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0.1. Kanpbyc
HepxasHnii 3aknag «[HinponeTpoBceka Megu4Ha akagemis MiHicTepcTsa 0XOpOHU 340P08’'A Ykpaitu», [Hinpo

NMporHo3yBaHHA TAXKOCTI
nepeodiry miacteHii

Meta — po3pobka nporHoCTU4HOI Mogeni Taxkoro nepebiry miactenii ( TTIM) 3 ypaxysanHAM KniHivHiAX NDOABIS T8 iMyHono-
riyHoro Tuny 3axsoprosanHs. O6'exT | MeToam gdocnimxenqs, ObcrexeHo 182 nauieHn 3 miactenieio: 147 (80,8%) — 3 re-
HepanisoeaHoio, 35 (19,2%) — 3 04HOIO (PODMOIO 38XBOPIORaHHS. [1ns ouiHKky KniHivHOT hopMi, knacy Ta Mmioknacy MiaCcTeHil
BUKOpUHCTOBYBanu knacugikadio MGFA. CTymiHb TFDXKOCTI MIACTEHIT Bru3Haqami 3a wikanoio QMG. BuaHnayan piseHs aHTy-
Tin1 40 peyenropie ayerwixonisy (AchR-AB) ta m's3080-cneundiyHol Tnpoanrkinasn (MuSK-AB), HassHICTL aHTUTIN 40 TH-
TuHy Ta SOX1. lNposoaunid ouiHKy SkocTi xuUTTa 3a wkanow MGQOL- 15, noscakaeH+Hoi aktueHocTi 9a wikanow MG-ADL,
pisHs BTOMMOBAHOCTI 3a tukanoio FSS. Peaynstatv. AchR-AB Busanero y 124 (68, 1%) nauieqis (y 73,5% 3 rexHepasizoBa-
HOIO Ta y 45, 7% — 3 04O hopmoin), so MuSK —y 16 (8,8%), ao tutury — y 53(29,1%), no SOX1 —y 10(5,5%). CepenHiii
NOKA3HWK OLIHKA B 3aranbHivi BuGipLl 3a wxanow MG-ADL craHosus 5,0(3,0-8,0), FSS — 43,0(30,0-54,0), MGQOL-15 —
21,5(9,0-33,0) 6ana. 3a nanumu ROC-aHanisy 3 yeix 3a3Ha4eHNX NOKa3HUKIB HarkpalLli ornepaLiiHi xapakTepucTiiki ( Hadi-
BULLY JyTIMBICTS | crieumiuricTs, AUC) mae Tup AchR-AB. Woro sgatricts wogo nporHoay TTM MoxXHa OUiHUTY SIK QyXe
Ro6py (Yyramsicts 70,59; cneungivHicts 90,30; AUC 0,835; p<0,001). BiH moxe Gytv BukopucTaHii ans nporHoay TIIM
(> 17 Gania 3a wkanow QMG). Mpu Tutpi AcChR-AB >6,9 HMOs1s/11 BigHOLWEHHS WaHcis TTTM ropiBHAHO 3 NaLIEHTaMK 3 HX-
yinm TuTpoM AchR-AB craHosuTb 22,35 (95% gosipwwi inTepsan 6,98-71,56; p<0,001). TTIM (>17 6anie 3a wkanow QMG)
3a paHroBiM KOpenaLiviHumM anani3om rnos's3anHnid ia Tutpom AchR-AB (p=0,34; p<0,001), MGQOL-15(p=0,41; p<0,001),
MG-ADL (p=0,41; p<0,001), FSS (p=0,36; p<0,001). Bucxosku. Tutp AchR-AB >6,9 imans/n € npeankropom TTIM. [Mpo-
FHOCTUHHOIO 3HaYeHHs TMTpy MuSK-AB, HassHOCTI aHTiTin go TutuHy, SOX1 ann TTNIM He BCTaHOBNEHO.

Kmwouoni cnosa: MIGCTEHIA, NPOrHO3, TAXKWA nepebir, aHTuTing, peuentopy auetuxonidy, MuSK, tutux, SOX1, QMG.

