA0OHbIe
JUIs1 TOBCEZJHEBHOTO HCIOJIb30BaHUs IKasibl IPSS (mpu
noctaHoBKe auarHosa), DIPSS u DIPSS+ (ompeneneHue
MporHo3a npu HabJoaeHuu) (tabsu. 1) [8-13].

Knaccuueckue Ph-neratuBHble MII3 npexcTaBisioT
co60l1  XpOHHWYeCKue HeusJjeduMble 3a60JIeBaHUS.
EfVHCTBEHHBIM MeETOJ0M, KOTODPBI MOXET NpHUBECTH
K JJMTeJbHONH peMuccuU 3abosieBaHUsI WJIM, B psjie
cjydyaeB, K usnevyeHutwo, spjaserca a/wnoTI'CK. IIpeumy-
11eCTBO B OTHOLIEHWM OOLied BBLKUBAEMOCTH MOCJe
npoBefenus a/noTICK mpu [IM® noka3aHO TOJIBKO Y
60JIbHBIX, OTHECEHHBIX B IPYNNYy HPOMEXYyTOYHOro-2 U
BbIcOKOTO pucka (DIPSS) [14]. [lagueHTaM, OTHECEHHBIM
B I'PYINIy pHUCKa NPOMEXYTOYHbIN-1, KOTOpPbIe ABJISIOTCSA
NOTeHUHa/JbHBbIMU KaHAuaTaMu Ha a/noTICK, caenyet
npoBoAuTb HLA-TUNMpOBaHMe U HaNpaBJsATb B LleHTPbI
TpaHcIIaHToIoTuM [15].

MepukameHTo3Hasg Tepanusa MII3 npegcrasiseT
coO0OM CJIOXHYI0O UM aKTyaJdbHyl mnpob6seMy. Eaun-
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CTBEHHBIM TapreTHbIN NpenapaT, 3aperucTpUpoOBaHHbIN
ans1 aedeHust 60abHbIX [IM® u Ull, — unrudurtop JAK2-
KHHa3bl PYKCOJMTUHUO. B HacTosllee BpeMsl HaKOIJIEH
JlOCTAaTOYHBIN OMNBIT MCIOJIb30BAHUSl HOBBIX NIpenapaToB
B PYTUHHOW NpaKTHKe Bpaya-remartosiora [16]. Ha-
yaJibHasA [l03a PYKCOJUTHHUOA 3aBUCUT OT KOJMYeCcTBa
TpoM6GOLMTOB: M0 15 Mr 2 pasa B CyTKU JJis NALlUEHTOB
¢ kosindecTBOM TpoMGouToB 100-200 x 10°/1; mo 20 Mr
2 pasa B CYTKH [l TAaLlMEHTOB C KOJIMYECTBOM TPOMGO-
nutoB 6osiee 200 x 107/s1. MakcuMaJibHast J103a COCTaB-
JsieT 25 Mr 2 pasa B cyTKU. HauasibHas Jj03a y NallUeHTOB
cuucsioM TpomGouToB 50-100 x 10?/s1 — no 5 Mr 2 pasa
B CyTKHU. B nepBble 4 Hesl. Tepanuu J03UPOBKY He ClelyeT
MeHATb [17].

Koppekuusa [103bl npenapaTa NpoBOAUTCS C YYEeTOM
6e30macHOCTU U 3¢ PEKTUBHOCTH MPOBOAUMOMN Tepanuu.
JleueHue mnanueHTOB c [IM® fomKHO ObITH HpHOCTA-
HOBJIEHO NPU KOJIMYecTBe TPOMOOLUTOB MeHee 50 x
10°/n1 ¥ MOSIBJIEHUU TeMOppardyeckoro CUHApPOMa HJIH
NIpY CHUXKEHUH abCOIIOTHOTO YMc/1a HeMTpodUI0B MeHee
0,5x10°/n.

[Tocsie BoccTaHOBJIEHUS YMC/Ia TPOMOGOIIMTOB U Hel-
TpodUI0B Tepanusi MOXKeT ObITh BO306HOBJIEHA B /103€ [0
5 Mr 2 pasa B cyTkH (Tab61. 2).

PekoMeHJyeTcs1 OCyIIeCTBJAATh KOPPEKLHIO J03bl
PYKCOJMTHHUOA NPU CHMXKEHUM 4YHUCIa TPOMOOLUTOB
MeHee 125 x 10°/x (Ta6.. 3).

