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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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NMoaxoAabl K sie4eHUIo D0JIbHbIX
MuenochpumbposoMm n UCTUHHOM
nosimumTeMmen € KOHCTUTYLNOHANIbHbIMMU
CUMINTOMaMM B YCJIOBUAX PYTUHHOMN
KJIMHUYEeCKOMU NPaKTUKn B POCCUUCKOM
depepauumn: NPpoMe)XyToyHblie
pe3yJsibTaTbl MHOIOLEHTPOBOro
HabnwpaTenbLHOro NPOCNeKTUBHOro
KJIMHUYECKOro uccJsieaoBaHus

MwnenonponugepatruBHble HoBoobpa3zoBaHua (MIMH) - 3To rpynna onyxoseBbiX
3aboneBaHuin, BO3HMKAKOLWMX Ha YPOBHE CTBOJIOBON KPOBETBOPHOW KJETKMU,
XapakKTepusyoLwmnxca npoandepaymnen ogHom nnn bonee KNETOYHOM ANHNA MUENONO33a B
KOCTHOM MO3re C NPU3HakaMu COXPaHHON TepMUHanbLHON anddepeHUnposkn. - CornacHo
KJhaccupukaumm BcemmpHom opraHusaumm 3gpasooxpaHeHus (BO3) 2016 r., MIMH
noapasfensatnTcad Ha NCTUHHY noanumuTemuio (UIM), acceHymanbHyo TpoMbounTeMuto
(3T), nepBuYHbIN Muenopunbpos (M), xpoHnyeckmn mmenonenkos (XMJ1), a Takxe
HeKoTopble Apyrue, peKo BCTpeyaloLlmecs BapuaHThl U Heknaccupuumpyemsie MMH.
Mpw 3Tom, UM, 3T n MM obbeamnHaoT B rpynny MIMH, He accounmMpoBaHHbIX C
dbunagenbpunckon xpomocomon (Ph-HeratmeHbie MIMH).

N3BecTHO, 4TOo UM n NMMO® xapakTepusyroTcsa oJaNTeNlbHbIM UHAOJIEHTHBLIM Te4YeHUeM
3aboneBaHNs C BO3MOXXHbIM MPOrpeccnpoBaHneM n passutmem 61acTHOro Kpusa.
HecMoTps Ha oTHOCUTENbHO BAaronpUATHLIA NPOrHO3 60JibHbIE CTPadaloT OT CMMMNTOMOB,
obycnoBnieHHbIX 3aboneBaHneM (KOHCTUTYLLMOHA/IbHbIX CUMMTOMOB), KOTOpble MOryT ObITb
BbIpaXXeHbl )K€ Ha MOMEHT YyCTaHOBJIeHUs AnarHosa unu B gebiote 3abonesaHus. > Y
60nbHbIX MIMH € cMMNTOMaMn ONyxX0/1eBON NMHTOKCUMKaLMM HabnogaeTca HapyLweHne 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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lMporHocTnyeckas WwKana Ipynna pucka MaumneHnToB (%)

R. Marchioli (puck pa3BuTus TpOMG0O30B) Huskuni 302 (51%)
MpOMeXyToYHbIN 236 (40%)
Bblcokuii 54 (9%)
HeT gaHHbIX 37 (6%)

PacnpeneneHune 60abHbIX M® No rpynnamMm pucka eMOHCTpUpyeT, 4To 6osbliasa YacTb
MnauneHToB B AaHHOM HabnogeHun nmeeT 6naronpuaTHbIA NporHo3 (Tabn.2).

Tabnuua 2. PacnpepeneHve nauMeHTOB No rpynnam pucka. Muenocgpubpos.
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MporHocTnyeckas wKana MauuneHToB (%)

IPSS Hunakuit 166 (32%)
MpOMEeXyYTOYHbIN - 1 128 (25%)
MPOMEXYTOYHbIN - 2 126 (24%)
Bbicokuii 73 (14%)
HeT gaHHbIX 28 (5%)

DIPSS Hwnskun 233 (45%)
MpOMEeXyTOYHbIN - 1 124 (24%)
MpOMEXYTOUHbIN - 2 115 (27%)
Bblcokuii 21 (4%)
HeT faHHbIX 28 (5%)

Mpn paccMOTPEHNN TepaneBTU4YeCKMX Noaxonos, 6b1s10 BbIAB/IEHO, YTO B MO4ABSAOLLEM
60NbLWMHCTBE C/y4YaeB NaUMEHTbI NoslyYanm Tepanuto rmapokcnkapbammaoom: 81,81% (n=
832) Bo Bcen koropTe, 83,33% (n=465) cpean nauneHToB ¢ 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.
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Mpenapat MauuneHToB (%)
NcTuHHaA nonmuuteMus ™ 465 (83%)
NHTepdhepoH 110 (20%)
PykconuTuHué 19 (3%)
Muenodpubpos ™ 367 (80%)
NHTeptdepoH 137 (30%)
PykconuTuHu6 98 (21%)

