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PenpuHT Hane4vaTaH npu cpmHaHcoBow nogaepxke OO0 «HoBapTtuc ®apmar» (Poccus)
B COOTBETCTBMM C BHYTPEHHMMMW NONUTMKaMu obLiecTsa u
OencTByloLWNM 3akoHofaTenbcTBoM Poccuiickon ®epepaumu.

OO0 «HoapTuc ®apmar», ee paboTHMKM NMBO NpeacTaBUTENU HE NPUHUMANK y4acTus
B HanucaHuu HacTosLLEen cTaTbW, HE HECYT OTBETCTBEHHOCTU 3a COAEPXKaHMe CTaTbM,
a Takke He HeCyT OTBETCTBEHHOCTY 3a Ntobble BO3MOXHbIE OTHOCSLLNECH K AaHHOMN CTaTbe
[OroBOPEHHOCTU NGO hMHAHCOBbLIE COrnalleHus ¢ NGLIMN TPETBMMN NMLLAMMN.



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

OB3O0PbI

CoBpemMeHHbIN B3rnaf Ha ANArHoCTUKY
M neyeHmne Knaccuueckux Ph-HeraTuBHbIX
MmuenonponudepaTuBHbIX 3a6oneBaHuM

A.J1. Menuksan', U.H. Cy6opyesa’, B.A. Lllysaes?>,
E.l. Jlomaua®, E.B. Mopo3zoBa®, /1.A. KyabmuHd',
O.10. BuHorpagosa®3, A.10. 3apuykuit*

'OrBY «HMUL rematonorum» Munsgpasa Poccun, HoBblit 3bIKOBCKMiA
np-4, A. 4, Mocksa, Poccuiickas ®epepauus, 125167

2®rbY «Poccuiickuii HUW rematonorum v TpaHcdy3nonorum
®MBA Poccuuy», yn. 2-a CoBetckas, 4. 16, CaHkT-letepbypr,
Poccuiickas ®epepauus, 191024

3I'bY3 « Topoackas KnuHuyeckas 6onbHuLa M. B.B. Bepecaesa» [13M,
yn. Jlo6HeHckas, a. 10, Mocksa, Poccuiickas Oepepauns, 127644

4®rbY «<HMWUL, um. B.A. AnmasoBa» MuHaapaBa Poccuu, yn. AkkypaToBa,
B. 2, Cankr-letep6bypr, Poccuiickas Gepepaums, 197341

SHWUWU petckoit OHKONOMWM, FEMATONOTNN U TPAHCNIAHTONOT N

uM. P.M. F'op6ayeBoit, ®IB0Y BO «[ep.biii CaHKT-MeTepbyprckuii
roCylapCTBEHHbI MEANLMHCKIIA yHUBEpCUTET M. akag. W.I. Nasnosa»
MuH3zpgpasa Poccuu, yn. JibBa Tonctoro, a. 6/8, Cankt-MNetepbypr, Poc-
cuiickas Pepepauns, 197022

6I'BY3 «opofckas KnuHnyeckas 6onbHuua uM. C.M. boTkuHa» A3M,

2-n BotkuHCckmi np-a, a. 5, Mockea, Poccuiickas ®epepauns, 125284
7®rbY «HMUL| geTckoi rematonorum, OHKOMOTN 1 UMMYHOMOT MY

um. mutpus Porauesa» MuH3apasa Poccuu, yn. Camopbl Mawena, 4. 1,
Mockga, Poccuiickas ®epepauus, 117997

8®rAQY BO «PHUMY um. H.U. NMuporosa» MuHsapasa Poccuu, yn. Octpo-
BUTSHOBA, A. 1, MockBa, Poccuitckas ®epepauus, 117997

PE®EPAT

Knaccnyeckmne Ph-HeraTuBHble muenonponndepatmBHble
3aboneBaHua (MIM3) — rpynna onyxonen, BKAOYatoLWwas
B Ce0A WCTUHHYIO MONULMUTEMUIO, SCCEHUMANbHYIO TPOM-
6ounTEMUIO U NEPBUYHLIA MMenodpunbpos. B nocnegHee
aecatmneTne CcylecTtBeHHO U3MEeHWINCb noaxoAabl K Mno-
HMMaHWIO natoreHesa K fiedeHnto MIM3. B 10 Xxe Bpem4a
npoao/KaeTCs TWATe/IbHOE U3YyYEeHUEe 3STUOOrUYECKUX
hakTopoB, NAaTOhN3MONOrMHYECKUX MEXaHN3MOB Pa3BUTUS
3a6oneBaHna. CoBepLUeHCTBOBaHNE METO40B ANArHoCTu-
KW, HOBble NOAXOAbl K TEYEHMNIO CMOCOBHbI CHU3UTb PUCKHN
OC/IOXXHEHWI 1 NeTanbHbIX ncxonos. B o63ope npeacras-
NeHbl COBPEMEHHble MeTOoAbl ANArHOCTUKK, B T. Y. MOfe-
KYNAPHO-TreHEeTUYECKUA, NpuBeAEHbl MNPOrHOCTUYECKME
wkanbl. KpoMe TOro, oueHUBAaIOTCA pasfinyHble MeToabl
KOHCepBaTMBHOro fiedeHnsa. Ocoboe BHMMaHWEe yaeneHo
OUEHKe KayecTBa XM3HW NaLMeHTOB M TapreTHoOMy 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

Knaccuueckne  Ph-HeraTuBHble — MuesionpoJindepa-
TUBHble 3a6osieBaHus (MII3) — rpynma 6oJsie3HeH,
BKJIIOYaKIasd B cebs HUCTUHHYI mnosuunutemuto (UII),
3cceHUUaNbHY0 TpoMbouutemMuw (I3T) U mepBUYHBIN
Muesnopuopos ([IMP). [lepBbie HayYHbIE ONHMCAHUS KJIU-
HUYECKUX NMPOSBJIEHUN U MOPPOJIOTUIECKUX U3MEHEHUHN
MPU 3TUX HO30JIOTUSIX MOSIBUINCH B KOHIe XIX B. B 1951 1.
Bunbsam [ameniek npeuioxkua o6beauHuTs UIl, 3T, [IM®
Y XpOHUYECKUH MUeJI0/IeMK03 B OHY Tpynmny 6Jarojaps
CXOJICTBY KJIMHUYECKUX U MOPPOJOTUUECKUX CBOUCTB, a
TaKXe Ha OCHOBAHUU MPEATO0I0KEHUs 00 0011el maTore-
HETUYEeCKOU NMPUpPOJe 3TUX 3aboJsieBaHUM. J[o HeJJaBHETO
BpeMeHU MoJIeKyJ/sipHble JleQeKThbl U COOTBETCTBYIOLIME
Mapkepbl MII3 6b11u Hen3BeCcTHbI. Mi3yyeHHbIe K HACTO-
slleMy BpeMeHU MOJIEKYJIsipHble MeXaHU3Mbl Pa3BUTHUS
MII3 cBsizaHbI C TUIEpPAKTHBALMEN TUPO3UHKHWHA3, aHO-
MaJIUSIMU PeLeNnTOpPOB IIUTOKMHOB, CHHTE30M NaTOJIOTU-
YyeCcKUX OeJIKOB — IIanepoHOB. ApceHas J1JabopaTOpPHBIX
METO/I0B, IPUMeHsIeMbIX AJs fuarHoctuku MII3, BkJto-
YyaeT He TOJIbKO OLIeHKY KJIOHAJIbHOCTHU U ONpefie/ieHne
YPOBHSI 3pUTPONO3TUHA, HO U MOJIEKYJISIpHO-IeHeTHYe-
CKMe U IUTOTreHeTHYeCKue uccaeoBaHus. Pacuudposka
MOJIEKYJISIpPHBIX MexaHu3MoB MII3 co3pasia npejnocbliKu
[l pa3paboTKU TapreTHhHIX NpenapaToB (MHIMOGUTOPOB
JAK2) nnsa nedenus UII, 3T, [IM®. HecmoTps Ha JocTU-
)KeHUsl, Tepanus MII3 HampaBJsieHa Ha cAep>XUBaHUe
NporpeccupoBaHusl 3aboJieBaHUsl U KyNHpOBaHUE ero
CUMIITOMOB C LleJIbI0 IO/ /lepKaHus /yIydllleHUs KauecTBa
>KU3HU 6OJIbHBIX. B CBAI3M C 3TUM NIPU OLleHKe Pe3y/IbTaTOB
JieueHUs OJIHUM U3 BaXKHbIX KpuTepueB 3G PeKTUBHOCTH,
HapsAy € KJWHUYEeCKHMM IMoKa3aTessIMH, KOJUYeCTBOM
FOCIHUTAaIU3al Ui, YaCTOTOH M TSKECTbIO OCJIOXKHEHHH,
SIBJISIETCS] Ka4eCTBO KU3HU 60JIBHOTO.