PekoMeHJyeMass Hada/bHasd Ji03a PYKCOJMUTHHHOA
npu JiedueHuu nayueHToB ¢ UII cocraBaseTr 10 Mr BHYyTpb
2 pa3a B CyTKH.

CnefyeT paccMOTpeTb BO3MOXHOCTb CHHXKEHMS
Jl03bl IPU YMeHbLIEHUU KOHILleHTpPaluu reMorjobuHa B
kpoBU Hxe 120 r/n y nauuenTos c UII. [Ipu cHmkeHun
KOHI[eHTpalUu reMorjob6uHa B kpoBu MeHee 100 r/a
peKoMeHJyeTcsl CHIKeHWe [i03bl. JleueHue [1O/DKHO
ObITh NPUOCTAHOBJIEHO NPU CHMXKEHUU KOHIEHTpaluu
reMorsiobrHa B KpoBu MeHee 80 r/n y nangueHToB ¢ UII
(Tabs. 4).

Ta6nuua 3. Mnenodmnbpos: pekomeHgyemas fo3a PyKCoONnTMHnba

TpomGouuTbl

[lo3a, npuMeHseMas 0 CHUXEHUSA Yucna TpomMGoLUTOB

25 Mr 2 pasa B CyTKM

20 mr 2 pasa B CyTku

15 Mr 2 pasa B CyTku 10 Mr 2 pasa B CyTKM 5 Mr 2 pa3a B CyTKu

Koppekuus fosbl

100—< 125 x 10%n
75-<100 = 10%n
50—<75 x 10%n

<50 x 10°n u remoppa-
TMYeCKUn CUHAPOM

20 Mr 2 pa3sa B CyTKu
10 Mr 2 pasa B CyTKu
5 Mr 2 pa3a B CyTKu

15 Mr 2 pasa B CyTku
10 mr 2 pasa B CyTku
5 Mr 2 pa3a B CyTkM

bes nsmexeHwii

10 Mr 2 pasa B CyTkM be3 nameHenwii

5 Mr 2 pasa B CyTKu 5 Mr 2 pa3a B CyTKu be3 namenenuii

lMpuocTaHoBNEHME TEepanum

Ta6nuua 4. CHMXeHME A03bl PYKCONMUTUHMOAE Yy MaLUMEHTOB C UCTUHHOW NonuuntemMmen

KoHueHTpaums remornobuHa n/unu Konu4ecTBo TpomM6oLuTOB

PekomeHpyemas fosa

KoHueHTpaumsa remorno6uHa = 120 r/n u konuyecto TpoM6ounToB  Koppekuus Ao3bl He Tpebyetcs

>100 x 10%n

KoHueHTpaums remorno6uHa 100—-< 120 r/n u konuyecTso
TpomGouutoB 75—< 100 x 10°/n

CnepyeT pacCMOTPETb BO3MOXHOCTb CHUXEHUS 403bl Npenapata Bo u3bexaHue
NPUOCTaHOBNIEHMS TEPaNUK BCIEACTBUE PA3BUBLLEHACS aHEMUU U TPOMBOLM-

TOMeHun

KoHLeHTpauums remorno6uHa 80—< 100 r/n unu KONUYecTso
TpomGouuToB 50—< 75 x 10°/n

CHWxXeHne fo3bl Ha 5 Mr ¢ NpUemMoM B CHXKEHHO A03e 2 pa3a B CYTKM.
Y nauneHToB, MPUMHUMAIOLWMX 5 MI 2 pa3a B CYTKU, PEKOMEHAYETCS CHUXEHUE

[03bl 4o 5 Mr 1 pa3 B cyTku

KoHueHTpauuns remornobuHa < 80 r/n unm Konmyecteo Tpombo-
umntoB < 50 x 10%/n

[MprocTaHOBNEHME NPUMEHEHNS PYKCONMTUHUOA
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Ta6nuua 5. Kputepum oteeta Ha nedyenune IWG-MRT u ELN npu nepBrnyHOM muenogmnépose

Karteropuu otBeta

Heob6xoaumbie kputepum (3chchekT foNMKeH COXPaHATLCSA = 12 Hep,.)

