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Moaxonabl K nevyeHunto 60s1bHbIX MNenounbpo3oM U NCTUHHOW MONUUTEMNEN C
KOHCTUTYUWOHaIbHbIMN CUMNTOMaMN B YCJI0BUAX PYTUHHOW KJIMHUYECKOWN NPaKTUKN B
Poccunckon ®epepaumun: NpoMexyTovHble pe3ysibTaTbl MHOMTOLEHTPOBOIrO
HabnogaTeIbHOro MPOCNEKTUBHOINO KJIMHUYECKOro nccnenos
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NMoaxoabl K Jie4eHUIo D0JIbHbIX
Munenochpumbpo3oMm n UCTUHHOM
noJIMUMTEMUEN C KOHCTUTYLUOHANbHbIMM
CUMNTOMAaMM B YCJZIOBUAX PYTUHHOM
KJIMHUYECKOMU NPaKTUKN B POCCUUCKOM
depepaumm: NPoMeXXyTouHble
pe3ysibTaTbl MHOITOULEHTPOBOIO
HabnwpaTeNnbLHOro NPOCNeKTUBHOIro
KJIMHU4YECKOro uccnenoBaHusa

MwnenonponudepaTtruBHble HoBoobpa3zoBaHua (MIMH) - 3To rpynna onyxosaeBbiX
3aboneBaHUN, BO3HUKAKOLWLMX Ha YPOBHE CTBOJIOBON KPOBETBOPHOW KJIETKMU,
XapaKTepusylowmxcsa npoangepaumen ogHon nnm 6onee KNEeTOYHON NMHUM MUESION033a B
KOCTHOM MO3re C NPU3HaKaMu COXpaHHON TepMUHanbHON anddepeHUnposkn. - CornacHo
KJaccnpukaumm BcemmpHom opraHusaumm 3gpasooxpaHeHus (BO3) 2016 r., MIMH
noapa3aensiTca Ha NCTUHHYO noanumuTemuio (UIM), acceHymanbHyto TpoMbounTeMuUto
(3T), nepBu4HbIN MUenopunbpos (MM®), xpoHn4ecknn muenonenkos (XMJ1), a Takxe
HeKoTopble Apyrue, peKo BCTpeYaloLlmecs BapmaHThl U Heknaccupuumpyemsie MMH.
Mpw 3Tom, UM, 3T n NMO® obbeaunHaoT B rpynny MIMH, He accounmMpoBaHHbIX C
dbunagenbpunckon xpomocomon (Ph-HeratmeHbie MIMH).

N3BecTHO, 4To UM n NMO® xapakTepu3syoTCca AJINTENbHLIM NHOOJIEHTHbLIM Te4eHNEeM
3aboneBaHns C BO3MOXXHbIM NpOrpeccMpoBaHneEM 1 pa3ButTnem 61acTHOro Kpmnsa.
HecmoTps Ha oTHOCUTEesIbHO B1aronpuATHLIM NPOrHO3 BoJsibHbIE CTPadaloT OT CMMMNTOMOB,
obycnoBsieHHbIX 3aboneBaHneM (KOHCTUTYLIMOHAIbHbIX CUMATOMOB), KOTOpble MOryT 6bITb
BbIPaXXeHbl )K€ Ha MOMEHT YyCTaHOBJIeHUs1 AnarHosa unu B gebiote 3abonesaHusa. > Y
60nbHbIX MIMH ¢ cumMnTOMaMm oNyxoneBon NHTOKCUKaLMK HabnogaeTcss HapyLLeHne He