AKTHBHOe pa3BUTHE COBPEMEHHOM TIeMaToJIOrUMu
TpeOGyeT OT CHEelUAJTUCTOB IOCTOSSHHOTO OOGHOBJIEHUS
CBOMUX 3HAHWU U BHe/IpEHUS HOBBIX METO/I0B IMAarHOCTUKHU
Y JIeyeHUs B IPAKTUKY. AKTya/IbHBIMHU OCTAOTCSI BONPOCHI
yHUUKALMY OLleHKU KOHCTUTYLMOHAJIbHBIX CUMITOMOB
(tuxopa iKY, HOYHOM MOTJIMBOCTH, MIOTEPU MacCChl TeJa) €

rcnoab3oBaHueM onpocHuka MPN-SAF TSS (MPN10), mpo-
rHocTHYeckux wkaa npu [IM®, onenku 3¢ PeKTUBHOCTH
Tepanuu MII3, nepecMoTp MoKa3aHUM AJi1 Ha3HAYEHUS,
KOpPpEeKLMHU [J03UPOBKM M OTMeHbl TapreTHOM Tepamuu
(pykcomuTUHUG). DKCIIepTHBIA COBET reMaTOJIOTOB-KJ/IU-
HULMCTOB, B (QOKyce BHUMAaHHs KOTOPBIX HaxoASTCs
MII3, coctosinca 27 cents6ps 2019 r. HacoBeTe 6buLIn
npeJicTaBJIeHbl pe3y/IbTaThl KJIMHUYECKOI0 UCCle/l0BaHUs
Landmark © poccHHCKOro MHOTrOIIEHTPOBOTO peTpo-
CIEKTUBHOI'O HCC/IEeOBaHUSA MO olieHKe 3G PeKTUBHOCTH
Tepanuu [IM® pyKcoIUTUHUOOM.

B 0630pe ocBelawTCcAa MOCjaefHUE Hay4yHble JOCTHU-
»KEHUS B IMarHOCTHKe, ONpe/ieJIeHUH IPOrHo3a, Tepanuu
U KOHTpoJie 93 PEeKTUBHOCTH JIeUeHUs, OIleHKe KauecTBa
»KU3HU NALUEHTOB.

HOBOE B AMATHOCTUKE U IEYEHUU M3

KauecTBo *13HU 60/bHBIX MII3 cymecTBeHHO cTpajaeT
3a cyeT TaKUX CUMIITOMOB, KaK €/1ab0CTb, yTOMJIIEMOCTD,
OJblllIKa, 60JIb B »KUBOTE, HOYHAsI MOTJIHUBOCTb, 00JIb B
KocTsax. Tepanus HalpaBJ/ieHa Ha Clep>KUBaHUe Iporpec-
CUpOBaHUs 3a60J1eBaHUs U KyTMPOBAaHUE ero CUMITOMOB
C LeJbl0 MNOAJepXaHUs/yJydllleHUsl KadecTBa MKU3HU
60osibHBIX [1-4]. B cBa3u ¢ aTUM npu oneHke 3ddexTa
JleyeHUs] OJHUM U3 BaXKHbIX KpUTEPUEB, HAPAAY C KJINHU-
YeCKUMHU N0Ka3aTe/sIMH, KOJTMYeCTBOM TOCIUTaIU3al U,
YAaCTOTOMN U TSXKECTBIO OCJIO)KHEHUH, SABJISETCS KaueCTBO
»KU3HU 6OJIBHOTO.

OnpocHuk MPN10 pa3pa6oTtan B 2012 T. A/ OLlEeHKU
BeIpakeHHOCcTU cumntomoB MII3 (3T, UII, [IM®), mo-
HUTOPUHIA MpPOrpeccupoBaHus 3ab0JieBaHUsl, OLEHKHU
addexTuBHOCTU JiedeHUs [5]. ONPOCHUK BKJIIOYAET B
ce6s 10 BompocoB: ciaboCTh, OLIylleHHe OBICTPOro Ha-
MOJIHEHUS JKeJIyZIKa BO BpeMs e/ibl (paHHee HaChIIeHUE),
HeNpUsTHble ollylmeHusa (AuckoMbopT) B KUBOTE,
BSJIOCTb (CHMXKEHHE aKTHBHOCTH), MPOO6JEMBbI C KOH-
LleHTpalMell BHUMaHHs, HOYHasl MOTJIMBOCTb, KOXHBIH
3y, 60JIb B KOCTSIX (He B CycTaBaX, He B MbIIIIAX, 6e3
YeTKOU JIOKA/IM3allMK), MOBBIIIEHUE TeMIlepaTyphbl TeJia
(> 38,7 °C), HempeHaMepeHHOE CHIKEHHE MacChl TeJia 3a
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Fig. 1. MPN10 questionnaire:

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

nocjenHue 6 Mec. CUMIITOMBI OLlEHUBAIOTCA 10 IIKaJie OT
1 no 10 6annos, rae 0 — oTCyTCTBUE CHMITOMa, a 10 —
MaKCUMaJlbHasi CTelleHb TSHKeCTH CHMIITOMA, KOTOPYIO
MOXeT NpeJCTaBUThb NanueHT. [lauueHTy cienyeT o6-
BECTH OJIHO YMCJIO, HAWJYYLIMM 00pa3oM ONMChIBaKOLee
CTeNeHb TSHXKECTU Kaxaoro cummnroma (puc. 1, A). loay-
YeHHbIN 0OLIUM pe3y/IbTaT OLleHKH CUMITOMOB B 6as1ax
HeoOX0AMMO 3aHOCUTh B TaOGJHLY [AJS OTCJEXUBAHUSA
IuHaMmuku (puc. 1, B).

B 2019 r. onpocHUK IepeBefieH Ha PYCCKUM £3bIK,
NpOBeJleHa sI3bIKOBasl U KYJIbTypHasl aflalTallus, a TaKxKe
BasMaanus [6]. B HacTosIee BpeMsl ONMPOCHUK OMy6JIU-
KOBaH B BH/le GPOLIIOPHI [JIJIsT CAMOCTOSITEJbHOTO 3aI10J1-
HeHUs nayyveHTaMu. [IpUHATO pellleHHe BKJIIOYUTD ONPO-
CHUK B HaljmoHa/bHble KJIMHUYECKHe PeKOMeHJalUU 110
JIMarHOCTHKe U JIeUeHUIo Kyacchuyeckux Ph-HeraTuBHBIX
MII3 B KauecTBe NPUJIOKEHHUS.