[onHbI oTBET

YacTuyHbIi oTBET

MporpeccupoBaxmne

Crabunuzaums
Peunaus

Knunuyeckoe ynyuienue

OTBET Ha NeyeHne No AUHaMuKe
YPOBH$ reMoriobmHa

OTBET Ha NeYeHne Co CTOPOHbI
Cenie3eHKn

OTBET Ha IeYEHNE NO AYHAMUKE
BbIPaXXE€HHOCTU CUMNTOMOB

LintoreHetnyeckas pemuccusa

MonekynspHas pemuccus

Lintorenetnyeckuit/moneky-
NAPHLIA peunans

KOCTHbIN MO3T: KnnHn4yeckue npu3Haku:

® CKOppeKTMpPOBaHHas Mo BO3PacTy HOPMasbHas KNeToYHOCTb ® PaspelleHne cuMnToMoB

® <5 % 6nacTHbIX KNeTok 3a00/1eBaHNA

® Oubpos <16anna @ CeneseHka 1 neyveHb He nanbnu-
lNepughepudeckas KpoBb: pytoTcs

® [ewmorno6uH =100 r/n n Huxe BIH ® OTCyTCTBYIOT NPU3HAKM IKCTpame-

® Heiitpodhuibl > 1x 10°%1 u Huxe BIH
® Tpom6GouuTbl > 100 x 10%/n 1 Huxe BIH
® <2 % He3penblx MUENOUIHBIX KNETOK

lNepuchepudeckas KpoBb:
® [ewmorno6uH =100 r/n u Huxe BIH

OYNNAPHOro remonossa

KnuHnyeckme npusHaku:
® PaspelleHne CMMNTOMOB

® Heiitpodmnbl > 1x10%n v Huxe BIrH 3a6oneBaHus

® Tpom6GouuTbl > 100 x 10%/n u Huxe BIH ® Cefe3eHka u neyveHb He nanbnu-
® <2 % He3penbix MUENOUAHBIX KNETOK pytotcs

nnu ® (OTCyTCTBYIOT MPU3HAKM IKCTPame-
KocTHbIi MO3T: AYNNSPHOro remMonoasa

® CKOppeKTUpOBaHHas Mo BO3pacTy HOPMasbHas KNeToYHOCTb
® <5 9% 6nacTHbIX KNETOK

® Oubpos <16anna

lepuhepnyeckas KpoBb:

® [emornobuH =85 r/n, Ho <100 r/n n Huxe BI'H

® Heiitpodhunbl > 1x 10%n u Huxe BI'H

® Tpom6GoumTtsl = 50 x 1097, Ho < 100 x 10°/n u HUuxe BIH

® <2 % HespenbiXx MUeIONHbIX KNeToK

[osiBneHune cnneHomeranum, cenesexka npy nanbnauuy > 5 cm Huxke kpas JIPJ

U

YBenuyexne onpeaensiemMoro npu nanbnawuun pacctosiHns ot HuxkHero kpas JIPL =100 % ona cnneHomeranum,
paBHOW Ha ncxofHoM yposHe 5-10 cm

17

YBenunyexne onpeaenseMoro npu nanbnauun pacctosHus ot HuxHero kpas JIPA Ha 50 % ans cnneHomeranuu,
Ha UCXOLHOM YPOBHeE npeBbiwwatoleit 10 cm

nm

BnactHbIN Kpu3 (61aCTHbIE KNETKU B KOCTHOM Mo3re = 20 % unn 6nacTtHble KNeTku B nepudepuyeckoin Kposu
> 20 % B cOUETaHUM C aGCOMIOTHBIM YMCTIOM GIACTHBIX KNeToK > 2 x 109/n B TeueHue > 2 Hep,.)

He COOTBETCTBYET HUKAKOW U3 NepeynC/IeHHbIX Bbllle KaTeropui oTBeTa Ha fieyeHne

bonbLe He oTBeyvaeT kputepuam = KY no goctmxeruu M0, YO unmn KY, nnbo Ha = 1 mec. ncyesaet oteet
Ha NeyeHne No AMHaMUKe YPOBHS reMorno6uHa

U

McuesHoBeHWe 0TBETA Ha IeYEHNe CO CTOPOHbI CeNe3eHKN NPOAOIXMTENLHOCTBIO = 1 Mec.