Beryn

MiacTeHiss — BiGHOCHO He4acTe aBTOIMYHHE 3aXBOPIOBAHHSA 3 He-
BM3HAYEHOIO ETIONONIEI0, LLIO XapaKTEPU3YETLCSA YPaKEHHAM HEPBOBO-
M’SI30BUX CUHANCIB NEPEBAXHO BHACHIAOK BUPOGAEHHA ayTOAHTUTIN
0o peuenTopis auetunxoniHy (AchR-AB) abo no cneundiyHoro ¢ep-
MEHTY — M’A30BO-crieumndiyHoi Tupo3uHkiHaam (MuSK-AB) (Engel A.G.
(Ed.), 2012; Kanbbyc O.1., 2019a). MiacTeHis, sik i 6inbLuicTb HEBPOJIO-
riYHUX 3aXBOPIOBaHb, BIUIMBAE Ha NCUXOEMOUIAHWIA cTaH XBOpUX, NO-
ripLUye sKiCTb XMTTS, Hepiako NPU3BoAnTb A0 NpodeciitHol, coujanbHoi
AesapanTaduii, iHBaniguaauiji, He3BaXaio4n Ha XOpOoLLUMWIA NPOrHO3 3a-
XBOPIOBAHHSA 3arasioM npy ageksaTHOMY fikysaHHi (Kulaksizoglu I.,
2007; Blum S. et al., 2015; Breiner A. et al., 2016; Vinge L. et al., 2018).
3arasibHa 3aXBOpPIOBaHICTb Ha MiacTeHilo ctaHoBuTb 1,7—-10,4 Bunagky
Ha 100 Tuc. HaceneHHs Ha pik (Carr A.S. et al., 2010; Andersen J.B.
etal., 2014; Blum S. et al., 2015; Breiner A. et al., 2016). B YkpaiHi no-
LLIMPEHICTb MiacTeHii gocsirae 5,16 sunapgky Ha 100 TMC. HaceneHHs
Ha pik (Kans6yc O.1., 20196).

Ha cboroaHi B 6inbLiocTi kpaiH CBiTY BAKOPUCTOBYIOTh kKnacudi-
Kkaujio MiacteHii 3a MGFA (Myasthenia Gravis Foundation of America)
2001 p., BiONOBigHO [0 AKOI BUAINAIOTL 5 kKNaciB 3aXBOPIOBAHHS: | —
oyHa (Od), II-V — renepanizoana ¢popma (F'd). Knacu lI-IV poano-
Dins0Th Ha ABa nigknacu: A — 3 goMiHyBaHHAM cnabkocTi Ta naTono-
riYyHOi CTOMAIOBAHOCTI M'A3iB KiHLIBOK, B — 3 noMiHyBaHHAM cnabkoc-
Ti Ta naToNoriyHoi cToMoBaHOCTi 6yns6apHUX Ta/4m opodaLiansHUX
Mm'aziB (Engel A.G. (Ed.), 2012). s knacudikauis, HeaBaxaioum
Ha 3PYYHICTb i NPOCTOTY BUKOPUCTAHHS, HE 3aBXWU BPaxoBYe iHAMBI-
AyanbHi NPOSiIBU TUX YX iHLUMX CUMIMTOMIB Y KOXHOIO OKPEMOTO XBO-
poro. Ans rambLoT KinbKICHOT OLHKM MOXHA BUKOPUCTOBYBATH
LLKANY KiNIbKICHOT OLjHKK MiacTeHil (Quantitative Myasthenia Gravis —
QMG) (Barohn R. et al., 1998). OujHKy TSXXKOCTI MiaCTeHii 3a KifIbKiCHOI0
LIKANoIo B YKPaiHi B PYTUHHI NpakT1Li Maitxe He NpoBoasTh. [poTe
BMKOPMUCTaHHS LIET LKA € NEPCMNEKTUBHUM /151 06’ EKTUBHOT OLIHKU
TAXXKOCTI 3aXBOPIOBaHHSA Ta Ti 3MiH Npu BUBOPI NikyBaHHS, OLJHL iHoro
edeKTMBHOCTI, 3MiHi nikyBanbHUX nigxoais. KpiM TOro, pesynbtatu
OLjHKU CTaHy XBOPUX 32 LEI0 LIKAIOK MOXHA BUKOPUCTOBYBATH AJisl
po3pobneHHs NPOrHOCTUYHKUX Moaeneii nepebiry MiacTeHii.