3HayeHHe OLleHKHM KOHCTHUTYLHOHAJIbHbIX CHMI-
TOMOB NOJYepPKHUBAETCS B KJIMHUYECKOM HCCJIeJlOBaHUU
Landmark, "HUIIMUPOBAHHOM C LieJibl0: 1) MOHUMaHUSA
JlMarHo3a BpayaMM M MallieHTaM{; 2) CpaBHEHUS
BOCHPUSATHUS CUMIITOMOB BpayaMM M IaLMEHTaMu U
OCBEeJIOMJIEHHOCTH 00 HMEIIIUXCS MeToZax JedyeHus;
3) ompejiesieHus1 CTeNleHU OCO3HAHUA NaleHTaMHU CUM-
NTOMOB 3a60JieBaHUs], YHKIIMOHATbHBIX BO3MOXXHOCTEHN

U MOTPEeOHOCTU B CKOpeHlleM Hadaje JedeHus; 4) Bbl-
SIBJIeHUsI BO3MOXXHOTO DPaCXOXJeHUs MpeJCcTaBIeHUH
Bpauel U MalUeHTOB 0 BO3MOXXHOCTSX JedeHus [7].

B uccnenoBanue BritoueHo 506 mauueHToB (IMO —
147, U1 — 168, 3T — 191). CooTHouUIEHUE KEHILIHUH/
My>kuuH — 1:1 (52/48 %). CpeHu BO3pacT MallueHTOB
coctaBun 60 + 10,69 roza. BoAbIIMHCTBO MNAIEHTOB
WCIBITBIBAJM CUMIITOMbI B TedeHue 1 rozia U MeHee /0
noctaHoBKU aAuarHoza MII3 (83 %). BucciegoBanuu
npuHuManu ydactue 240 Bpaded (68 % remaToJioros,
32 % ounxkosioroB). Tosbko 36 % Bpauyed HCIOJIb30BaJIU
yTBEPXKAEHHY0 GOPMY OLIEeHKH CUMIITOMOB, a 39 % — cBoH
COOCTBEHHBIM MeTOo/l. MHOTrHe naldeHTbl He 0CO3HaBaJIH,
YTO UX CHMIITOMBI MOTYT 6bITh CBsi3aHbl ¢ MI13. Hanpuwmep,
yCTaJ0CTh/yTOMJISIEMOCTh OBbLIA OAHUM U3 HauboJiee
YacTO 3aperucTPUPOBAHHBIX CUMITOMOB Bpadamu (69 %
npu [IM®, 40 % npu UII, 54 % npu 3T); TeM He MeHee
MHOTHe NalleHThl He OlleHWBaJIU JJaHHble CUMIITOMBI KaK
cneactue MII3 (18 % npu [IM®, 25 % npu UII, 18 % npu
JT). B coorBeTcTBUU € 3TUM 43 % Bpadell ykasasau, 4To
NaLyeHThbl MOIVIU UAeHTHUPUIIMPOBATh TOJBKO HEKOTOPbIE
13 CBOUX CUMIITOMOB Kak cBsi3aHHble ¢ MII3.

BosibiMHCTBO yyacTHUKOB (94 % Bpauedt u 82 %
MallMeHTOB) CYUTAKT, YTO cuMnToMbl MII3 cHMXKaAOT
KauecTBO >XU3HU. KpoMe Toro, 83 % Bpauell coobuiuiy,
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Ta6nuua 1. NporHocTnyeckme wkansl npyu Mmenognbépose

MocTnonuuuremuyeckmii/

nocrrpoméouutemMuye-
MepBuyHbI MMenogunbpos ckui mmenocu6pos
dakTop pucka IPSS DIPSS DIPSS+ MIPSS MIPSS70 MIPSS70+ MYSEC-PM
Bospact > 65 niet 1 1 1 1,5° 0,15¢
lemorno6un <100 r/n 1 2 2 0,5 1 1 2¢
Neiikountsl > 25 x 10%/n 1 1 1 2
BnactHble kneTkn B nepucepnyeckon Kposm > 1% 1 1 1 1 1 2¢
KoHCTUTYLIMOHaNbHbIe CUMNTOMbI 1 1 1 0,5 1 1 1
HebnaronpusatHblii KapuoTun 1 38
Tpom6ouuTsl < 100 x 10%/n 1 10 2 1
TpaHcdy3noHHasa 3aBUCUMOCTb 1
TpoiiHON HeraTUBHbIA CTaTyc 1,5
Mytauun JAK2 nnv MPL 0,5
Mytauun ASXL1 0,5
Mytauun SRSF2 0,5
OtcytctBue mytaunii CALR r 2 2
MyTaunm BbICOKOrO MONEKYISIPHOTO pUCKa 1 1

> 2 MyTaLyii BbICOKOTO MOIEKYNSIPHOTO PUCKa
DubpP0O3 KOCTHOTO Mo3ra = 2

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

° Bospact > 60 nert, Tpom6ouuThl < 200 x 10%/7.
® bnacTHble KneTkn B nepuepnyeckoin kposu = 2 %.
" OtcytcTBMe MyTauuii reHa CALR 1-ro Tuna.

A JTto60ii KapuoTUM, OTAIMYHbIA OT HOPMaNbHOTO, UK ofHa aHoManus (20g—, 13g—, +9, TpaHCOKaUUs/AyNANKaLMS XPOMOCOMbI 1, =Y UK NaToN0rMs NoOBbIX

XPOMOCOM, Kpome —Y).

¢ JlioGoii Bo3pacT, remorno6ut < 110 r/n, TpomGouutsl < 150 x 10%/71, 6nacTHble KNeTKM B neputepnyeckoil Kposu = 3 %.

TPYMMbl PUCKA:

® [PSS (MexayHapoaHas MPOrHOCTUYECKas LWKana): HU3Kui
(0 6annoB; meuaHa BbixuBaemoctn 11 net); npoMexyTouHbIn-1
(16ann; 8 net); npoMexyTouHbIA-2 (2 6anna; 4 roaa); BbICOKMIA
(>3 6annos; 2 roga).

® DIPSS (MexayHapoaHas AMHaMuyeckast NporHocTuyeckas
wkana): Hu3kuit (0 6annos; 15 net); npomexyToyHblit-1 (1-2 6anna;
6,5 roga); npomexyToyHblii-2 (3—4 6anna; 3 rofia); BbICOKNi
(5-6 6annos; 1rop).

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

® MIPSS (MexayHaponHas MyTaLOHHas MPOrHoCTUYecKas
wkana): Huskuin (0-0,5 6annos; 26,4 roaa); NPOMeXyTO4HbI-1
(1-1,5 6anna; 9,7 ropa); npomMexyTouHbIin-2 (2-3,5 6anna;
6,4 rona); BbICOKMA (> 4 6annos; 1,9 roga).

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

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

® MYSEC-PM (MporHoctnyeckas mogenb ANns NoCTnoamuuTeMmnye-
CKOr0 M MOCTTPOMOOLMTEMUYECKOr0 MMenotnbpo3a): HU3Kui
(<11 6annoB; MeanaHa He JOCTUTHYTA); TPOMEXYTOUHbIA-1
(> 11-<14 6annos; 9,3 roaga); NPOMEXyTOUHbIA-2 (> 14—< 16 6annos;
4.4 ropa); BbICOKMM (> 16 6annoB; 2 roaa).

YTO Ja)Ke YMepeHHble CUMITOMBI MOTYT OKa3blBaThb
HeraTUBHOe BJIMSIHME Ha KauyeCTBO >XU3HU IallMeHTOB.
HecMoTpsi Ha 3TO, KOHTPOJIb KOHCTHUTYLMOHAJIBHBIX
CUMIITOMOB ObLJ 60Jiee BaXKeH /il nauueHToB (72 % npu
[IM®, 68 % npu UII, 68 % npu 3T), yuem j1a Bpaueit (61 %
npu [IM®, 43 % npu HII, 55 % npu 3T). 3aMeasieHue npo-
rpeccUpoBaHUs 3a00JIeBaHUsl KaK LieJib JleueHHUsl dalle
BCTpeYasioch y Bpauel, yeM y naueHToB c UII.