[onyyeHue oTBETA Ha NIeYEeHNE MO AMHAMUKE YPOBHS reMornobnHa, CO CTOPOHbI CENIE3EHKU UM CUMMTOMOB
6e3 nporpeccupoBaHns 3a60n1eBaHns MO0 YBENUYEHNS TAXKECTU aHEMUN, TPOMOOLUTONEHUN UN HENTPO-
neHnn

[MaumneHTbl, He 3aBUCALLME OT TPAHCY3Wii: MOBbILIEHWe reMornobuHa Ha > 20 r/n

CnneHomeranus Ha UCXOAHOM YPOBHe, KOTOpas onpefensercs npu nanbnauun Ha 5-10 cm Huxe kpas JIP[,
nepecraer onpefensrbCs

nm

CnneHomeranus Ha UCXOAHOM YPOBHe, KOTOpas onpefensercs npu nanbnauum Ha > 10 cm Huxe kpas NP/,
yMeHbLuaetcs Ha = 50 %

CnneHomeranusi Ha UCXOAHOM YPOBHe, KOTOpas onpefenserca npu nanbnauum Ha < 5 cm Huxe kpas NP,
HenpurofHa ANs OLEHKN OTBETA Ha leYeHne CO CTOPOHbI CENE3EeHKM

OTBeT Ha NleyeHne Co CTOPOHbI ceneseHku Tpebyet nogTeepxaeHns MPT unu KT, noka3blBaloLWmMMK YMeHb-
weHne o6bema cenesenkn > 35 %

CHuxeHune nupekca MPN-SAF TSS > 50 %

[lns oueHKu LMTOreHeTMYEeCKOro OTBETa Ha NeyeHmne Tpebyetcsa aHanus = 10 metaca3 ¢ He06X0AMMOCTbIO
NOATBEPXAEHNS NMyTEM NOBTOPHOIO aHaNn3a B Te4eHne 6 Mec.

[10: ycTpaHeHue CyLLeCTBOBABLUIEr0 paHee OTKNOHEHMS

YO: cHuxeHne aHoManbHbIx MeTatas = 50 %

OueHKy MONEKYNSIPHOro OTBETA Ha IeYeHne cnepyeT NPOBOANTL B rPaHyioLmTax neputhepnyeckoin Kposm
C NOATBEPXAEHNEM NyTEM NOBTOPHOr0 aHanu3a B TeyeHne 6 mec.

[10: ycTpaHeHue cyLLecTBOBaBLUIEr0 PaHee OTKNOHEHMS

YO: cHuxeHune annenbHoi Harpyskm = 50 % (YO npMMeHNM TONbKO K MaLMeHTaM C annefibHoi Harpy3Koi
Ha UcxofHOM yposHe = 20 %)

oBTOpHOE pa3BuUTHE UMEIOLLErocs paHee LIUTOreHeTUYECKOro N MOJIEKY/IIPHOTO OTK/IOHEHMS C MOATBEPXAe-
HWeM Npu NOBTOPHOM TECTUPOBAHUM

MPN-SAF TSS — chopma oLeHkM cumMnToMOB MuenonponndepaTuBHbIx 3a6oneBanuii; BTH — BepxHsas rpaHuua HopMbl; KY — KnnHu4eckoe ynyudluexue;
NIP[1 — neBas pebepHas gyra; 10 — nonubiid 01BET; YO — YaCTUYHBbIA OTBET.
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[Ipy BesieHUH GOJIBHBIX C TeMATOJIOTHYECKHUMH OIYXO0-
JIIMM, B 4YaCTHOCTH Cc Ph-HeraTuBHbIMH MII3, HE06X0AUM
CUCTeMaTHU4YeCKUH KOHTPOJb 3PpPEeKTUBHOCTH JIeYeHHUs.
JlJIs1 3TOr0  CylIecTBYIOT MeXAyHapoJHble KpPUTepHUH,
KOTOpble, 6e3yCJI0BHO, IOMOTaloT CIelMauCTaM B HacTo-
duee BpeMst. B 2013 . sakcneptamu MexayHapoaHOH pa-
6o4eil rpymnmel o usydyeHuto u jevyenuto MII3 (IWG-MRT)
u EBpomeiickoit ceTu mo usydeHuto JieiikozoB (ELN)
O6blIM pa3paboTaHbl KPUTEPUU OTBeTa Ha NPOBOAUMYIO
Tepanuto (Ta6u. 5-7) [18].

