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boAe3Hb ABUraTeAbHOro HGﬁpOHa: 3ANMUAEMUONOTUYECKUE
XapaKTepuctukKn U cuctemMa oKka3aHus MEAULMHCKOU NOMOLLMU

Pywxesuu 0. H., luxaues C. A.

Tocyoapcmeennoe yupexncoenue
«Pecnybaukanckuil HayuHo-NpaKmuuecKuil ueHmp HeepPOL02UU U HEUPOXUPYPLUL>,
2. Munck, Pecnybauxa Benrapyco

Pedepat. bonesnb nBurarensHoro HelipoHa (BIH) sBasieTcs HelipoaereHepaTUBHBIM 3a00-
JIeBAaHMEM CO 3HAUYMTEJbHBIM COLMAIbHO-9KOHOMUYECKUM OpeMeHeM. DIUAeMUOJIOTNIeCKIe Xa-
paktepuctuku bH 1mo3Bosiior riiaHupoBaTh 00beM MeTUIIMHCKOM oMo, Llens ncciienoBanus
COCTOsIJIa B TOM, YTOOBI MpOoaHaJIUu3MpoBaTh SMUAEMUOJIOIMUeCKUe oKazaTenu Bejenctsue bBIH
B PecnyOsinke benapych isl mosiydeHUsI STTUIAEMUOJIOTHYECKUX MTaHHBIX U (DOPMUPOBAHUS CUCTE-
MBI MEIMLIMHCKOM ToMoItnu. [Tox HaboaeHMeM HaXOAMIUCh TTAIIMEHTHI B Bo3pacTe 18 jieT u ctap-
111e, KOTOpbIM ObLI ycTaHOBIeH nuarHo3 bJIH. laHHble cobupaauch Mo pe3yjbraTaM oopaliaemMo-
CTU B YUPEXIECHUs 3IpaBOOXpaHeHUsT cTpaHbl 3a niepuon 1998—2017 rr. beun npoBeneH aHaIu3
OCHOBHBIX anuaeMuonorndeckux nokasareneit nmpu bJAH 3a mepuon ucciaegosanus ¢ 2007 mo
2016 . B Pecniyosiuke benapych. YpoBeHb nepBuaHoii 3aboneBaemoctu (I13) BJIH B cpenHem 3a
nccaenyeMbrit iepron coctasr 0,787 (95% AN 0,783—0,787) nwa 100 TeIc. HaceneHus1. Pacmpo-
CTpaHEHHOCTh 3a00JieBaHUS B cpedHeM 3a ropn cocrtaBmia 1,957 (95% AU 1,954—1,960) nHa
100 TeIc. HaceseHUs. BuIsIBIeHB He3aBUCHMBble OMHApHBIE MOKa3aTesM, 3HAYMMO CBSI3aHHbBIE C
yBeJIM4YeHUEM prcKa 00Jjiee paHHEero HacTyIuIeHUsi cMepTh. PazpaboTaHa u apobupoBaHa cuctemMa
MeIUIIMHCKOM momoliu rmanueHTaM ¢ b/IH, ocHoBaHHast Ha B3aUMOIECTBUY U ITPEEMCTBEHHOCTH
MEIMIIMHCKOW W TaJJTMaTUBHON MEIUIIMHCKOM IMOMOIIY, Ha JUHAMUYECKOM MOHUTOPUHIE CO-
CTOSTHUSI TIAIIUEHTOB.

KiloueBblie clioBa: SuaeMHOJIOTHsI, 00JIe3Hb ABUTATEILHOIO HEpOHa, paclipoCTPaHEHHOCTbD,
3a00J1€Ba€MOCTb, OOKOBOI aMUOTPOGUIECKUI CKIIEPO3, CUCTeMa MEAUIIMHCKON TTOMOIIIH.

Benenue. bonesnb asurarenbHoro HelipoHa (B/IH) o0beauHsieT rpymnny HeilpoaereHepaTUBHbBIX 3a-
0oJIeBaHMI1 ¢ TIPEUMYIIIECTBEHHBIM BOBJICUCHUEM IICHTPATBHBIX U MeprdeprnIecKIX MOTOHEIPOHOB, KO-
TUKOCITMHAJIbHBIX U KOPTUKOHYKJIEAPHBIX IMyTeii, YTO BEAET K Pa3BUTUIO MIPOrPECCUPYIONIEN MBILLIEUHOM
c1ab0CTU, HapYLIEHU peuu, IJIOTAaHUS U IbIXaHUS.