Hapsizy c BbICOKOH pacnpoCTpaHEHHOCTbI KOH-
CTUTYLIMOHAJBHBIX CHUMIITOMOB NalMeHTbl COOOIIAIU O
3HAYUTEJbHON 3MOLMOHAJILHOW HarpysKe, CBS3aHHOU C
3abosieBaHueM: 78 % npu [IM®, 59 % npu UIl 1 57 % npu
IT.

Tosbko 28 % Bpauell OTMeTHJIM IOJIHOE COIJIacHe
CO CBOMMHM MNallMeHTaMU B OTHOLUEHMHU lieslel JiedyeHHUs.
Kpome Toro, 25 % nauueHToOB O6bLIM HEJOBOJIbHbBI TTOHU-
MaHHEM CO CTOPOHbBI Bpaya U MOAJEPKKOU UX IieJielt Jie-
yeHus. [lalMeHTHI COOOIAIH, UTO YYBCTBYIOT CEOS XYKE,
YyeM Bpau OlleHUBaeT ux coctosiHue (62 % npu [IM®, 42 %
npu UIl, 47 % npu IT). [IpuMepHO NoJIOBUHA NALMEHTOB
Mo-NpeXXHeMy BblparkaJia corjiacue C TAKTUKOM JiedeHUs U
MOJIHOTOM KOHTAKTA C JieyalluM BpayioM [7].

HecmoTps Ha coobiieHus1 06 y/JOBJIETBOPEHHOCTHU
NnalnMeHTaMu B JledeHUM 3ab0JieBaHUM, pasHoI/acus B
npegcrabieHud o MII3 mMexay nmagueHTaMu U BpayaMu
OYeBHU/IHbl, 4YTO CBU/ETENbCTBYET O HEOOXOAUMOCTHU
yJIy4dllleHUs] KOMMyHHUKaLUU. Mcnosib30BaHME ONTPOCHUKA
MPN10 f10/5kHO TOMOYb PEMIUTD JAHHYIO IPO6JIeMy.

Jis onipefesieHds TaKTUKU Tepanuu npud  Ph-
HeraTuBHbIX MII3, B yactHocTu npu [IM®, paspabaTsbi-
BAlOTCl pPa3HOOOpa3Hble NPOTHOCTUYECKUE CHUCTEMBI,
B KOTOPBIX YYUTbIBAETCs OGOJIbIIOE YMCJIO0 KPUTEpHUEB.
KaTeropuu pucka oCHOBaHbI Ha OLleHKe pUCKa AJIs alu-
eHTa (T. e. cyMMe 6aJlJIOB HeGJIAaronpUsTHbIX GaKTOPOB).
[Ipornoctuyeckue wkaasl MIPSS, MIPPSS70, MIPSS70+,
MYSEC-PM npuBe/eHbl [Ji1 03HAKOMJIEHUS TeMaTOJIOTOB
o61el nmpakTUKU. [IpakThyecKkoe MPHMEHEHHE LIKaJIbl
MMelT B HAy4YHbIX MCCJIEJOBAaHUAX W IPU pelleHUuH
BOIlpOCa O MPOBEJEHUH TPAHCILJIAHTALUU alJIOTe€HHbIX
reMoIno3THYECKHX CTBOJIOBBIX KJ1eToK (aoTI'CK). B Ha-
LMOHa/IbHble KJIWHHWYeCKHe peKOMeHJALUM 10 AuarHo-
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Ta6nuua 2. Bbi6op [O3NPOBKN PYKCONUTMHMOA NPU BO3OOHOBNEHNN

Tepanuun
Konuuectso [lo3a npenapara npyu BO306GHOB/IEHUM
TpomM6oLUTOB Tepanum

2125 x 10%n 20 mr 2 pasa B CyTKu

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, Npyu COXpPaHeHUN KonnyecTsa
TPOMOOLMTOB, BO3MOXHO YBENUYEHNE A03bl
00 15 Mr 2 pasa B CyTkM

5 Mr 2 pa3a B CyTKM B TeYeHMne 2 Hefl. MUHUMYM;
Aanee, Npu COXPaHEHUN KONMYeCTBa
TPOMOOLMTOB, BO3SMOXHO YBeNNYeHUe [03bl
n0 10 mMr 2 pasa B CyTku

50-<75 = 10%n

<50 x10%n
1 remopparuye-
CKWiA CUHOPOM

lpuocTaHOBEHNE NPUMEHEHNS PYKCONMUTUHNGA

CTHKe U JledeHUI0 KJacchyeckux Ph-neratuBHbix MII3
1esiecoo6pasHO BKJIOYATh JIMIIL HauboJsiee yA0OHbIE
JUIS1 TIOBCEJJHEBHOTO HCIOJIb30BaHUs IKasbl IPSS (mpu
noctaHoBKe auarHosa), DIPSS u DIPSS+ (ompenenenue
MporHo3a npu HabJswoaeHuu) (tabsu. 1) [8-13].

Knaccuueckue Ph-neratuBHbie MII3 nmpexcTaBisiioT
cob0oif  XpOHMYECKHe HeHusJjieuuMble 3ab0JieBaHUS.
EJMHCTBEHHBIM MeETOJI0M, KOTOPBI MOXET HpHUBECTHU
K JJIUTeJbHOW peMHUCCUH 3a00JieBaHUS WM, B psije
cilydyaeB, K usnedyeHutwo, spiaserca a/ioTI'CK. IIpeumy-
L[EeCTBO B OTHOIIEHWH OOILIeHd BbDKHBAEMOCTH IOC/E
npoBegenus a/oTICK mpu [IM® moka3aHO TOJIBKO
60JIbHBIX, OTHECEHHBIX B I'PYNIY HNPOMEXYyTOYHOro-2 U
BbIcOKOTO pucka (DIPSS) [14]. [lagueHTaM, OTHECEHHBIM
B I'PYINIy pHUCKa NPOMEXYTOYHbIN-1, KOTOpPbIe SABJSIOTCS
NOTEeHUHAJbHBbIMU KaHAugaTaMu Ha a/noTICK, caenyet
npoBoguTb HLA-TUnupoBaHWe ¥ HanpaBJATb B LEHTPHI
TpaHcIIaHTo0TUH [15].

MepukameHTo3Hasg Tepanusa MII3 npegcraBiseT
coO0OM CJIOXHYIO U aKTyaJdbHyn mpob6seMy. Egun-
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CTBEHHBIM TapreTHbIM Mpenapar, 3aperucTpUpPOBaHHBIN
ans1 aedenust 60abHbIX [IM® u Ull, — unrudutop JAK2-
KHHa3bl PYKCOJMTUHUO. B HacTosllee BpeMsl HaKOIJIEH
JIOCTATOYHBIN OMNBIT MCIOJb30BAHUSl HOBBIX IpenapaToB
B PYTUHHOW NpaKTHKe Bpaya-remartosiora [16]. Ha-
yaJibHasA [j03a PYKCOJUTHHUOA 3aBUCUT OT KOJMYeCTBa
TPOMOOIUTOB: Mo 15 Mr 2 pasa B CyTKHU /Jisl MALUEHTOB
¢ kosinduecTBOM TpoMGoiuToB 100-200 x 10°/1; mo 20 mMr
2 pasa B CYTKH [iJisl TaLlUEHTOB C KOJIMYEeCTBOM TPOMGO-
uutoB 6osiee 200 x 107/s1. MakcumaJsibHast J03a COCTaB-
JsieT 25 Mr 2 pasa B cyTKU. HauanbHas [j03a y NaleHTOB
cuucsioM TpomGouToB 50-100 x 10?/s1 — mo 5 Mr 2 pasa
B CyTKU. B nepBblie 4 Hell. Tepanuu JO3UPOBKY He CeAyeT
MeHATb [17].