CranzapTH3anus oTBeTa HaJleueHe Heo6XoauMa 151
VHTeplIpeTanuy U CPaBHEHHUS JaHHBbIX, [10JY4YeHHbIX IPU
NpOBeJleHUN KJIMHUYECKUX HCCIe[J0BAaHUH, a TaKxXe AJs
BHe/JIpeHUs] HOBBIX JIeKapCTBEHHBIX CPEJCTB B KJIMHUYe-
CKy10 IpakTUKy. Kputepuu orBeta Ha jiedenue IWG-MRT
u ELN paspa6oTaHbl /i1 MIPUMEHEHUSI B KJIMHUYECKUX
vccneloBaHUsAX. B CBA3U ¢ 3TUM BONPOC UCIOIb30BAHUSA
JIaHHBIX KpUTEpPUEB B PyTUHHOM KJIMHUYECKOHN NpaKTHKe
OCTaeTCs OTKPBITHIM.

OneHKy OTBeTa Ha JiedeHue cjeflyeT NMPOBOAUTH MO
ycMoTpeHHI0 Bpava. OueHuBass 3¢$p¢deKTHBHOCTb NPOBO-
JIMMOH Tepanuy, HeO6XOAUMO YYUTbIBAaTh CUMITOMBI 3a-
60/1eBaHMs, TIOKa3aTe M 061ero aHa1M3a KPOBH, pa3Mepbl
cesieseHKU. KiIMHMYecKast 3HaUMMOCTb IUTOreHETUYEeCKHUX,
MOJIEKYJISIPHBIX, MOP)OJIOrMYeCKHX OTBETOB HEU3BECTHaA.

[ManuenTsl c [IM®, nosyyarwiiye TapreTHy0 Tepanuo
PYKCOJIMTUHUOOM, J[AOJKHBI TNPOXOAUTH KOHTPOJIbHOE

Ta6nuua 6. Kputepum oteeta Ha nedenune IWG-MRT n ELN
npwv NCTUHHON NoONMUUTEMUM
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o6cyieloBaHUEe Kaxable 3 Mec. MMHUMa/JbHbIA 06beM
obciejoBaHUsA BKJIIOYAET OOLMH aHa/IU3 KPOBH, OLEHKY
pasMepoB cese3eHkd (masbnatopHo, Y3U, KT, MPT).
Koppek1jysa [03MpOBKM PYKCOJUTHHHOA [OJHKHA IpO-
BOJUTBCA C yYeTOM 4YMCJIa TPOMOOLUTOB, HAJHUYUS WU
OTCYTCTBHUSA reMopparu4eckoro cuHjapoma. [Ipu BosamMox-
HOCTHM Heo0XoJ¥Ma 3CKajalys J03WPOBKU Ipenapara,
T. K. OTMeYaeTCs 0303aBUCUMbIH 3deKT.

KpuTepuu pe3uCTEHTHOCTH K PYKCOJIUTHHUOY He
pa3paboTaHbl. Y4YWUTBhIBass PUCK pa3BUTHUS CHUHApOMaA
OTMEHbl, OTCYTCTBUE aJIbTepHAaTHUBHBbIX IpenaparTos,
Tepanuio cjaefyeT IpoJo/KaTh NPU NPOrpecCUpOBaHUU
3a60J1eBaHUs: YBeJUYEHUHN pa3MepoB CeJle3eHKH, NOsIB-
JIeHUY CUMIITOMOB MHTOKCHKALMH, 6JJaCTHOM KpHU3e.

CorslacHo pe3y/bTaTaM POCCUHCKOI'O MHOTOLIEHTPO-
BOI'0 PETPOCHEKTUBHOI'O0 HCC/Ae[J0BaHUsl, paHHUHM OTBET
CO CTOPOHBI CeJjle3eHKU — TMO0JIOKUTEeJNbHBIH NPOrHo-
CcTUYecKUM pakTop y 60JbHbIX MUenoprubpo3oM. B uc-
clefloBaHMe BKJIIOYEHO 42 nauueHTa ¢ Muesnopr6030M
IpY HaJIMYMU JaHHBIX O 3a00JIeBaHUU U cesle3eHKe KaK
MHUHUMYM 4epe3 3 Mec. OT Haya/la Tepaluu PyKCOJUTHU-
HU60M. Myx4uH 66110 43 % (n = 18). CpegHuii BospacT
Ha MOMEHT HadaJsla TapreTHOM Tepanuu coCTaBUJI 55 JieT
(ananazon 25-75 jset). CpesiHee BpeMsl OT NMOCTAaHOBKHU
JMarbHosa /0 Hadaja Tepanuy PYKCOJUTHUHHUOOM OblI0
52 mec. (auanaszon 2-346 Mec.). CpefHsiss TPOJOJIKU-
TeJBbHOCTb Tepanuy pyKCOJIUTHUHUO0M cocTaBuIa 29 Mec.