3HauuTeJIbHOE collMaibHO-3KOHOMUYeckoe opemst BJIH o0ycioBieHO OBICTPLIM MpPOrpeccupoBa-
HUEM, TSIXeJI0l WHBAIUAU3AlMel MallMeHTOB, ToTepeil CTOCOOHOCTU K CAMOCTOSITEIbHOMY TepeIBIXE-
HUIO U CaMOOOCTY:KWUBAaHUIO, HAPYIICHUEM XKM3HEHHO BaXKHBIX (DYHKIIMIA TBIXaHUS W TJIOTaHUS. AKTya-
JIU3alUs JaHHBIX SMUAEMUOJIOTUYECKUX UCCAE0BAaHUI MO paclpOCTPAaHEHHOCTU U 3a00J1eBa€MOCTU
BIH no3BossieT o6ecneuynTh pallMOHAIbHOE MIaHMPOBaHUE 00beMa MEIUIIMHCKOM, B TOM YHCIe U Tajl-
JiMaTuBHOM nmoMoiuu nauueHTam ¢ bBJIH 1mo KoHTpoJ110 )KU3HEHHO BaXKHbBIX GYHKUMI (MUTaHUE, AbIXaHUE)
[1,2,3,6].

B cocraBe B/IH HanboJsiee yacTo paccMaTpuBaioT: 00KoBoI amuoTpodudeckuii ckiaepos (BAC), mpo-
rpeccupylolilyto MbiieuHyto arpoduto (ITMA), nepBuuHbliii 60KoBoii ckiepos (ITBC), mporpeccupyroiuii
oynrbapHbiil napanuy (ITBIT).
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Knaccuueckum BAC Ha3biBatoT (hOpMy ¢ OTHOCUTETBHO PABHOMEPHBIM MOPAXXEHUEM LIEHTPATIbHbBIX U
riepudeprueckux MOTOHEMPOHOB C pa3BUTHEM aMUOTPO(MUIT U XapaKTepHBIX CMellIaHHBIX Mape3oB. BAC
npocturaet 80 % B H, nostomy yacro repmun BJIH ucnonb3yercs kak cuHoHUM BAC.

ITMA (6one3ub Apana — HiowmenHa) (8 %) — ¢opma BJIH, mpu KoTopoii BoBiieKaloTcs nepudepude-
CKME& MOTOHEHPOHBI CTBOJIA U CITMHHOTO MO3Ta ¢ TIOCTEIIEHHBIM Pa3BUTHEM BSUJIOTO TeTpanape3a 1 0yan0ap-
HBIX HAPYILIEHUI.

IMBC (2—5 %) — penkast hopma ¢ TPEUMYIIECTBEHHBIM MTOPAKEHUEM LIEHTPaTbHBIX MOTOHEHPOHOB U
pa3BUTHEM KOTHUTUBHBIX, MICEBIOOYILOAPHBIX HAPYIICHUI, IIEHTPAJIbHBIX MTape30B 1 napainydeii. [To cpas-
HeHuto ¢ BAC nporpeccupoBanue [1bC MenneHHee, OTCYTCTBYET MOTEpsI Beca, 2J1eKTPOPU3NOIOTrMIECKUe
MPU3HAKU TTOBPEXIEHUS TTeprudeprnuecKuXx MOTOHEPOHOB MOTYT BBISIBJISITHCST Uepe3 4 roja mocjie Hayaua
0oJIe3HU.

MBIT (10 %) — nopaxkeHue nepudepruyecKux MOTOHEIPOHOB B OCHOBHOM siiep KayaaabHOI IPYITIThI
YepeITHbIX HEPBOB U CYITPaHYKJIEaPHBIX ITyTEl C TPEMMYIIIECTBEHHBIM BOBJICUEHUEM MBI, THHEPBUPYEMbIX
YepernHbIMU HEPBAMU, B KIIMHUKE HAOIIOIAI0TCS TPOrpeccupyoliue 0yab0apHble U MceBA00yIp0apHbIe Ha-
pyLIeHUSI.

BAC-muiioc — rpyrmna paccTpoicTB, coueTarolas npusHaku nopaxkenuss BMH u HMH, a takxke npu-
3HaKu (ppoHTO-TemmnopaibHol neMeHIn (BAC-DT/I), BereTaTMBHOM HEAOCTATOYHOCTH M TAPKUHCOHU3Ma
(BAC-napknHCOHU3M), IpyTHe 9KCTparupaMUIHbIe TPU3HAKW, CUMIITOMbI OTpaHWYEHUS] BEPTUKAIBHOTO
B30pa, Kak TMpU cylpaHykjeapHoM Mapanuyde. Tak, npu ayroricuu nauueHTa ¢ BAC, sakcTpanupaMuaHbIM
CUHJIPOMOM, OTpaHUYEHUEM BEPTUKAIBLHOTO B30pa BhIsiBJIeHO AU dy3HOe pacripocTpaHeHue oenka TDP-43,
Wrpaolero BaxHoe 3HaueHue B rmaropusuoioruu bAC u OTI.