Koppek1ust f03bl npenapaTta NPOBOAUTCS C YYETOM
6e30macHOCTU U 3¢ PEKTUBHOCTH MPOBOAUMON TepaNHUH.
Jleuenue manueHTOB c [IM® fnomKHO ObITH HpHOCTA-
HOBJIEHO TpPU KOJIMYECTBE TPOMOGOLUTOB MeHee 50 x
10°/1 ¥ MOSIBJIEHUU TeMOPPArdvyeckoro CUHApOMa WJIU
MPU CHMXKEHU U a0COJIIOTHOTO YK CJIa HEUTPoDUIOB MeHee
0,5x10°/n.

[Tocse BOoCcCTaHOBJIEHUS YUCIA TPOMOOLIUTOB U Hel-
TpodUIOB Tepanusi MOXKeT ObITh BO30OHOBJIEHA B /103€ 110
5 Mr 2 pasa B cyTkH (Ta61. 2).

PekoMeH/yeTCsl OCYILeCTBJATb KOPPEKLHIO0 J03bl
PYKCOJIMUTUHUOA NPU CHUXKEHUH YHUCIA TPOMOOIUTOB
meHee 125 x 10°/x (Ta6.1. 3).

PexoMeHlyeMass HauyasbHas /033 PYKCOJIMTHHHGA
npu JeueHuu nayueHToB ¢ UII cocraBaseTr 10 Mr BHYyTpb
2 pa3a B CyTKH.

CnefyeT paccMOTpeTb BO3MOXHOCTb CHIKEHMS
Jl03bl NIPU YMeHbLIEHUU KOHIleHTPaluu reMorjobuHa B
kpoBu Hxe 120 r/n y nauuenTos c¢ UII. [Ipu cHmxeHuun
KOHLeHTpal[Uu reMorjobuHa B kKpoBu MeHee 100 r/x
peKoMeHJyeTcsl CHIKeHWe [103bl. JleueHue [1OJDKHO
ObITh NPUOCTAHOBJIEHO NPU CHMKEHUU KOHIEHTpaluu
remMorsiobrHa B KpoBu MeHee 80 r/n y nanueHToB ¢ UII
(Tabs. 4).

Ta6nuua 3. Mnenocunbpos: pekomeHayemasa 4o3a pyKConMTnHnoa

TpomGouuTbi

[lo3a, npuMeHseMas O CHUXEHUSA Yucna TPOMOOLIMTOB

25 Mr 2 pasaB cytkn 20 Mr 2 pasa B CyTKU

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

Koppekuus fo3bl

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

<50 % 10°n u remoppa-
rMYeCKUn CUHAPOM

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

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

5 Mr 2 pasa B CyTKu 5 Mr 2 pasa B CyTKM

bes nsmexeHwii

10 Mr 2 pasa B CyTKM be3 namenenwii

5 Mr 2 pa3a B CyTku 5 Mr 2 pasa B CyTKu be3 nsmexeHuit

lMpuocTaHoBNEHME TEpanum

Ta6nuua 4. CHMXeHME 003bl PYKCONMUTUHNOAE Y NaLMEHTOB C UCTUHHOW NonnuntemMment

KoHueHTpaums remorno6uHa u/mnu Konm4ecTso TpoM6oLIMTOB

PekomeHpyemas fosa

KoHLeHTpauuns remornobuHa = 120 r/n u konnyectso TpombountoB  Koppekuus Ao3bl He TpebyeTcs

>100 x 10%n

KoHueHTpauums remornobuHa 100—< 120 r/n u konuyectso
TpoMGouuToB 75—< 100 * 10%n

CnepyeT paccMOTPETb BO3MOXHOCTb CHUXEHUS 403bl Npenapata Bo u3bexaHue
NPUOCTaHOBNEHMS TEPaNUK BCIEACTBUE PA3BUBLLEHCS aHEMUU U TPOMBOLM-

TONEeHun

KoHueHTpaums remornobuHa 80—< 100 r/n unu KonnyecTso
TpomGouuToB 50—< 75 x 109/

CHWXeHMe [o3bl Ha 5 Mr ¢ NpUemMoM B CHXKEHHO J03e 2 pa3a B CYTKU.
Y nauneHToB, MPMHUMAIOLWMX 5 Mr 2 pa3a B CYTKW, PEKOMEHAYETCS CHUXEHUE

[03bl 4o 5 Mr 1 pa3 B cyTku

KoHueHTpauuns remornobuHa < 80 r/n unm KonmyecTeo Tpombo-
untos <50 x 10%n

[TpnocTaHoBNEHNE NPUMEHEHNS PYKCONMTUHMOA
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Ta6nuua 5. Kputepun oreeta Ha neveHne IWG-MRT u ELN npu nepBrnyHoM muenocdunbpose

Karteropum otBeta

Heob6xoaumbie kputepum (3chchekT foMKEH COXPaHATLCSA = 12 Hep.)

[onHbI oTBET

YacTuyHbIi oTBET

MporpeccupoBaxmne

Crabunuzaums
Peunauns

Knununueckoe ynyuienue

OTBET Ha NleyeHne No AUHaMuKe
YPOBHS$ reMorniobmHa

OTBET Ha NNeYeHNe CO CTOPOHbI
Cene3eHkun

OTBET Ha IeYEHNE N0 AYHAMUKE
BbIPaXXe€HHOCTN CUMNTOMOB

LintoreHetnyeckas pemuccusa

MonekynspHas pemuccus

Lintorenetnyeckuit/moneky-
NAPHbIA peunans

KocCTHbI MO3r: KnnHndyeckmne npu3Haku:

® CKoppeKTMpOoBaHHas Mo BO3PacTy HOPMasbHas KNeToOYHOCTb ® PaspelleHne cuMnToMoB

® <5 % 6nacTHbIX KNeTok 3a060/1eBaHNA

® Oubpos <16anna ® (CeneseHka v neyveHb He nanbnu-
lNepuhepuyeckas KpoBb: pytoTcs

® [ewmorno6uH =100 r/n u Huxe BIH ® OT1CyTCTBYIOT NPU3HAKM IKCTpame-

® Heiitpodhunbl > 1x 10%1 u Huxe BIH
® Tpom6GouuThl > 100 x 10%/n n Huxe BFH
® <2 % He3penblx MUENOUAHBIX KNETOK

OYNNFAPHOro remonossa

lNepuhepudeckas KpoBb: KnnHndeckne npu3HaKm:

® [emorno6uH =100 r/n n Huxe BI'H ® PaspelleHne CUMNTOMOB

® Heiitpodmnbl > 1x10%n v Huxe BIrH 3ab0neBaHNs

® Tpom6GouuTbl > 100 x 10%/n n Huxe BIH ® (Cefle3eHkKa u neyveHb He nanbnu-
® <2 % HespenblX MUENONIHBIX KNETOK pytoTcs

nnn ® OTCyTCTBYIOT MPU3HAKMW 3KCTpame-
KocTHblif MO3T: AYNNSPHOro reMonoasa

® CKOppeKTMPOBaHHasi N0 BO3PACcTy HOPMasibHas KNeToYHOCTb
® <5 9% 6nacTHbIX KNETOK

® Oubpos<16anna

lepughepnyeckas KpoBb:

® [emorno6uH > 85 r/n, Ho <100 r/n u Huxe BI'H

® Heiitpodhunbl > 1x 10%1 u Huxe BI'H

® Tpom6GoumTtsl > 50 x 1097, Ho < 100 x 10°/n v HUxe BI'H

® <2 % He3penbix MUeONIHbIX KNeToK

[osiBneHne cnneHomeranum, ceneseHka npy nanbnauum = 5 cm Hxe kpas NIP[

017

YBenuyexne onpeaensiemMoro npu nanbnawuun pacctosiHns ot HuxHero kpas JIPL =100 % pna cnneHomeranum,
paBHOM Ha MCXoAHOM ypoBHe 5-10 cm

017

YBenunyexne onpeaenseMoro npu nanbnaunun pacctosHus ot HuxHero kpas JIPA Ha 50 % ans cnieHomeranuu,
Ha MCXOHOM YPOBHE NpeBbilwatoLLeii 10 cm

U

BnactHbIN Kpu3 (61aCTHbIE KNETKU B KOCTHOM Mo3re = 20 % unn 6nacTtHble KNeTku B nepudepuyeckoin Kposu
> 20 % B cOYETaHUM C aGCOMIOTHBIM YUCTIOM GIACTHBIX KNeTok > 2 x 10%/n B TeueHue > 2 Hep,.)