Ta6nuua 7. Kputepumn oteeta Ha nederune IWG-MRT un ELN
npun 3cceHumnansHoi TpoméountTemMmnm

Monnas pemuccus (3chchekt gomkeH coxpanaTbes = 12 Hep.)

Monnasn pemuccus (achchekt gomkeH coxpanaTbes = 12 Hep.)

A Pa3peluenne cBs3aHHbIX C 3a0601€BaHNEM
CUMNTOMOB, BKJ/IKOYas onpefensemyio nanbna-
Lieii renaTocnIEHOMErannio; 3Ha4uTeNbHoe
o6neryeHne CMMNTOMOB

B [ematokpuTt < 45 % 6e3 npoBeaeHMs KPoBO-
nyckaHui; yncno TpomGountos < 400 x 10%/n,
uucno nekountos < 10 x 10%/n

C be3 nporpeccupoBanus 3a6oneBaHus, OTCyTCTBUE
KaKUX-7IM60 reMopparnyecknx uim Tpom6otuye-
CKUX OC/I0XHEHWIA

D [cTtonornyeckas peMmccus: HOPMOKIETOYHbI
KOCTHbIW MO3T, UCYE3HOBEHME TPEXIMHENHOW
runepnaasuu, OTCyTCTBUE PETUKYIMHOBOMO
¢ubpo3sa > | crenexu

YactuuHas pemuccus (3chchekT fonkeH coxpaHaTbes = 12 Hep.)

A Pa3peluenne cBA3aHHbIX C 3a001€BaHNEM
CUMMNTOMOB, BKNtOYas onpefensemyto naabna-
LIMeN renatocnneHoOMeramto; 3HaunTenbHoe
o6eryeHme CUMNTOMOB

B lematokpuTt <45 % 6e3 KPOBOMYCKaHWNA; YNCIO
TpoMGouuTOB < 400 x 10%n, Uncno neiiko-
untoB <10 x 10%/n

C be3 nporpeccupoBaHus 3a6oneBaHus, OTCyTCTBUE
KaKnx-nnbo remopparn4yeckmx nam TpomboTnye-
CKUX OC/TOXHEHWA

D OTCyTCTBME MUCTONOTUYECKOI PEMUCCUY
OtcyTcTBME Jllo6oin OTBET Ha NeyveHne, KOTOPbIA He YA0BNETBO-
OTBETA Ha Ne- PSIET KPUTEPUSM YaCTUHHON PEMUCCUM
yeHne
Mporpeccupo-  TpaHchopmauns B NOCTNONULNTEMUYECKUI
BaHWe 3abone- Muenothnbpos, MMeNnoanCnIacTUYECKIii
BaHuA CUHAPOM UK OCTPbIV Neko3

A Pa3peluenne cBA3aHHbIX C 3a0601€BaHNEM
CUMNTOMOB, BK/IKOYas onpefensemyio nanbna-
Lieii renaTocnIeHOMEranuio; 3HauuTeNbHoe
o6neryeHne CMMNTOMOB

B Yucno TpomGouutos < 400 x 10%/n, yucno
neiikountoB < 10 x 109/n, oTCyTCTBME NEIIKOIPU-
Tpobnacrosa

C OTcyTCTBME MPU3HAKOB NPOrpeccupoBaHmus

3a00n1eBaHus, OTCYTCTBUE KaKuUX-1MBO remoppa-
TMYECKNX MW TPOMOOTUYECKUX OCNOXHEHMNA

D ['mcTonornyeckas peMmccus: MCYE3HOBEHWE aTMnnm
MerakapuoLuuToB 1 OTCYTCTBUE PETUKYIMHOBOMO
thmbpo3sa > | crenexn

YactuuHasa pemuccus (3cpchekr gonxkeH coxpaHaTbes = 12 Heq.)