CoryacHo KJlaccuUKalMy HeRPOMbBIILIEUHbIX 3a00JeBaHUit, onmyoarukoBaHHOM B 1994 1. BcemupHoii
(denepanueii HeBposoros, bAC 0oTHOCUTCS K KaTeTrOpUHU «CIMHATbHbIE MbIILIEUYHbIE aTpOPUU U ApyTrue 3a-
0osieBaHUSI MOTOHEHPOHOB». [To MexXayHapoaHO# cTaTUcTUYecKON Kilaccudukauuu 6oae3neit MKb-10
BAC oTHOCUTCS K KAaTETOPUU «CITMHAIbHAST MBIIIIEYHAsT aTpo( sl U POJCTBEHHBIE CUHIPOMBI» Y KOIUPYETCSI
mubpom G12.2.

Iens paboThl — aHAIN3 AMTUIEMUOIOTMYEeCKUX okasareseit Beaenctsue bJIH B Pecriyonuke benapych
JUTSI TIOJTYYE@HUST aKTyaIbHbBIX TTUAEMUOJOTUIECKUX JaHHBIX M (POPMUPOBAHUS CUCTEMbI METUITMHCKOM TO-
Moluu nauueHtam ¢ bJIH.

Marepuajsl u MmeToabl. O0beKTOM McchaenoBaHus ssBUIUCh 432 nmauneHta ¢ bJIH, HaxonuBiuxcs Ha
JledeHUur B HeBpoJornyeckux otneiaeHusx PHIIL HeBpooruy v HEMPOXUPYPTUM WIIM TIOJYIaBIINX aMOy-
JIATOPHYO KOHCYJIBTATUBHYIO ITOMOIIb B KOHCYJIBTaTUBHO-TIOJIMKIMHUYECKOM oTaejieHnu LleHTpa B mepuon
¢ 2007 r. mo anpenb 2016 . [To pecnyOIMKaHCKUM JaHHBIM, COOPAaHHBIM 110 00paIaeMOCTH MALUEHTOB C
B/1H 3a MeAMIIMHCKOM TTOMOIIIBIO TT0 MECTY JKUTEIbCTBA, 3a U3ydaeMblil mepro 3adukcrupoBaHo 611 maim-
€HTOB.

B rpyninie BJIH 66110 209 (48,38 %) MyskumH 1 223 (51,62 %) keHInMHbI. MeraHa BO3pacTa HA MOMEHT
BKJIIOUEHMs coctaBuiia 59 [52; 66] net. Bonpimnucrso nauueHTos ¢ BH 6butn ropoackumu xxuteassmMu — 370
(85,7 %) wenosek 1 62 (15,5 %) — ceabckumu. MennaHa Bo3pacTa Havyaia 3a00JIeBaHMSI T10 TPYIIIIEe COCTa-
Buaa 57 [51; 64] net. Cpenu dopm BJIH camoii yactoit 661 BAC — 379 (87,7 %) nauuentos, [1BI1 6611
3apeructpupoBaH B 36 (8,3 %) cayuaes, [IBC — B 10 (2,3 %) cnyuasax, IIMA — y 7 (1,6 %) nauueHTOB.
Ipymira koHuTpois cocrosiia u3 120 num, He nMeronux bJIH, B Bo3pacte 54,0 [39,5; 62,0] neT.

KnuHuyeckoe oOcienoBaHue MalMEHTOB BKJIIOYaao cOOp kajlod, aHamMHe3a, KJIMHUKO-HEeBPO-
JIOTUYECKUI OCMOTP C JeTaJbHBIM U3YUYEHUEM JIBUTATEJIbHOM CUCTEMBI. DJIEKTpOHepoMuorpaduieckoe
ucciaenoBanue (OHMI) u uccienoBaHrue COMaTOCEHCOPHbBIX, BEreTATUBHbBIX, KOTHUTUBHBIX BBI3BAHHbBIX ITO-
TEHLIMAJI0B BBIMOJHSIOCH Ha AuarHocTuueckoM Komruiekce VikingSelect; Nicolet (CIIA). Mronbuatas OMT
BBITIOJTHSIIIAch Ha 3jiekTpomuorpade «Heitpo-MBII» (Heitpocodt, PD). Visrpa3sBykoBoe HMccienoBaHNE
MBI BBIMOMHsIOCH Ha annapaTte Pro Focus 2202 (B-K Medical, CIIIA) ¢ MyJ1bTHYaCTOTHBIM JTUHEHHBIM
JIaTYMKOM C YaCTOTOI ckaHupoBaHus 5—12 MIiI.