He COOTBETCTBYET HUKAKOW U3 NepeynCIeHHbIX Bbille KaTeropuin oTBeTa Ha fieyeHne

bonbLe He oTBeyvaeT kputepuam = KY no goctmxeruu M0, YO unm KY, nnbo Ha = 1 mec. ncyesaet oteet
Ha NleYeHmne no AUHaMNKe YPOBHS reMorio6uHa

iz

/lc4e3HOBEHME OTBETA HA IEYEHNE CO CTOPOHBI CENE3EHKN MPOAOMKNUTENBHOCTBIO 2 1 Mec.

MonyyeHue oTBETA HA IEYEHNE MO UHAMUKE YPOBHS reMOr100MHa, CO CTOPOHbI CENIE3EHKN MK CUMMNTOMOB
6e3 nporpeccupoBaHns 3a60n1eBaHns MO0 YBENUYEHNS TAXKECTU aHEMUN, TPOMOOLUTONEHUN UN HENTPO-
nexHunn

[MaumneHTbl, He 3aBUCALLME OT TPAHCHY3Mii: NOBbILLEHNE FreMorno6uHa Ha > 20 r/n

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

nnn

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

CnneHomeranusi Ha UCXOAHOM YPOBHe, KOTOpas onpefenserca npu nanbnauum Ha <5 cm Huxe kpas NP,
HENpuMrofHa ANs OLEeHKN OTBETA Ha IeYeHne CO CTOPOHbI CENE3EeHKM

OTBeT Ha N1leyeHne Co CTOPOHbI ceneseHku Tpebyet noareepxaeHns MPT unu KT, noka3biBaloLWMMM yMeHb-
WweHue o6bema ceneseHkun > 35 %

CHuxeHue nigekca MPN-SAF TSS > 50 %

[lns oueHK LMTOreHeTMHYECKOro 0TBETa Ha NeveHmne Tpebyetcsa aHanus = 10 metacga3 ¢ He06X0AMMOCTbIO
NOATBEPXAEHNS NMyTEM NOBTOPHOIO aHann3a B Te4eHne 6 Mec.

[10: ycTpaHeHue CyLLeCTBOBABLUIEr0 paHee OTKNOHEHMS

YO: cHuxeHne aHoManbHbIx MeTaas = 50 %

OueHKy MONEKYNSIPHOrO OTBETA Ha IeYeHne cnepyeT NPOBOANTL B rPaHy/oLMTax neputhepnyeckoin Kposm
C NOATBEPXAEHNEM NyTEM NOBTOPHOrO aHanu3a B TeyeHne 6 mec.

[10: ycTpaHeHue cyLLecTBOBaBLUIEr0 paHee OTKNOHEHMS

YO: cHuxeHne annenbHoi Harpysku = 50 % (YO npuMeHNM TONbKO K MaLMeHTaM C annefibHoi Harpy3Koi
Ha UcxofHOM ypoBHe = 20 %)

oBTOpHOE pPa3BUTHE UMEIOLLErocs paHee LIMTOreHETUYECKOro U MOJIEKY/IIPHOTO OTK/IOHEHHS C MOATBEpXAe-
HWeM Npu NOBTOPHOM TECTUPOBAHUM

MPN-SAF TSS — chopma oLeHkM cCuMNTOMOB MuenonponudepaTuBHbIx 3a6oneBanuii; BTH — BepxHas rpaHuua HopMbl; KY — KnMHUYeckoe ynyudluexue;
JIP1 — neBas pebepHas ayra; 10 — nonHbiii 01BET; YO — YaCTUYHbINA OTBET.
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[Ipy BesieHUH GOJIBHBIX C TeMATOJIOTHYECKHMMH OIYXO0-
JIIMM, B 4YaCTHOCTH Cc Ph-HeraTuBHbIMH MII3, HE06X0 UM
CHUCTEMaTHUYeCKUN KOHTPOJIb 3PEKTUBHOCTHU JieYeHUs.
JUIs1 3TOro  CyllecTBYIOT MeXAYyHapoJHble KpPUTEpHUH,
KOTOpble, 6e3yCJI0BHO, TIOMOTAlOT CIelHaJIMCTaM B HacTo-
daujee BpeMsi. B 2013 r. skcnepTamu MexayHapoJHOU pa-
604ell rpynmel o usydeHuto u jedyenuto MII3 (IWG-MRT)
u EBpomeiickoit cetu mo usydyeHuto JieiikozoB (ELN)
ObLIM pa3paboTaHbl KPUTEPUU OTBETA HA NMPOBOAUMYIO
Tepanuto (Ta6u. 5-7) [18].

CranzapTy3anus oTBeTa HaJledeHHe Heo6XoMa 151
VHTepIpeTanuy U CPaBHEHHUS JaHHBIX, [10JYYEHHbIX IPU
NpPOBEeJIeHUN KJIMHUYECKUX HMCCIeZJ0BAaHUH, a TaKxXKe JJs
BHe/IpeHUs] HOBBIX JIEKaPCTBEHHBIX CPEJCTB B KJIMHUYe-
CKy10 IpakTUKy. Kputepuu orBera Ha jiedenue IWG-MRT
u ELN paspab6oTaHbl /i1 MIPUMEHEHUSI B KJIMHUYECKUX
vccneloBaHUSAX. B CBA3U ¢ 3TUM BONPOC KMCIO/Ib30BAHUSA
JIaHHBIX KPUTEPUEB B PYTUHHOUN KJIMHUYECKON MPAKTHUKE
OCTaeTCs OTKPBITHIM.

OueHKy oTBeTa Ha JiedeHue cjejlyeT NMPOBOAUTH MO
ycMoTpeHUI0 Bpada. OueHuBass 3¢eKTUBHOCTH MPOBO-
JIMMOH Tepamnuy, Heo6XOAUMO YYUThIBATb CUMIITOMBI 3a-
60JieBaHMUS, TIOKA3aTe/IM 0011ero aHaIKu3a KpoBHY, pa3Mephl
cesieseHKU. KiIMHMYecKast 3HAUMMOCTb LIUTOreHETUYEeCKHX,
MOJIEKYJISIPHBIX, MOP)OJIOrMYeCKUX OTBETOB HEH3BeCTHaA.

[ManuenTsl ¢ [IM®, nosyyarwiiye TapreTHy0 Tepanuo
PYKCOJIUTUHUOOM, [JOJKHBI TNPOXOJUTH KOHTPOJIbHOE

Ta6nuua 6. Kputepun oteeta Ha nedeHne IWG-MRT n ELN
npwv UCTUHHON NoNMUUTEMUK
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o6cyieloBaHMe Kaxable 3 Mec. MHUHUMa/JbHbIA 06beM
006c/ieOBaHUS BKJIIOYAET OOLUM aHA/NU3 KPOBHU, OLEHKY
pa3MepoB cese3seHku (masbnatopHo, Y3W, KT, MPT).
Koppekiys [03MpOBKM PYKCOJMTHUHUOA JOJDKHA TpO-
BOJUTBCS C yYeTOM 4YMCJa TPOMOOLUTOB, HAJWYHUS WU
OTCYTCTBHUS reMOpparu4eckoro cuHjapoma. [Ipu Bo3amox-
HOCTM Heo0XoJ¥Ma 3CKajalys J03WPOBKU Ipenapara,
T. K. OTMeYaeTCs 0303aBUCUMbIHN 3dEKT.