A Pa3peluenne cBA3aHHbIX C 3a601€BaHNEM
CUMNTOMOB, BKNtOYas onpefensemyto nanbna-
Lieid renaTocnIeHOMEranuio; 3HauuTeNbHoe
o6neryeHne CMMNTOMOB

B Yucno TpomGouutos < 400 x 10%/n, yucno
neiikountoB < 10 x 109/n, oTCyTCTBUE NEIIKOIPU-
Tpo6nacrosa

€ OTCyTCTBME NPU3HAKOB NPOrPECCMPOBAHMS

3a60/1€BaHNs, OTCYTCTBME KaKuX-nmbo remoppa-
TMYECKNX MW TPOMOOTUYECKUX OCNOXHEHMNA

D OTCyTCTBME FUCTONOMMYECKON PEMUCCHM

Otcytcteue  J1ioGOW OTBET, KOTOPbIN HE COOTBETCTBYET KpuTE-

OTBETA Ha Nle- PUSIM YaCTUYHOI peMmuccum
yeHmne
Mporpeccupo-  TpaHcdopmaums B NOCTTPOMOOLMTEMUYECKUIA
BaHue 3abone- mMuenogunbpos, MMenoancnIacTuYecKui
BaHuA CWHAPOM WM OCTPbIN NEeiko3
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(AnanaszoH 4-81 Mec.). OTBET cO CTOPOHKI CeIe3eHKHU Olje-
HUBaJIY Nasbnanyen. Jlo Hayaa Tepanuy cpefiHAs AJIUMHA
ceJie3eHKHU HWXKe Kpas JIeBOM peGepHOM AyTry cocTaBJsIa
19 cMm (puamasoH 5-33 cM). MaccuBHas CIJIeHOMeErasaus
(> 10 cM) oTMeuanach B GOJILIIMHCTBE cay4yaeB (n = 36;
86 %). KoHCcTUTyLHOHa/NbHbIEe CHUMITOMBI OblIN y 40
(95 %) 6osbHbIX. [TokasaTenb DIPSS 6b11 HU3KUM, ITpO-
MeXyTo4HbIM-1/2 1 BbicokuM y 1 (3 %), 23 (59 %) u 15
(38 %) nanreHTOB COOTBETCTBEHHO [19].

YMeHbllleHVe MNa/blIaTOPHBIX Pa3MepoB ceJie3eHKU
Ha 3 Mec. Tepanuu coctaBuso MeHee 25 % y 13 (31 %)
nayueHToB (rpynmna 1), 25-50 % —y 14 (33 %) (rpymnmna
2), 50 % u 6onee — y 15 (36 %) (rpynmna 3). K6 Mec.
Tepanuu 3 (25 %) uz 12 u 3 (21 %) u3 14 nanueHTOB B
1-i1 u 2-¥ rpynnax cCOOTBETCTBEHHO UMeJIM y/y4dllleHUe
B OTHOLIEHWM OTBETA CO CTOPOHBI Cejle3eHKH. Y HeKo-
TOpBIX NALMEHTOB M3 3TUX TPYINI M03Ke HabJII0Aa10Ch
yMeHbllleHUe ceJie3eHKH, HO B OCHOBHOM IIPU YCJIOBUH
NOBBILIEHUSA 03bl PYKCOJUTHUHHUOA. OTBET CO CTOPOHBI
cesie3eHKH, OLleHEHHbIN B COOTBETCTBUU C KPUTEPUAMU
IWG-MRT, coctaBasan 13/42 (31 %) u 17/41 (41,5 %)
yepes 3 W 6 Mec. JledeHHUSA COOTBETCTBEHHO. Bo Bcex
rpynnax 3aperucTpupoBaHO HECKOJIbKO C/y4yaeB NOTepHU
nosiHoro otBeTa. Tepamus PyKCOJTUTHUHHMOOM IpeKpa-
meHay 11 (26 %) nmauueHToB. [[pyunHaMu npeKpalieHus
npyeMa PyKCOJUTUHHGA MOCTYKU/IU TPpOrpeccipoBaHue
3a60J1eBaHUsl UM CMepThb. [Jly6HHa OTBeTa CO CTOPOHBI
ceJie3eHKH KoppeJiupyeT C o61iell BbKMBaeMOoCThio. Bee
HalMeHTh! 3-W IPyNIbl OCTaBaIMCh MO/, HabJ0JeHUEM,
Torza Kak 7 (24 %) us 27 nauueHToB B 1-i U 2-1 rpynnax
yMepsu (p = 0,021) [19].

TakuMm o6pa3oM, 6GosbHble [IM® ¢ oTcyTCcTBHEM
6J1aCTHBIX KJIETOK B nepudepryeckoil KpoBU, MEHbLIUM
pa3MepoM cejie3eHKH U 0OoJiee BBICOKHM ypOBHEM re-
MOTJI06MHa, ToJIyyaroliye 60Jee BBICOKYIO 103y PYKCOJIU-
TUHHOA, 60Jlee YYBCTBUTEJIbHBI K IPOBOAMMON Tepaluu
[20].