MeTa — po3pobneHHsi NPOrHOCTUYHOI MoAENi TAXKOro nepebiry
miacTeHii (TI'M) 3 ypaxysaHHSIM KJTiHIYHWUX NPOSABIB Ta IMyHONOriYHOIO
TUMY 3aXBOPIOBAHHS.
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06’exT i MeTOAM ROCNIAKEHHA

Y nepioa 2014-2017 pp. npoBeneHo o6cTexeHHA 182 xBopux
Ha MmiacTeHito: 147 (80,8%) — 3 I'd, 35 (19,2%) — 3 Od. [ns oujiHku
KAiHIYHOT popMU, KNacy Ta nigknacy MiacTeHii BUKOPUCTOBYBaNMN
knacudikauiio MGFA. CTyniHb TAXKOCTI MiaCTeHii BUBHA4YaNM Kiflbkic-
HO 3a Wwkanoio QMG.

MNaujeHtam BusHavanu piseHb AChR-AB ta MuSK-AB meTopom
iMyHodepMeHTHOro aHanidy (ELISA), HasiBHICTb aHTUTIN OO TUTUHY
Ta SOX1 MeToa0M HEenpsAMoi iMyHodnoopecueHLil. [poBoannK OLLiH-
KY SIKOCTi XXMTTS 32 LUKANOIO OL{HKW IKOCTI XUTTA Npw MiacTerii (Myas-
thenia Gravis Quality of Life — MGQOL)-15, noBCAKAEHHOT aKTMBHOC-
Ti — 3a LWKANOoIo NOBCAKAESHHOT aKTMBHOCTI Npu MiacTeHil (Myasthenia
Gravis Activity of Daily Living — MG-ADL), piBHi BTOMIOBAHOCTI —
3a WKANoIo OLUiHKW BTOMAIOBAHOCTI (Fatigue Severity Scale — FSS)
(Wolfe G. et al., 1999; Jaretzki A. et al., 2000; Burns T. et al., 2016).

MNpu mMaTemaTnyHiA 06po6ui AaHMX BUKOPUCTOBYBAIM METOAM
napameTpuyHOl Ta HeMapaMeTPUYHOT CTaTUCTUKKN. CTAaTUCTUYHY 06-
pob6Ky peaynsTaTiB AOCAIAXEHHS MPOBOAVIN 3 BUKOPUCTAHHSAM MPO-
rpaMHux npoaykrie «Microsoft Excel», «Statistica 6.1». ROC-anania
BMKOHYBasnu 3a poromoroio «MedCalc Statistical Software».

Peaynusraty 1a ix obrosopenns

Cepeg ob6cTexeHnx 128 (70,3%) xiHok Ta 54 (29,7%) 4onosiku.
Y nauieHTiB i3 MiacTeHielo D BU3HaYeHO CTATMCTUHHO 3HaYYLLO Biflb-
LUy YaCTKy YOnoBikiB nopiHaHO 3 O (p=0,027). OgHak cTaTUCTUYHO
3HaYyLWmx po36ixXHOCTEN y 3arasibHiii CTPYKTYpi 06CTexeHux 3a cTar-
TIO MiXX KJTacamMu Ta Nigxiacamm 3aXBOPIOBAHHSA He BUSIENeHO (p>0,05).
Bik xBOprx Ha MOMeHT 06¢cTexeHHs cTaHoBKUB 18—83 pokis (cepeaHiit
Bik — 52,0 (34,0-65,0) poky).

AchR-AB BusineHo y 124 (68,1%) xsopux (y 73,5% 3 I®d
Tay45,7% — 3 OD).

Opyrum Mapkepom 3a yactotow e MuSK-AB, wo BuasneHo
y 16 {8,8%) xBOpux 3aranbHoi BUGIpKK. 3a3HauyeHi aHTuTINa He BU-
AIBIEHO Y XBOPMX Ha MiacTeHio OP.

AHTUTING A0 TUTUHY BUsiBNeHo y 53 (29,1%) o6cTexeHnx. 3a3Ha-
YeHi aHTUTINIA He BMAIBJIEHO Y XBOPUX Ha MiacTeHilo OD. AHTuTina
no SOX1 piarHoctoBaHo y 10 (5,5%) obcTexeHwx i3 3arajibHOl BU-
6ipku 3 HaABHOI MiacTeHielo MO,

CepepHiit nokaaHuk 3a wkanoio MG-ADL cranosmB 5,0 (3,0-8,0),
3a FSS — 43,0(30,0-54,0), 3a MGQOL-15 — 21,5 (9,0-33,0) 6ana.