KpuTepuu pe3uCTEHTHOCTU K PYKCOJIUTHHUOY He
pa3paboTaHbl. Y4YWUTBhIBass PUCK pa3BUTHUS CHUHApOMaA
OTMEHbl, OTCYTCTBHE aJIbTepHAaTHUBHBIX I[penaparTos,
Tepanuio cjaejyeT NpoJo/KaTh NMPU NMPOrpecCUpOBaHUU
3a60JIeBaHUs: YBEJMYEHUHN pa3MepoB cesle3eHKH, NMOsIB-
JIEHUM CUMIITOMOB UHTOKCHKAILMH, 6J1aCTHOM KpH3e.

CornacHo pe3y/bTaTaM POCCUHCKOI'0O MHOIOLIEHTPO-
BOI'0 PETPOCIHEKTUBHOI'0 UCC/Ie[0BaHUSl, paHHUHM OTBET
CO CTOPOHBI CeJjle3eHKU — TMO0JIOKUTEJNbHBIH NPOrHo-
cTU4ecKUd QakTop y 60JbHbIX MUesodubpo3oMm. B uc-
caeJloBaHHE BKJIIOYEHO 42 manueHTa ¢ Mueaodpu6030M
NpY Ha/IMYUU JaHHBIX O 3a00JIeBaHUU U Cesle3eHKe KakK
MHUHUMYM 4epe3 3 Mec. OT Haya/la Tepaluu PyKCOJUTH-
HU60M. My>x4uH 66110 43 % (n = 18). CpegHui Bo3pacT
Ha MOMEHT HayaJla TApreTHOW Tepanuu coCTaBuI 55 yieT
(aAnamazon 25-75 jset). CpesiHee BpeMsi OT NMOCTAaHOBKHU
JlMar{Ho3a [0 HayaJja Tepaluu PyKCOJUTUHHUOOM ObLIO
52 mec. (auamnaszon 2-346 mec.). CpefHsiss TPOJOJIKU-
TEeJIbHOCTh TEPANUU PyKCOJUTUHHUO0OM cocTaBuIa 29 Mec.

Ta6nuua 7. Kputepum otBeTa Ha neyenne IWG-MRT n ELN
npun acceHunansHol TpoméountTemMmnm

Monnas pemuccus (3chchekt gomkeH coxpanaTbes 2 12 Hep.)

MonHas pemuccus (3cpchpekt gomkeH coxpaHaTbes = 12 Hep.)

A Pa3pelueHne cBsizaHHbIX C 3a60/1EBAHNEM
CUMMNTOMOB, BK/tOYas onpefensemyto naabna-
LMei renatocnneHoMeraunio; 3HauuTenbHoe
o6neryeHue CUMNTOMOB

B lematokpuT <45 % 6e3 NpoBeAeHNs KPOBO-
nyckKaHui; yucno TpomGountoB < 400 x 10%/n,
uncno nekountos < 10 x 10%/n

C be3 nporpeccupoBaHus 3a6oneBaHus, 0TCyTCTBUE
KaKunx-nnbo remopparmyeckux nim TpomboTuye-
CKMX OCNOXHEHN

D [ucTtonornyeckas peMmccus: HOPMOKIETOUHbI
KOCTHbIW MO3T, UCYE3HOBEHME TPEXIMHENHOW
runepnnasnu, OTCyTCTBUE PETUKYIMHOBOMO
¢ubpo3sa > | crenexu

YactuuHas pemuccus (3chchekT fonxeH coxpaHaTbea = 12 Hep.)

A Pa3peluenne cBA3aHHbIX C 3a0601€BaHNEM
CUMMNTOMOB, BKNtOYas onpefensemyto nanbna-
LIMeN renatocnneHoOMeraamto; 3HaunTenbHoe
o6neryeHne CMMNTOMOB

B [ematokpuTt <45 % 6e3 KPOBOMYCKaHWNA; 4NCI0
Tpom6GouuToB < 400 x 10%n, yncno neiiko-
umuToB <10 x 10%n

C be3 nporpeccupoBaHus 3a6oneBaHus, OTCyTCTBUE
KaKnx-n1nbo remopparn4yeckmx nam TpomboTnye-
CKUX OC/TOXHEHWI

D OTCyTCTBME MMCTONOMNYECKON PEMUCCUN
OrtcytctBne Jlto6oii 0TBET Ha fleveHne, KOTOPbIA He YA0BETBO-
OTBETA Ha Ne- pSeT KPUTEPUSAM YaCTUYHON PEMUCCUM
yeHune
Mporpeccupo-  TpaHchopmauns B NOCTNOMULNTEMUYECKMI
BaHuWe 3abone- munenothnbpos, MMeNnoAnCNIaCTUYECKIii
BaHuA CWHAPOM WM OCTPbINA NEeiKo3

A PaspelueHne cBsizaHHbIX C 3a60/1€BaHNEM
CUMNTOMOB, BKNtOYas onpefensemyto nanbna-
LMel renatocnneHoMeranmnio; 3HaunTenbHoe
o6neryeHme CMMNTOMOB

B Yucno TpomGoumtos < 400 x 10%/n, uncno
neiikountoB < 10 x 10%/n, oTCyTCTBUE NEIIKOIPU-
Tpobnacrosa

C OTCyTCTBME NPU3HAKOB MPOrPeccupoBaHma

3a60/1€BaHNs, OTCYTCTBME KakKuX-nmbo remoppa-
TMYECKNX MW TPOMOOTUYECKUX OCNOXHEHMUA

D ['mcTonornyeckas peMmccus: MCYE3HOBEHNE aTMnnm
MEerakapuoLuTOoB M OTCYTCTBUE PETUKYIMHOBOMO
thnbposa > | ctenenn

YactuuHas pemuccus (3¢hpekT fomkeH coxpaHaTbes = 12 Hep.)

A Pa3peluenne cBA3aHHbIX C 3a601€BaHNEM
CUMNTOMOB, BK/IKOYan onpefensemyio nanbna-
LMeid renaTocnIeHOMEranuio; 3HaunTeNbHoe
o6neryeHme CMMNTOMOB

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

C OTCyTCTBME NPU3HAKOB MPOrpPeccupoBaHms

3a60/1€BaHNs, OTCYTCTBME KaKUX-nmbo remoppa-
rMyecKnx nnm TpOMGOTVILleCKVIX OC/I0XHEHWI

D OTCyTCTBME MUCTONOTNYECKOI peMUccum
OtcytcTBME Jlio60i1 0TBET, KOTOPbIV HE COOTBETCTBYET KpUTE-
OTBETa Ha fle- PUSM YaCTUYHO peMmnccun
YyeHne
Mporpeccupo-  TpaHcopmaums B NOCTTPOMOOLUTEMUYECKNIA
BaHwe 3abone- mMnenogunbpos, MMenoancnaacTuyeckuit
BaHNA CUHAPOM UM OCTPbI NENKO3
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(nmnamasoH 4-81 mec.). OTBET CO CTOPOHBI CeJIE3EHKHU Olle-
HUBaJIU Nasiblanuen. [lo Hauyasa Tepanuu cpefHsis AJUHa
ceJie3eHKH HIDKe Kpasi JIEBOU pebepHOM Ayry cOCTaBJIsLIa
19 cMm (puamasoH 5-33 cM). MaccuBHas CIJIEHOMEraaus
(> 10 cM) oTMeyasnach B GOJIBLIMHCTBE cay4aeB (n = 36;
86 %). KoHCcTUTyLHOHa/NbHble CUMNTOMBI 6bLIM y 40
(95 %) 6osabHbIX. [lokazaTenp DIPSS 6b11 HU3KUM, IIPO-
MeXyTo4HbIM-1/2 1 BbicokuM y 1 (3 %), 23 (59 %) u 15
(38 %) nmanueHTOB COOTBETCTBEHHO [19].