TOJIbKO (PU3NYECKOro, HO U NMCUXOJIOFMYeCKOro cocToAHuA. lNogaBaeHHOe 3MOLMOHasIbHOoe
COCTOSIHME MOXXET OTpuLUaTesIbHO BJIMATL Ha NMOBCEAHEBHYIO aKTUBHOCTb U
TPpynocnocobHOCTb 60/IbHbIX, COMPOBOXKAATLCA CHUXXKEHMEM TPpyaocnocobHoCcTw,
CYLLECTBEHHbIM YXYLIEHNEM Ka4yecTBa XU3HW BONbHbIX U X 6AN3KMX. > BamaHue MMH Ha
Ka4yeCTBO XXU3HU MaLMeHTOB 4YaCTo HeJoOoUEeHMBAETCS, O4HAaKO, MOHUTOPUHI CUMMNTOMOB Y
B60nbHbIX VT 1 MO MOXXET CAYXKUTb Ba>KHbIM MHCTPYMEHTOM A1 OLLEHKM 3PHEKTUBHOCTH
crneundunyeckoro nevyeHnsa. Ha gaHHbI MOMeHT B Poccunckon degepaunn (PD)
HeOOoCTaTOYHO NNAEMMNOSIONNYECKUX OAaHHbBIX OTHOCUTENIbHO TAXKECTU N NPOSABIEHNN
KOHCTUTYLUMOHaJIbHbIX CUMNTOMOB Yy nauneHToB C UM n NM®, a Takxe no oueHke
3(pPEeKTUBHOCTU TEPANM B paMKax CTaHOAPTHON KJIMHNYECKON NPaKTUKN. B CBA3K C 3TUM,
Lesiblo JaHHOro uccnegoBaHus 6b1s10 onucaHne TepaneBTUYeCcKUx MeTo40B, MPUMEHSAEMBbIX
ANa KOHTpona 3aboneBaHnsd, a TakXXe aHa M3 NPOSBAEHNN U TSXKECTU CUMNTOMOB
3a6001eBaHNA B paMKax CTaH4apPTHON KJMHUYECKON NPaKTUKKN. *

MaTepuansl U MeTOoAbl.

B npoekTe npuHumMann y4actue spaym n3 72 ueHtpos P®. B nccnenosaHmne BkaYan
nauneHToB, COOTBETCTBYIOWMNX CNefyoWwmM KpUTeEpUsaM: NauneHTbl My>XCKOro uim
XKEHCKOro rnoJia B Bo3pacTe 18 neT n cTaplwe; nauneHTbl, KOTOPbIM B COOTBETCTBUN C
Kputepusamum BO3 2017 r. nocTtaBneH agnarHo3 M® (B T. 4. M®, pa3BuMBLUMIACA BCNeACTBME
NI nnun acceHumanbHom TpoMmbounTemun) nnm UM, npn kotopon TpebyeTcsa
KpPOBOMyCKaHWe A1 KOHTPOJISi reMaTOKPUTa; NauneHTbl, Y KOTopblX o0LLas oueHKa
cumnTomoB 6onee 20 no onpocHUKY MIMH-10 nan y KOTOpbIX OLeHKa XoTs 6bl 0g4HOro
oTaenbHoro cmmnToma 5 6annos n 6onee; naumeHTbl 6e3 3710Ka4YeCTBEHHbIX
HOBOOOpa30BaHUN U/MN XPOHNYECKMX 3aboneBaHnin, 3HAYUTEIbHO BAMSAIOLLMX Ha
KaQ4yeCTBO XU3HUN N ee 0XXNAAEMYIO MPOLO/IKNTENIbHOCTb. 3arnjlaHNpoBaHHas
NPOAOJIKMUTENIbHOCTb BKJIIOYEHUSA BONbHbBIX B UCCle0BaHMe cocTassisana 2 roaa.

PesynbTaTtbl M 006CyXXaeHue.

Bblv npoaHanu3snpoBaHbl gaHHble 1229 nayneHToB. QuarHo3 Ul yctaHosBneH y 629 (51,18
%) naymeHToB, MO -y 521 (42,39 %). Mo Bo3pacTy 60bWMHCTBO BOJIbHLIX OTHOCATCS K
coumMasibHO aKTMBHOM YacTn HaceneHuns. MegunaHa Bo3pacTta 6onbHbIX UM cocTaBuna 56
net, M® - 55 ner.

[daHHble No oueHKe pucka TpoMboTmyecknx ocnoxHeHnn UM npepctasneHsl B Tabnanue 1.