CTaTuCcTUYECKYI0 00pabOTKY MOJYYEHHOTO B XOJ/Ie UCCIIeA0BaHNI (DAKTUIECKOTo MaTepuasia mpoBO-
JIAJTY C TIPUMEHEHMEeM TlaKeTa IMPUKIIaHbIX IUIIEH3MOHHBIX TTporpaMM Statistica 8, MCTI0Ib3ys COBpeMEHHbIE
METOJIMKHW, PEKOMEHIyeMbIe JIJIs METUKO-0MOJIOrMYeCKHX UCCIIeTOBAHUIA.

PesynsraTsl U ux odcyxkaenue. [1poBeneH aHaIM3 OCHOBHBIX SIMTUAEMHUOJOTHISCKMX TToKa3aTeeil mpu
BJH 3a 10-netnuii nepuox ucciaenosanus ¢ 2007 mo 2016 r. B Pecniyonnke Benapych. YpoBeHb IepBUYHOM
3a0oseBaemoctd BJIH B cpenHeM 3a uccienyeMblii mepuon coctasua 0,787 (95% AW 0,783—0,787) na
100 ThIC. HaceseHus, ObLT Bhile cpeau MyxxunH (0,878 (95% AU 0,875—0,881)), uem cpeau xkenuH (0,710
(95% AU 0,706—0,71)) Ha 100 Teic. Hacenenus. PacnpocrpanenHocts BJAH cocrasuia 1,957 (95% AU
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1,954—1,960) na 100 teic. HaceneHnus. Hauunasg ¢ 2011 ., ycTaHOBJIEH POCT ITOKa3aTesiei 3a00/1€eBAEMOCTH U
pacIpoCTpaHEHHOCTH, YTO OTpaXKaeT YJIy4IlIeHUe CUTYallMu ¢ TUarHOCTUKOW O0JIe3HN 1 00paIiaeMoCThIO
MaIMEeHTOB 3a MEIUIIMHCKOM MTOMOIIIBIO B CTPaHE.

B Pecnybnuke benapych MeauMaHa BbIKMBA€MOCTH OT MOMEHTa ycTaHOBKM AuvarHosa bJIH 3a nepuon
uccienoBaHus coctaBuia 24 [13; 43,07] mecsua, 4TO COOTBETCTBYET JUTEPATYPHBIM JaHHBIM [2]. YcTaHOB-
JIEHO, YTO ro0Bas1 BbKMBaeMocTh mauueHToB ¢ BJIH cocrasisier 80,3 % [95 % JAN 76,6—84,1], nByxJieTHsIst
cHuxaercst 10 51 % [95% AU 46,3—55,8] u najee orMedaeTcs AajbHelllee CHUXEHUE, TPEXIETHIST — [0
30,9 % [95% AW 26,2—35,5], ueTbipexyieTHsist — 10 21,6 % [95% AW 17,1-26,1].

[MonyyeHHbIE HAMM 3MTUIEMUOJIOTMUECKIE TaHHbBIE COMTOCTABUMBI C JIMTePAaTYPHBIMU JaHHBIMU. Tak,
10 CPAaBHEHMUIO C TAaHHBIMU JIPYTUX aBTOPOB pactpoctpaHeHHOCcTh BAC B ctpanax EBporbl cocTaBuna 5,40
(IQR 4,06—7,89) /100 000 HaceneHus, C KOJEOAHUSIMU B 3aBUCUMOCTH OT cTpaHbl: oT 1,1/100 Teic. B FOroc-
nmapuu 10 8,0—8,2/100 Teic. B Hunepnannax, Mcnanoun. Meanana 3a6oneBaemoctu 0bi1a 2,08 (IQR 1,47—
2,43):010,5/100 TBIC. B FOTOCHaBMM, 0,3/100 TBIC. B KMTae mo 3/100 Teic. B [lIBertnu, 3,3/100 toic. B Mcnan-
quu 1 3,6/100 teic. B HoBoit 3enanauu. Bospact Hayana BAC BapbupoBai ot 54 10 67 ner [4].