OPUTIHANBHI BOCNIIKEHHSA

Mpw aHanisi iIHTEHCUBHOCTI 3aXBOPIOBaHHA (puc. 1) 3a 6anamm
QMG (0-9 — nerkwiA, 10—16 — NOMIpHUiA, 217 — BUPaXEHWIA CTyNiHb)
B yCix xBopux | knacy Ta nepeBaxHoi 4actku (90,4%) Il knacy BcTa-
HoBneHo nerkvi, lll Ta IV knacy — nepeBaxHo nomipHuii (87,51a51,6%
BiANOBIAHO) CTYNiHb TSXKOCTI MiacTeHii (p<0,001).

3.1
9.3
48,4
87.5
9'4 l
Yci obctexeni | knac Il knac 1l knac IV knac

B flerkuit ctyninb  ®MoMipHWiA cTyniHb

Pue. 1. Poanoain o6cTexeHux 3a cTyneHeM MiacTeHil (3a 6anamMu QMG) aa-
NEXHO Bif, KNacy 3axsopioBanHs (%)
PoaGixHocTi Mix knacamn — p<0,001 3a kpuTepiem 2.

BupaxeHut cTyniHb

s ouiHkn 3paTHOCTI iMyHonoriyHux mapkepis (AchR-AB, MuSK-
AB, aHTuTin Ao TMTMHY, SOX1) wopao nporHoay TNM nposoaunu ROC
(Receiver Operating Characteristic)-ananis.

TIM Bu3Hauanu 3a wkanow QMG >17 6anis. o aHanisy BKio-
YeHi Sk XxapakTepucTukun HaaBHoCTi AChR-AB Ta MuSK-AB, Tak i TUTPUY
BiANOBiAHNX iIMYHONOTYHUX MapPKePiB.

ROC-aHani3 oujHK1 MOX/IMBOCTEN AOCNIMKYBAHWX aHTUTIN LWOAO
NPOrHO3y BUPAXEHOrO CTYNEHS 3aXBOPIOBAHHA HABEAEHO y Talil, |
TaHa e, 24,

Tabmwus 1. OuiHka MOXMBOCTEN NpoOrHoayBanHs TIIM 3a HasBHICTIO Ta piB-
Hsmu AchR-AB i MuSK-AB, HasiBHiCTIO aHTUTin a0 TMTHHY Ta SOX1 (onepauiiHi
XapakTepucTukyu 3a faHumu ROC-ananiay)

. SE 95%4l Yynu- Cneum-

Aimirina Avc AUC AUC BicTb  diunicTs 0T8

Tutp AchR-AB 0,835 0,065 0,707- <0,001 70,59 90,30 >6,9
0,963

HasiBHicTo AchR-AB 0,611 0,044 0,524— 0,012 88,24 3394 >0
0,698

Tutp MuSK-AB 0,514 0,033 0,450- 0,660 94,12 1,82 <67
0,579

Hasghics MuSK-AB 0,516 0,032 0,454— 0,610 94,12 9,09 <0
0,578

Hasghicts avmwmin -~ 0,563 0,051 0,463— 0,214 8235 3030 <0
[0 TATHHY 0,663

Hasghicts awwmin -~ 0,535 0,041 0,454— 0,401 11,76 9515 >0
1o SOX1 0,615

Tyt i pani: AUC (Area Under Curve} — nnowa nig ROC-kpueoio; SE (Standard Error) — ¢TaH-
napTHa noxu6ka; OTB — onTMMANbHA TOYKA BiICIKAHHS.

Ak BUaHO (amB. Tabin. 1), nnouwi nig ROC-kpUBOIO NPaKTUYHO YCixX
aocnipkeHux iMyHonoriyHux mapkepis <0,6 (p>0,05), omke, BOHK
MalOTb HE3a0BINbHi XapPaKTepPUCTUKU NPOrHOCTUYHOI LIHHOCTI WWOAO
nporHody TINM. BuHaTok cTaHOBAATL HasBHICTL AChR-AB Ta IX TUTP.