CTo/b LUNPOKOE Ha3HavYeHne rnapokcnkapbammaa MoXKHO 06 bACHUTL ero 4OCTYMHOCTbLIO U
HN3KOW (bHaAHCOBOW Harpy3kon. OCHOBHOW LeNblo siekapcTBeHHoW Tepanuu M® n UMM B
HacTosLee BpeMs CJIYXKUT coep)XnBaHUe nporpeccuposaHus 3abonesaHuin n KynmposaHue
KOHCTUTYLIMOHAJIbHbIX CMMMNTOMOB. * TapreTHas Tepanus UHrnbutopom JAK2
pyKCONMTUHNOGOM obnagaeT naToreHeTUu4eCKUM gencTemem n cnocobHa okasbiBaTb
Moauduumnpylowee BansHMe Ha TedeHune 3aboneBaHns, o 4YeM CBUOETENIbCTBYIOT
pe3ynbTaTbl KIMHUYECKMX NCCNenoBaHuit. ° MpenapaT Bbi3biBAET peayKLuIo OMyX0JiIeBoro
KJIOHa 1 NposiBNeHn 3aboneBaHns, a TakXKe XapakKTepn3yeTcs yo0BNETBOPUTENLHOMN
NepeHOCMMOCTbIO U MPUEMNIEMON TOKCUYHOCTbIO. PYKCONNTUHNG SBNAETCS O4HUM U3
HEMHOrmx NpenapaToB B reMaTo/0rnm, HasHa4eHne KOTOPOro NPUBOAUT K BbICTpOMY
KYMUPOBAHMUIO OBLLINX CUMMTOMOB 1 KAY€CTBEHHOMY YJIyYLLIEHWIO COCTOAHUSA BONbHbIX. *

Bo3Bpawasncbk K AaHHbIM aHann3a, cnefyeT TakKXe OTMeTUThb, 4TOo ToNbKo 11,11 % (n = 62)
60nbHbIX UM 1 28,76 % (n = 132) 60nbHbIX M® nonydann nocnefoBaTenbHoOe sieveHme 2-3
npenapatamMu, N N1Wb HEBONLLLON NPOLLEHT MaUMEHTOB NMocsenoBaTebHO Noay4danu 4
npenapaTa n 6onee (Tabn.4). NMpn3ToM CBOEBPEMEHHASA OLEHKA SPPEKTUBHOCTUN N CMEHA
rnpenapaTa B CJly4ae HeyCnewHoro se4yeHns ABAATCA XXU3HEHHO BaXKHbIMU 415
nauneHToB ¢ UM n MO, T. K. NO3BOSIAIOT CBOEBPEMEHHO CHU3UTb PUCK TPOMOOTUYECKNX
OCJIOXXKHEHUN 1, KaK cnencTemne, MHBaAMAN3aLMI N CMEPTHOCTb NauymeHToB ¢ MIH.

Tabnnua 4. JIinuum Tepanuum
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KonnyecTtBo nnHum UM (n=558), n(%) M® (n=459), n(%) Bcero, n

1 489 (87,63) 309 (67,32) 798
2-3 62 (11,11) 132 (28,76) 194
>4 7 (1,25) 18 (3,92) 25

C uenbio OLEeHKN U3MEHEHNSA KavyeCTBa XXMU3HU BO BpeMs sie4eHUs, NpoBefeH aHanms3
WHAMBUAOYaNbHOW AVUHAMUKU U3MEHeHNa cyMMapHoro 6anna no onpocHuky MIMH-10 ¢
y4eTOM NOBTOPHbIX U3MEPEHUN U YyCpeaHEHHas perpeccMoHHas 3aBUCUMOCTb YPOBHSA
6annoB OT MOMeHTa BKJIIOYEHUA NaLNEHTOB B perucTtp. CieayeT oTMETUTb, YTO 3a BpeMS
HabnooeHWs oT BU3NTa K BU3MTY 6ann no wkasne MMH-10 XoTA U HE3HAYUTEeNbHO, HO
3HAYMMO CHMXKAEeTCsa Kak y naumeHTos ¢ UMM, Tak n B rpynne M® B cpeaHeM Ha 0,6 nyHKTa
wkansl (p = 0,0009). Mpn 3TOM CpefHUNN HavYasibHbIA YPOBEHb B Fpyrnnax Cc pasnyHbIM
anarHosom otamydaetca (30 npu MO vs 26 npu WUMM; p = 0,0001) (puc. 1)

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

Image



i [ACTUHHAR MONUUMTEMMNA e MAEMONOPOS e

HOMED BU3MTa

3akKJiloueHue

PerynapHbin MOHUTOPUHI 3aboneBaHUS MO3BOUT OLLEHUTb PACMPOCTPAHEHHOCTb U
cTeneHb HeIMEKTUBHOCTU NN PE3UCTEHTHOCTM K MPOBOAMMON Tepanuun u
cthopMynmpoBaTb peKOMeHOaUmnn No CBOEBPEMEHHOMN CMEHE CXEM JlIe4YeHUs Npu Heyaaye
npenwecTByoWmMX. BaXKHO MOMHNTb, YTO CBOEBpPEMEHHOe NnepeksilnyeHne Ha BTOpYIo
JINHNIO Tepannn XN3HeHHO Ba>kKHO A4 nauneHTos ¢ MIH.
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