[Tpu mpoBeneHUM perpecCUOHHOTO aHATM3a BhISIBJICHBI CIIeAYIONINE He3aBUCUMbIe OMHApHBIE ITOKa3a-
TEJIW, 3HAYMMO CBsI3aHHBIE C YBEJIMYEHUEM pHUCKa 0ojiee paHHETO HACTYIUIGHUSI CMEPTH: BO3pacT Havaia
3a00eBaHud 45 et u 6osee — B 1,67 pasa (95% AU 1,17—2,36) (Beta=0,511; p=0,004); Bo3pacT ycTaHOB-
ku nuarHosa BJIH B Bospacre 45 net u 6oj1ee — B 1,69 pasa (95% AU 1,16—2.45) (Beta = 0,525, p = 0,006);
Mepuo TMHAMUYECKOTOo HAOJIONEHUs — Y MalMeHTOB, HAXOAMBIIUXCS non HabmoaeHueM a0 2013 & (1o
BHEIPEHUS] TMHAMUUYECKOrO0 MOHUTOpUHTIa ajist nauueHtoB ¢ BJIH) — B 1,28 pasa (95% AU 1,03—1,60)
(Beta=0,251; p=0,027); unaekc Macchl Tesia 10 25 kr/m2 — B 1,24 pasza (95% AU 1,0—1,54) (Beta = 0,216,
p = 0,049); ouenka no ¢yHkumoHanbHol mKane BAC (mkane ALSFRSR) meHee 44 6anioB — B 1,98 paza
(95% O 1,41-2,78) (Beta = 0,683, p = 0,0001); uHAEKC AITHO?/TUIIOMHOS OoJiee 5 COOBITUI/CYTKM — B
1,9 paza (95% AW 1,0—3,61) (Beta = 0,644, p = 0,049).

CortacHO KJIMHUYECKOMY MPOTOKOJTY «/IMarHocThKa v jjedeHre MalreHToB ¢ 3a00/1eBaHUSIMI HEPBHOM
CUCTEMBI (B3pOCJIO€ HaCeIeHUE)», YTBEPXKIEHHOT0 MUHUCTEPCTBOM 3paBooxpaHeHust Pecriybnvku bena-
pych ot 18 aBrycra 2018 . Ne 8, mammeHTsl ¢ BAC mojyJaioT orpaHUYeHHOE CUMITTOMAaTHYECKOE JIeUCHHE
o1 HabJTIoIcHEM HEBPOJIOTOB, B TO BpeMsI KaKk HEOOXOIMMO ITpUMeHeHUe 0oJiee IITMPOKOTO MYTBTUANCIIN -
TUTMHAPHOTO TMOJAX0Ja ¢ pa3pabOTKON CUCTEMBbI MO3TAITHON MEAUILIMHCKON TMTOMOIIU [JI 3TOM KaTeropuu
MalMEeHTOB, HAUMHAs C pAHHMX 3TAITOB OOJIC3HU JI0 OKa3aHUS Ma/UIMaTUBHOM MOMOIIY U BEACHUSI MAllUEHTOB
B TEPMUHAILHOM CTAINN.

IMauuenTsl ¢ BAH onHY U3 caMbIX yI3BUMBbIX KATETOPUIA C HEBPOJIOTMUYECKUMU 3a001eBaHUsIMU. Clox-
HOCTHU TIpU BeieHUHU nateHTa ¢ BAC o0yclioBIeHBI TPUCOSIMHEHNEM U ITPOTPECCUPOBAHUEM Psiia KITMHU -
YEeCKMX CUMIITOMOB, TaKMX KaK BbIpakeHHbIe nu3apTpus, aucdarusi, cuanopesi, BAC-acconmmupoBaHHast
KaxeKCusl, HOUHasl TUTIOKCEMUSI C TTOCIeAYIOIIMM Pa3BUTHEM CUHAPOMA aTbBEOJIIPHOM TUTIOBEHTWIISILINH,
HeMpoIaTuIecKoii 0011, KpaMITi, HapylleHUs] KOMMYHUKAIIMK BCJIEACTBUE HapacTaHUs Oyi1bOapHbIX Ha-
pPYLIEHWI U pa3BUTHUs aHAPTpUK. Pa3BuTHE yKa3aHHBIX BbIIIE OCIOXHEHUI TpeOyeT aKTUBHOTO YJacTus B
npoliecce AMHAMUUYECKOoro HaboaeHus nanueHToB ¢ bJIH, kpoMe HeBpOIOTOB, TakKe XUPYProB, peaHu-
MaToJIOTOB, HYTPUIIMOJIOTOB, JIOTOIEI0B, IICUXOJOTOB, IICUXUATPOB, MAaTPOHAXKHBIX MEIULIMHCKUX CEeCTep,
peadbWIMTOIOTOB, CTIEIIMAIMCTOB MAUIMATUBHON MEIUIIMHBI, COLIMAIbHBIX PAOOTHUKOB.