Halikpauwlj onepauijiiHi xapakTepucTukm (HalBuILLY YYT/MBICTD i Cne-
umdpiyHicTb, AUC) Mae tutp AchR-AB, MOro 3aaTHiCTb LOAO NPOrHO3Y
TMM moxHa ouiHUTU sIK ayxe nobpy (4yTmeicTb 70,59; cneumdidHicTb
90,30; AUC 0,835; p<0,001). HasiBHicTL AChR-AB Mage cepeaHi onepalliit-
Hi xapakTepucTukun ans nporqoay TrNM (uytnueictb 88,24; cneundiu-
HicTb 33,94; AUC 0,611; p=0,044). HasieHicTb AchR-AB Mae npu A0CTaTHRO
BMWCOKIiA YyTNIMBOCTI HU3bKY CrieLdbiuHiCTL MPOrHO3Y. Lis 3akoHOMIpHICTL
BU3HA4aETLCA | ot MUSK-AB. HasiBHiCTb aHTuTin o SOX1, HaBnaku,
NpuW BOCTaTHLO BUCOKI crieLmgiHHOCTI Mag HU3bKY Yy T/IMBICTL MPOTrHO3Y.

3a ponomoroto ROC-aHanisy npoBOAMIN NOPIBHAHHS MPOrHOCTUY-
HOI CUNU JOCHIAKYBAHUX IMYHONOMYHUX MapkepiB. MopiBHAHHS YCiX
ROC-kpuBMX (OUB. pHiC. 4) NOKa3ano CTaTUCTUYHO 3HaYYLLL pO36GiKHOC-
Ti MiX TMTPOM AchR-AB Ta iHWMMKU Mapkepamu (p<0,01). MopiBHAHHS
HasiBHOCTI AChR-AB i TUTPY LbOro Mapkepa CBig4YUTb NPO Te, LLO Pi3-
HUUA Mix rowamu nig ROC-kpuBumMu ctaHoeutb 0,224 (95,0% A|
0,159-0,290; p<0,001).

100 - Tutp AchR-AB
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Fue. 2. ROC-kpusa nporHo3yBakHs TIM Ha nincTaBi Bu3HayeHHs TMTpy AchR-AB
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Pue. 3. ROC-kpuBa nporHoayBatHs TMM Ha nifcTasi BU3HAYEHHS HASBHOCT
AchR-AB
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Pue. 4. ROC-kpusi nporHosysanHs TINM 3a HassHicTio (Tutpom) AchR-AB,
MuSK-AB, aHtutin go THTMHY Ta SOX1

Omxe, nuwe TMTp AchR-AB Moxe 6yT BUKOPUCTaHWIA 4ns npo-
rHo3y TMNM (217 6anis 3a wkanow QMG).

OTB, iy MOXHa BUKOPUCTOBYBATU SIK KDUTWUYHWIA PiBEHb iIMYHO-
JIOMYHOro Mapkepa Ans NPUARHATTA pilleHHs Wwoao nporHosy TrM,
CTaHOBWTb >6,9 (amB. 7260, 1, puc, 5).

Mpwu pisHi TUTPY AchR-AB >6,9 BigHoweHHs waHcis (BLL) TMNM
Y XBOPUX HA MiaCTeHil0 NOPIBHAHO 3 NALUEHTAMU 3 HUXYUM PIBHEM
TuTpy AchR-AB cTaHoBuTb 22,35 (95,0% Al 6,98-71,56; p<0,001).
TMM (>17 6anis 3a wkanoo QMG) 3a paHroBUM KOpensLiAHUM aHanisoM
noB’s3aHuiA i3 TuTpoM AchR-AB (p=0,34; p<0,001), MGQOL-15 (p=0,41;
p<0,001), MG-ADL (p=0,41; p<0,001), FSS (p=0,36; p<0,001).

s oujHku iiMosipHocTi TITM nposeaeHO NPOCTUiA Ta MHOXUHHUIA
JIOrICTUYHWIA perpeciiHuiA aHanis 3 NoKasHWUKaMMU, sIKi MOTEHUJAHO
MOXHa BUKOPUCTOBYBATU SIK NPeAUKTOPU, 30kpema Tutp AchR-AB,
cepenHi NoKa3HUKKM OLiHKK 3a Wkanamn MGQOL-15, MG-ADL ta FSS.