YMeHbLIEHHEe MNaJbIaTOPHBIX PAa3MepPOB CeJIe3eHKU
Ha 3 Mec. Tepanuu cocraBusio meHee 25 % y 13 (31 %)
nayueHToB (rpynmna 1), 25-50 % —y 14 (33 %) (rpymnmna
2), 50 % u 6oee — y 15 (36 %) (rpynmna 3). K6 mec.
Tepanuu 3 (25 %) u3 12 u 3 (21 %) u3 14 nanueHToB B
1-¥ ¥ 2-U rpynmnax COOTBETCTBEHHO UMeJIU yJaydllleHHe
B OTHOIIEHUH OTBETA CO CTOPOHBI CeJe3eHKU. Y HEKO-
TOPBIX NALMEHTOB M3 3THUX TPYINI I03Ke HAGJIIJAI0Ch
yMeHbLIEHUE CeJie3eHKH, HO B OCHOBHOM IIpU YCJIOBHUHU
NOBBIIIEHUS /103bl PYKCOJUTUHHUGA. OTBET CO CTOPOHBI
ceJle3eHKH, OLleHEHHBIH B COOTBETCTBUMU C KPUTEPUIMHU
IWG-MRT, coctaBasn 13/42 (31 %) u 17/41 (41,5 %)
yepe3 3 U 6 Mec. JileYeHHUSI COOTBETCTBEHHO. Bo Bcex
rpymnnax 3aperuCTpupoBaHO HECKOJIBKO CIy4aeB MOTEPU
nosiHoro otBeTra. Tepamus pPYyKCOJUTUHUOOM IpeKpa-
meHay 11 (26 %) nmauueHToB. [[pyunHaMu npeKpalieHus
npueMa pyKCOJMUTUHHGA MOCAYKHUIHU IPOrpecCUpOBaHUe
3ab60JieBaHUs WU CMepPTh. [JIyGrHA OTBEeTa CO CTOPOHBI
ceJie3eHKH KOppeupyeT C 001ell BEKHBAaeMOCThI0. Bee
HanueHThl 3-U IpyNNbl OCTABAIMCH MOJ HaGJIIOJEHUEM,
Torza Kak 7 (24 %) us 27 nayueHToB B 1-1 U 2-i rpynnax
yMmepsu (p = 0,021) [19].

TakuMm o06pa3omM, 6GosbHble [IM® ¢ oTcyTCcTBHEM
6JIaCTHBIX KJIETOK B nepudepuvdecKorl KpoBH, MEHBIIUM
pa3MepoM cesie3eHKH U Gojiee BBICOKMM YPOBHEM re-
MOIVIOOUHA, ToJTyYarIue 60J1ee BICOKYIO 103y PyKCOJIU-
TUHUOA, 60Jiee YyBCTBUTEIbHBI K MPOBOAMMOU Tepanuu
[20].

3AK/TIIOYEHUE

MII3 mnpeacTaBasitoT co60M 3aboJieBaHUs, UMeEIOLIMe
Ba)KHOE 3HaueHHe /[JI1 COBpeMeHHOH MeJuLMHbL He-
CMOTpS1 Ha CBOIO PEAKOCTb (HECKOoJIbKO ciydaeB MII3 Ha
100 000 HacesneHus B rof), 60JIbHbIE C 3TOM KaTeropueu
ONyxoJiel peryJsipHO BCTpeYalroTcs B NPAKTHKe reMa-
ToJsiora [1, 2, 16]. [TauueHnTsr ¢ MII3 nmpeumyiecTBEHHO
3peJsIoro 1 MOXHUJIOT0 BO3pacTa, HO B TO e BpeMsl 3aboJie-
BaHUe HepeJKO UAarHOCTUPYEeTCA U y IUL, MoJioxke 40 JieT.
Bospocuiuit 3a nocsieiHee BpeMsl HHTepec K 3TOMy 3a60-
JIeBaHUIO O0OYC/IOBJIEH yBeJMYeHHWeM YacTOThbl JHarHo-
ctuku MII3 y manueHTOB pa3Horo Bo3pacra. Bo MHorom
3TOMY CIOCOGCTBOBaJIO IIOBCEMECTHOE MpPUMEHeHHe
aBTOMaTHYeCKHUX aHa/IM3aTOPOB KJIETOK KPOBU. B cBA3M ¢
3TUM KpakHe BaXKHBbIM U NE€PCNEeKTUBHBIM BBIIVIJUT pas-
BUTHE I'eHEeTHUYeCKOH AMArHOCTUKH 3TOro 3abo/ieBaHMs,
MIOCKOJIbKY OHa II03BOJIMT IPOBOJUTH IOJIHOLLEHHYIO
OLleHKYy WH/UBH/yaJbHOI'O IPOTHO3a M paspaboTaTh
IJIaH JIeYeHUsl C y4eTOM MH/IMBU/YabHbIX 0COOEHHOCTEN
KaXJ0ro TmarueHTa (MepCOHATM3UPOBAHHBIM MOAXO/,
B Tepanuu). [lpulIM® crienyeT HCHOIb30BaTh ILKAJbI
IPSS (npu mocraHoBke auarHo3a), DIPSS u DIPSS+ (ompe-
JleJleHWe MpOTrHO3a Npu HaboAeHuu). HasHaueHue u

K/IMHNYECKAA OHKOTEMATO/TON 4

WCI0JIb30BaHMeE JIeKapCTBEHHbIX NPeNnapaTos, B T. Y. Tap-
reTHOH Tepaluy, cJefyeT OCyLeCTBJAATb B COOTBETCTBUHU
C WHCTPYKLMeN Mo NpUMeHeHHIo. EAUHCTBEHHBIM pajiu-
KaJIbHbIM MeToJioM JiedeHus npu [IM®, mocTTpomboLu-
TEMUYECKOM U TMOCTIOJULUTEMUYECKOM Mueaopudtpose
apasetrca a/ioTI'CK. BosibHBIM, OTHECEHHBIM B TpyMIIbl
MPOMEXKYTOYHbIN-1, NPOMEXYTOUHBIN-2 H BbICOKOTO
pucka (IPSS, DIPSS, DIPSS+) u npu3HaHHBIM NOTEHI[UAJIb-
HbIMU KaHguzataMu Ha a/uloTICK, cnegyet nmpoBoauTh
HLA-TunupoBaHue ¥ HamnpaB/sATb B LEHTPbI C ONBITOM
MpOBe/leHHs] TPAHCIJIAaHTALUN y JAHHOW KaTeropuu Ia-
yueHToB [15]. Onpocuuk MPN-SAF TSS (MPN10) cayxut
HaJIeXKHbIM MHCTPYMEHTOM /[IJIs OLleHKH KauyecTBa >KU3HU
U koHTposass 3dpdekTuBHOCTU Tepanuu MII3. OcraroTca
OTKPBITBIMU BOTIPOCHI, CBSI3aHHbIE C BeJleHHeM MallueHTOB
¢ MII3 B 0coOBIX CUTyaLUsX, TAKUX KaK OEepeMeHHOCTH,
TPOMOOTHYECKHE OCJIO)KHEHHUS], KDOBOTEUEHHUS.
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