B HacTos11e€ BpeMst POMCXOIUT TpaHC(popMalys TOHSTHS MAJTMAaTUBHON METUIIMHBI, KOTOPOE paHee
acCOIMMUPOBAIOCH TOJILKO B TTIOMOIIIM OHKOJIornueckuM nanueHTam. CorjacHo onpezejieHnto BcemupHoi
opranusauuu 3apaBooxpaHeHus (BO3), npemioxenHoro B 2002 r.: «[TaqauaTrBHas MOMOILb — 3TO MOAXO,
TTO3BOJISTIONINIA YIYYIIUTh KAY€CTBO XM3HU MAIIMEHTOB U UX CEMEN, CTOJIKHYBIIUXCS C MPOOJIeMaMK yTpo-
JKAIOIIero XU3HU 3a00JIeBaHMS, IyTeM MPEeAOTBpaIlleHUsT U 00JierdeHUsT CTpaJaHuil Ojarogapsi paHHEMY
BBISIBJICHUIO, THIATEILHON OLIEHKE U JICYEHUIO 00U U IPYTUX (PU3MUECKNX CUMIITOMOB, a TAKXKe 0Ka3aHUIO0
(uznyeckoit, MCUXOCOUUATBHON U TyXOBHOM MOAIEPKKU».

He MoxeT cylecTBoBaTh XXeCTKIUX BpEMEHHBIX PAMOK 10 CPOKY TIepexo/ia MalreHTa U3 JJe4eOoHoit (Ky-
PaTUBHOI) MEAVIIMHBI B TAJUIMATUBHYIO CIIy>K0Y. [TajuimatuBHast TOMOIIL MOXET ObITh TPUMEHEHA KO BCEM
MarMeHTaM OT MOMEHTA IMOCTaHOBKY IMarH03a CMEPTEILHOOIACHOTO 3a00JIeBaHuUs, T. €. IOCJIe YyCTaHOBJIE-
nust quardo3a BJIH/BAC. Tlepexon mamueHTa oT JJeueOHOM K MaUIMaTUBHOM TTOMOIIIM IPOUCXOIUT TTOCTe-
TMEHHO TI0 Mepe HAKOIUIeHUsT KTMHUYECKUX CUHIPOMOB, BIMSIONINX Ha KA4eCTBO XKU3HU ManueHTa ¢ BJIH
u ero ceMbt. [ToaTOMy BaXKHO pa3BMBATh B3aUMOJIEUCTBUE JIeYeOHOW M MAJJTMaTUBHOM METUIIMHBI C Opra-
HU3aIMel TPeeMCTBEHHOCTH B BeIEHUU TMallMeHTa, YTO SIBJISIETCS rapaHThel MHAMBUAYAJIBHOTO TTOIX0/1a K
MaIMeHTy, BLIOOpY HanboJiee aieKBATHBIX U PAlIMOHATBHBIX MEAUIIMHCKUX ITOAXOI0B, 00ECTIEUEHUIO MYJIb-
TUAMCUUTUTMHAPHOM TTOMOIIIH.
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> 1. Nlevenute naupentos ¢ 6H (GAC) COMACHO KNMHINECKI
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> 5 XOGTG, OTASNEHHE NANMMATHEHO MEAMUAHCKO NoMoWN  ——

JIH — npixarenbHbie HapyieHus, BH — Oyns0apnubie HapyiieHusi, HUBJI — HemHBa3uBHAsI BEHTUISILIMS
nerkux, [IMBJI/VBJI — mopratuBHast ”HBa3WBHAsI BEHTWIISILINS JieTKuX, YOI — upecKoxkHast SHIOCKOTMIecKast
TacTPOCTOMMUST

PucyHok 1 — AJroput™ opraHM3aniy B3auMoIeiiCTBUSA KypaTHBHOM M NAJUIMATHBHOM NOMOIIN
nanuenTam ¢ BJIH
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NHbopMUpOBaHHOCTH TTAIIMEHTA O XapaKTepe M TeUeHNMU OOJIE3HU SIBJISIETCS BaXKHBIM (haKTOPOM €ro
JAJTbHEMIIEero akTMBHOTO YYACTHS B INTAHMPOBAHUY Y TTOHMMAHUU Pa3BUBAIOIIETOCS 3a00JIeBaHUS, B T10-
CTPOEHMU KM3HEHHBIX TIJIAHOB, BO B3aMMOJICMCTBUU C BpayaMy M CEMbeii TTallMeHTa TSI IPUHSTUS CEPhe3-
HBIX pelIeHUI (MCI0JIb30BaHE HEMHBAa3MBHOM/MHBAa3UBHOW BEHTWISILIMM, YCTAHOBKA YPECKOXHOM 3HIO-
ckonuueckoii ractpoctoMbl (YD), HEOOXOAMMOCTh MCUXOJOTMYECKON MoMollu U T. 1.). PanHee nngop-
MUpPOBaHUE IMallMeHTa IMO3BOJIMT OKa3aTh 0oJjiee MOJIHYIO aJeKBaTHYIO U CBOEBPEMEHHYIO MEIUIIMHCKYIO
nomolb. Bee mpenioxeHHbIe MEIUIIMHCKUE MEPOIIPUSITHS JOJKHBI YIUTBIBATh BOJIIO IMALIMEHTA U €TI0 Xe-
JIAaHWS1, OTHOCUTBCS K HUM YBaXKUTEJIBHO U C IOHUMaHUEM.