Tabnvua 1. PacnpepeneHue no rpynnam pucka TPoMO60oTUYECKUX OCJIOXKHEHUMN.
UcTuHHaA nonuMuuTeMums.
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MporHocTuyecKan WKana lpynna pucka MauuenTor (%)

R. Marchioli (pvick passuTus Tpom6030B) Huakuin 302 (51%)
MpOMEXYTOYHbIN 236 (40%)
Bbicokuii 54 (9%)
Het paHHbIX 37 (6%)

PacnpeneneHune 60nbHbIXx M® No rpynnamM pucka EMOHCTPUPYET, 4To 6osibluas 4acTb
nauveHTOB B JaHHOM HabnwaeHun nMmeeTt 6naronpuAaTHbLIM NporHo3 (Tabn.2).

Tabnuua 2. PacnpepeneHue nauyMeHToB No rpynnam pucka. Muenocdpumbpos.
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MporsocTHyecKas wkana MaymnenTos (%)

IPSS Huakwuia 166 (32%)
MpoMeXXyTOUHBIN - 1 128 (25%)
MpOMEXYTOYHBIN - 2 126 (24%)
Bbicokwii 73 (14%)
HeT gaHHbIX 28 (5%)

DIPSS Huakmit 233 (45%)
MpoMesKyTOUHbBIN - 1 124 (24%)
MpoMeXyTOUHBINA - 2 115 (27%)
BblCOKUIA 21 (4%)
HeT gaHHbIx 28 (5%)

Mpwn paccMoTpeHUn TepaneBTUYeCcKnx Nogxonos, 6b110 BbISB/EHO, YTO B NOAaBASAOLIEM
6OMbLIMHCTBE C/lyHaeB MauMeHTbl NoNyYann Tepanuio rmapokcnkapbammgom: 81,81% (n=
832) Bo BCcen koropTe, 83,33% (n=465) cpean nauneHTos ¢ UM n 79,96% (n=367) cpean



nauneHToB ¢ M®. PykconnTmnHmb 6bin HasHa4veH 3,14% (n=19) nayneHTtam c UM un 21,35%
(n=98) nauyneHTam c M® (Tabn.3).

Tabnnua 3. PacnpepeneHue Ha3Ha4YaeMbIX NpenapaTos.

Image
MNMpenapar MauuneHTor (%)
NcTuHHaa nonuuutTemMmns ™ 465 (83%)
WHTepdepoH 110 (20%)
PykconuTuHWG 19 (3%)
Muenotubpos ™ 367 (80%)
NuTepdepoH 137 (30%)
PyKCONUTUHWG 98 (21%)

CTo/b WIMPOKOE Ha3HavyeHne rnagpokcnkapbammaoa Mo)KHO 06bACHUTL €ro 4OCTYMNHOCThLIO U
HU3KON hMHaAHCOBOW Harpy3kon. OCHOBHOW Lesibio IeKapCTBEHHOW Tepanuu MO n UMM B
HacTosLWee BpeMs CIYXXUT cAep)XMBaHMe NporpeccupoBaHns 3abonesaHuin n KynmpoBaHme
KOHCTUTYLIMOHAJIbHbIX CUMNTOMOB. * TapreTHas Tepanusa UHrnbutopom JAK2
pykconnTnHmnbom obnagaet naToreHeTUYECKNM OENCTBMEM N cnocobHa OKa3biBaTb
Moaunuumpyroulee BamMsaHMe Ha TedeHne 3aboneBaHns, 0 4eM CBMAETENbCTBYIOT
pe3ynbTaThl KIMHNYECKUX NCCNenoBaHUNA. ° NpenapaT Bbi3bIBaeT peayKLMio OrMyXoneBoro
KJIOHa 1 NposaBreHnin 3aboneBaHns, a TakXXe XapakTepnlyeTcs yA0B/I€ETBOPUTESIbHOMN
MepPeHOCUMOCTbIO U MPUEMIEMON TOKCUYHOCTbIO. PyKCONNMTMHNG ABNSeTCA OAHUM U3
HEMHOrMx npenapaToB B FeMaTo/Iorum, Ha3Ha4YeHne KOTOporo NPMBOAUT K BbiICTpoMy
KYNUPOBaHMIO 06LLNX CUMMTOMOB M Ka4eCTBEHHOMY YJTy4YLLEHNIO COCTOSAHUS BOMbHbIX. *