3AK/TIOYMEHUE

MII3 mnpeacTaBisitoT co60M 3aboJieBaHUs, HMelOLIUe
Ba)XHOE 3HaueHHe J[J1 COBpeMeHHON MeJuLMHbL He-
CMOTps1 Ha CBOIO PeAKOCTb (HeckoJsbKo ciaydyaeB MII3 Ha
100 000 HacesneHus B rof), 60JbHbIE C 3TOM KaTeropueu
OnyxoJie peryJsipHO BCTpedaroTcs B INPaKTHKe reMa-
ToJsiora [1, 2, 16]. [TauueHTsl ¢ MII3 nmpeumyiecTBEHHO
3peJsioro ¥ MOXHUJIOT0 BO3pacTa, HO B TO XKe BpeMs 3aboJie-
BaHMe HepeJIKO MarHOCTUPYeTCs U Y JINL, MoJioxke 40 J1eT.
Bospocuuii 3a nocsiejHee BpeMsi UHTepecC K 3ToMy 3a6o-
JIeBaHUIO O0OYC/IOBJIEH yBeJWYeHHWeM YacTOThbl JUarHo-
ctuku MII3 y mayuveHTOB pa3Horo Bo3pacta. Bo MHorom
3TOMy CIOCOGCTBOBAJI0 ITIOBCEMECTHOE MpPUMeHeHHe
aBTOMaTHYeCKHUX aHa/IM3aTOPOB KJIETOK KPOBU. B cBA3M ¢
3TUM KpalHe BaXXHbIM U MepPCNEeKTUBHbIM BBIIJIAAUT pas-
BUTHE I'eHeTHUYeCKON AMArHOCTUKH 3TOTo 3abosieBaHMs,
MIOCKOJIbKY OHa TI03BOJIMT MPOBOJUTHL I0JIHOLIEHHYIO
OLleHKYy WHJAUBH/yaJbHOI'O IPOTHO3a M pa3paboTaThb
IJIaH JIeYeHUsl C yYeTOM MH/IMBU/YaIbHbIX 0COOEHHOCTEN
KaXJI0OTO TMalMeHTa (MepCcoOHaIM3UPOBAHHBIN IOAXO0[
B Tepanuu). [lpulIM® cienyeT HCHO/Ib30BaTh IIKaJbI
IPSS (npu noctaHoBKe auarHo3a), DIPSS u DIPSS+ (ompe-
JleJleHde IpOrHo3a Npu HabswofeHUM). HasHaueHune u

KTMHNYECKAA OHKOTEMATO/TON 4

WCI0JIb30BaHMe JIeKapCTBEHHbIX NPeNnapaTos, B T. Y. Tap-
reTHOH Tepallny, cJeAyeT OCyLeCTBAATb B COOTBETCTBUHU
C MHCTPYKLMeN Mo NpUMeHeHHI0. EAUHCTBEHHBIM pajiu-
KaJIbHbIM MeTOo/loM JedyeHus npu [IM®, nocrTpomboriu-
TeMUYEeCKOM M MOCTIOJMIUTEMUYECKOM MuUesopubpose
apaserca a/ioTI'CK. BosbHBIM, OTHECEHHBIM B TpyNIIbl
MPOMEXYTOYHbIN-1, MPOMEXYTOYHBIA-2 U  BBICOKOIO
pucka (IPSS, DIPSS, DIPSS+) u npu3HaHHBIM NOTEHIUAJIb-
HbIMU KaHguzataMu Ha a/uloTI'CK, cnegyet mpoBoauTh
HLA-TunupoBaHWe W HaNpaB/sATb B LEHTPbI C ONBITOM
NpoBe/leHUs] TPaHCIUIAHTALUM y JJaHHOW KaTeropuu na-
yueHToB [15]. Onpocuuk MPN-SAF TSS (MPN10) cayxut
HaJIeXKHbIM MHCTPYMEHTOM /[IJIsl OLleHKH KauyecTBa >KU3HU
U koHTposas 3ddekTuBHOCTU Tepanuu MII3. OcraroTca
OTKPBITBIMU BOTIPOCHI, CBSI3aHHbIE C BeJleHHeM MallueHTOB
¢ MII3 B 0coObIX CUTyalUsIX, TAKUX KaK GepeMeHHOCTH,
TPOMOGOTHYECKHE OCJIO)KHEHHUS], KDOBOTEUEHHUS.
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