Hamu pazpaboraHa v anpobupoBaHa cucTeMa MeAMLIMHCKOM momoiiu nauueHtam ¢ bIIH, ocHoBaHHas
Ha B3aMMOJIEHCTBUM U MPEEMCTBEHHOCTH MEIUIIMHCKON Y MAJTMaTUBHOM MEIUIIMHCKOM ITOMOIIM, TUHA-
MUWYECKOM MOHUTOPUHIE COCTOSIHUS MALMEHTOB, PeAIU3yI0IIasICsl TOCPEACTBOM BBIITOJHEHNS MOIIAarOBOro
aJiIropuTMa JiedeHusl (CM. pUCYHOK 1), 4TO MO3BOJUT YAYYIIUThb KauecTBO XK1U3HU MauueHToB ¢ B/IH 3a cuer
paHHe# IMarHOCTUKY M3MEHEHUI COCTOSTHUS MallMeHTa, TPeI0TBPallleHUS OCIOKHEHWI, CBOEBPEMEHHOTO
MPUMEHEHMSI BCIIOMOTAaTeIbHBIX MEPONIPUATUIA (UPECKOXKHAST SHIOCKOIIMYECKAsl TaCTPOCTOMMSI, peCIpa-
TOpHas MOIEPKKA), CUMIITOMATUYECKOTO JICYEHUSI, B TOM YMCJIe 00JerdeHrsI CUHIPOMOB, BBI3bIBAIOIIIMX
cTpafaHus (00Jb, AMCITHO3), IO OKA3aHUI0, KPOME MEAULIMHCKON TOMOIIIM, ICUXOJIOTMYECKO, COLIMATbHOM
M JIyXOBHOM MOIIEPKKH.

YcTaHOB/IEHO, YTO BHEAPEHME aKTUBHOTO TMHAMUYECKOro HabitoneHus 3a nauueHTamu ¢ BAH co
CBOEBPEMEHHOI KOPPEKIIUEN JISYSHUS M IPEBEHTUBHBIMU PEKOMEHIALIUSIMU T10 JaTbHEeHIIeMy JICYSHUIO B
nepuog 2013—2018 rr. cmocoOCTBOBaIM MOBBILIEHWIO TTOKa3aTes el BbKMBaeMoCTH nauueHToB ¢ B/IH, Ha-
XOJUBIIMXCS MO HAOII0JeHEeM B pa3Hble mepuoabl BpemeHu: 1o 2013 1. u mocie (Log-Rank test, p = 0,025).
Honst maieHToB, KOTOPbIM OCMOTPBI TPOBOAMIMCE 2 U Oosiee pa3, yBeauuuiack B 2013—2018 rr. mo cpas-
HeHuto ¢ 2007—2012 rr. ¢ 39,7 % no 52,2 % (32 = 6,173; df=1; p=0,013). YcTaHOBIJIEHO, YTO IIPX OJTHOKPAT-
HOM OCMOTpE 3-JIeTHSISI BBDKMBAaeMOCTh OblIa 26,8 %, mpu MHOrokpaTHoM — 35,3 %, MeauaHbl BpeMeHH
BbDXMBaHUs cocTtaBuiM 20 u 28,8 MecsiieB cooTBeTcTBeHHO (p = 0,0008).

VYcranosneHa 3¢ heKTuBHOCTh Tepanuu cuanopeu ripu bJIH nmpenapatamu 60Ty10TOKCHMHA IpyIIbl A
(BTA): BbIsSIBIeHO CHUXKEeHUE MHTeHCUBHOCTU cuanopeu o mkajie ALSFRSR (W, T=0, p=0,018), cHuke-
HUE CKOPOCTU HecTuMyaupyeMoii cekpeunu cioHbl (W, T =0, p=0,017).

3akmouenue. [TpumeHeHue npenaparoB bTA B cuMnToMaTH4ecKoi Teparuy CUaJopen 1 JIOKAJIbHOM
criactuaHocTy ipu BJIH mo3BosisieT pacimpuTh TeparneBTUYEeCKe BO3MOXHOCTU M OKa3aTh IMallMeHTaM,
YCTOMYMBBIM K TPAIUIIMOHHOM MeIMKAaMEHTO3HOM Tepaniy aaeKBaTHY10, 0e30MacHyIo U 3¢ (GEKTUBHYIO MO-
MOILLlb.