Bo3Bpalwasacb K JaHHbIM aHann3a, csiegyeT TakXKe OTMeTUTb, 4To Tosibko 11,11 % (n = 62)
60osbHbIX UM 1 28,76 % (n = 132) 60nbHbIX M® nonyyann nocnenoBaTtesibHOe fevyeHne 2-3
npenapaTtaMu, N N1MWb HEBONLLLION NPOLEHT NaUMEeHTOB NOCAen0oBaTEe/IbHO Nony4vyanu 4
npenapata n 6onee (Tabn.4). NMpnsToM CBOEBPEMEHHAA OLEeHKa 3PHEKTUBHOCTN N CMEHa
rnpenapaTa B CJly4ae HeyCnewHoro Je4eHns aBasatTCA XXU3HEHHO BaXXKHbIMU ON1A
naumeHTos ¢ UM n MO, T. K. MO3BOJIAIOT CBOEBPEMEHHO CHU3UTb PUCK TPOMBOTNYECKUNX
OCNIOXXKHEHUI 1, KaK cnencTemne, MHBaMAN3auMo 1 CMEPTHOCTb NauymneHToB ¢ MIH.

Tabnvua 4. JIuHUK Tepanum
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KonuyecTBo nuMHUiA WM (n=558), n(%) M® (n=459), n(%)

1 489 (87,63) 309 (67,32) 798
2-3 62 (11,11) 132 (28,76) 194
24 7(1,25) 18(3,92) 25

C uenbio OLEeHKN U3MEHEHNSA KavyeCTBa XXMU3HU BO BpeMs sie4eHUs, NpoBefeH aHanms3
WHOAMBUAOYaNbHOW AVUHAMUKUN U3MEHeHNa cyMMapHoro 6anna no onpocHuky MIMH-10 ¢
y4eTOM NOBTOPHbIX U3MEPEHUN U YyCpeaHEeHHas perpeccMoHHas 3aBUCUMOCTb YPOBHSA
6annoB OT MOMeHTa BKJIIOYEHUSA NALNEHTOB B peructp. CieayeT oTMETUTb, YTO 3a BpeMs
HabnwgeHnsa oT BM3nTa K BU3MTY 6ann no wkane MMH-10 Xx0TA 1 HE3HAYNTENBLHO, HO
3HAYMMO CHUMXKaeTCsa KaK y naumeHTos ¢ UMM, Tak n B rpynne M® B cpeaHem Ha 0,6 nyHKTa
wkansl (p = 0,0009). Mpur 3TOM CpefHNN HavYasibHbIA YPOBEHb B Fpyrnnax Cc pas/inyHbIM
anarHosom otamydaetca (30 npu MO vs 26 npu UMM; p = 0,0001) (puc. 1)

PucyHok 1. lmarpaMmMa gUHaAaMMKM CyMMapHoro 6anna no onpocHuky MIMH-10 ans
OUEeHKU KOHCTUTYLMOHAJNIbHbIX CAMINTOMOB C Y4€TOM NOBTOPHbIX USMEPEHUN OT
AaTbl BKJIIOYEeHUA nauueHToB ¢ UM u M® B peructp
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3akJjiloueHue

PerynsipHbi MOHUTOPWUHTI 3aboneBaHMs NO3BOINT OLEHUTb PacnpoCTpaHEHHOCTb U

cTeneHb Hes3PPEeKTUBHOCTU NN PE3NCTEHTHOCTU K I'IpOBOLI,I/IMOI?I TEpannmn n

chopMySINpoOBaThb peKoOMeHAaL MM Mo CBOEBPEMEHHON CMEHE CXEM JleHeHUs Npu Heyhaye
npepwecTByOWMX. BaXKHO MOMHUTL, YTO CBOEBPEMEHHOE MepekKJIloYeHe Ha BTOPYHO

JIVHNIO Tepannmn XN3HEeHHO BaXXHO AN nauneHTos ¢ MIMH.
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