BhIsIBICHO TTOJIOXKUTEIbHOE BO3ICHCTBUE PUTMUYECKOM TpaHCKPAHUAIbHO MarHUTHOW CTUMYJISI-
LIMM Ha 0a3oBble MOTOpHbIe PyHKIMU nalueHToB ¢ BAC: xoap0y (W, p = 0,0010), MOTOpUKY MajblieB
npaoit (W, p=0,1348) u nesoit (W, p=0,0491) pyku, peus (W, p < 0,005) nocne kypca p-TKMC. IIpen-
JIOXKEHHOE JICUeHHUE SIBJISIETCS Teparyeil BTOPpOil TMHUM U ITO3BOJISET IMTOBBICUTH KAYeCTBO XKMU3HU Iallv-
eHtoB ¢ B/IH.

Takum oO6pa3om, ycTaHOBJIEHBI OCHOBHbIE anuaeMuoaornyeckue nokasatead bJIH B Pecnyonuke be-
Japych 3a 10-71eTHMI Mepro: ypoBeHb NepBHUHO# 3a00eBaemoctit BJIH coctasui 0,787 (95% AW 0,783—
0,787) Ha 100 ThIC. HaceaeHwMs1, pacpocTpaHeHHocTd — 1,957 (95% AN 1,954—1,960) Ha 100 ThIC. Hacee-
Hust. TTomyyeHHbIe TaHHBIE COOTBETCTBYIOT JIUTEPATYPHBIM JaHHBIM, OJHAKO OIpeieieHa HeOOX0UMMOCTh
noBbileHus nuarHocTuk BIH. BoissBiieHbl He3aBUCHMbIe OMHApHbIE TT0KA3aTe/I1, 3HAYMMO CBSI3aHHBIE C
YBEJIMYEHMEM pUCKa 0oJiee paHHEro HACTYIICHUSI CMEPTH, oOecIiedeHre B3aMMOICUCTBUS U IPEEeMCTBEH-
HOCTU MeXIy JIe4YeOHO! 1 MaJTMaTUBHOM MEAUIIMHOMN TPY AMHAMUYECKOM HaboaeHuu nauueHTos ¢ bIIH/
BAC HeobxomuMo mis yaydIllieHUsT Ka4ecTBa XKU3HU MMAllMEHTOB U UX CEMeii, HECMOTPsI Ha ITOCTOSTHHO Me-
HSIOIIMECs MPOSIBIIEHUST O0JIE3HU, ITyTEM IPEeIOTBPAIleHUSI OCIOKHEHUI 1 00JerdeHUs] CHHAPOMOB, BBI-
3BIBAIONIMX CTpagaHus (00JIb, AUCITHO3), 3a CYET paHHEH IMarHOCTUKU U3MEHEHUI COCTOSTHUS TallMeHTa,
KOHTPOJISI CUHAPOMOB, IO OKa3aHUIO, KpOME MEAULIMHCKON MOMOIIU, TICUXOJOTMYECKON, COLMATIbHOI 1
JTYXOBHOI TTOJICPXKKH.
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Motor neurone disease: epidemiological characteristics
and system of medical care

Rushkevich Yu. N., Likhachev S. A.

State Institution «Republican Research and Practical Center of Neurology and Neurosurgery»,
Minsk, Republic of Belarus

Motor neuron disease (MND) is a neurodegenerative disease with a significant socioeconomic burden.
The epidemiological characteristics of MND allow planning the volume of medical care. Purpose of the study.
To analyze the epidemiological indicators of the MND population in the Republic of Belarus for the period
from January 1, 2007 to January 1, 2017 to obtain actual epidemiological data and form a medical care system.
Materials and methods. Patients aged 18 years and older were observed. Data on the results of appeals in the
field of health care for the period 1998—2017. Results. The analysis of the main epidemiological indicators for
MND for the study period from 2007 to 2016 in the Republic of Belarus is carried out. The level of primary
morbidity (PZ) of MND on average for the study period was 0.787 (95 % CI 0.783—0.787) per 100 thousand
people. The average annual prevalence of the disease was 1,957 (95 % CI 1,954—1,960) per 100 thousand people.
Independent binary indicators have been identified that are significantly associated with an increased risk of an
earlier onset of death. A system of medical care for patients with MND has been developed and tested, based
on the interaction and continuity of medical and palliative care, and dynamic monitoring of patients.

Keywords: epidemiology, motor neuron disease, prevalence, incidence, amyotrophic lateral sclerosis,
medical care system.
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