IOna wkan MGQOL-15, MG-ADL Ta FSS 3a ganumu ROC-aHanizy
BW3HA4eHi TOYKU BiACIKaHHS — KPUTUUYHI 3HAYEHHN pesynbTaris, NPy SKUX
DOCAraeTLCA MaKCUMAasbHA MPOrHOCTWUYHA LHHICTb MOKA3HWKA AN NPo-
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¢. 5. OTB mrpy AchR-AB ang npornosy TTIM
rHody TINM (ratin. 2). Ona wkan MGQOL-15, MG-ADL ta FSS BignoBigHi

3Ha4yeHHd cTaHoBuau >30; >7 Ta >49 Ganis.

Ta6 2. OuiHka MoxnMBOCTel nporHoayBanHs TIM 3a wkanamu MGQOL-15,
MG-ADL Ta FSS (onepauiiini xapakrepucTkn 3a gasmmn ROC-ananiay)

SE Yymnu- Cneuu-
eana MG pye SS%AIAUC P gicry  giumicrs OT8
MGQOL-15 0,903 0,030 0,844-0,962 <0,001 88,24 7636 >30
MG-ADL 0,902 0,027 0,850-0,954 <0,001 9412 7866 >7
FSS 0,854 0,032 0,792-0,916 <0,001 94,12 73,3_3 >49

MokasHukmM 3a Wwkanamm MGQOL-15, MG-ADL 1a FSS nepeseageHi
y 6iHapHWiA BUrnsg BigHOCHO NOPOroBOro NPOrHOGTUYHOIO PiBHSA i ANt
HUX poapaxosaHo BLU (rafii. 3). PospaxyHKu nokasanu, Lo BUCOKI
wiaHcu Ha TIMM maioTb xBopi 3 MGQOL-15 >30 6anis (BLL 24,23; 95,0%
015,31-110,62), MG-ADL >7 6anis (BLL 57,33; 95,0% M| 7,35-447,07)
Ta FSS >49 6anis (BLL 44,0; 95,0% [ 5,67-341,64).

Y nopganblwoMy 3 OTPUMaHUMMK NOKA3HMKaMKM (amB. 14011, 2) npo-
BEAEHO MHOXWUHHUIA NOTICTUYHWIA perpeciitHuii aHania 3 NOKPOKOBUM
BKJIIOYEHHSIM HE3a1EXHUX 3MIHHUX.

Talnuus 3. BLU Bnauey TuTpy AchR-AB, ouiHok 3a wkanamu MGQOL-15,
MG-ADL 1a FSS Ha TNM 3an1exHo Bif X N0POrosoro NporHOCTHYHOIO 3HAYEHHS

MoxasHHKK
(1 — Tax, 0 — ui} BI.IJ_ 95,0% Al _ p .
Turp AchR-AB >6,9 22,35 6,98-71,56 <0,001
MGQOL-15 >30 Ganis 24,23 531-110,62 <0,001
MG-ADL >7 6anis 57,33 7,35-447,07 <0,001
FSS >49 Ganig 44,0 5,67-341,64 <0,001

PoapobneHo Moaens nporHo3ysaHHa TIMM. 3a ocHoBy B3sinn
PiBHAHHSA NIOTiICTUYHOI perpecil, ske nepeabdayae, wo TINM nos’a3aHuii
3 piBHEM AOCHIAXEHNUX YUHHUKIB BignoBigHO A0 GOpPMynu:

exp(b,+b—n-x,_)

= )
I+exp(b,+b-n-x_)

Ae y — pesynbtar (iMoBipHIiCTL TINM); b, — koedilieHT, Wo Bkasye
Ha 3HAYEHHS pe3ynbTaTy y TOMy pasi, AKLLO NpeavkTop 6yae AOPIBHIO-
Batu 0; b, — perpeciitti koedilieHTH, WO NOKa3YIoTb, HACKINLKM
Yy cepeaHboMY 3MiHUTLCS JlorapydM LwaHcy TINM npu 3MiHi HeaanexHoi
3MiHHOT Ha OAMHULIO CBOTO BUMIPY; X, , — MPEAMKTOPHI 3MiHHi, no-
Ka3HUKU KOXHOMO OKPEMOro XBOPOro, AN SKOro po3paxoByeTbes
NpOrHoa.

[na BU3HAYeHUX NPeaUKTOPIB MOKA3HUK «y» PIBHSIHHA 3aHOCATb
B OTPUMAHUX 3HAYEHHSX OAUHULUL BUMIpY. OTPUMaHMiA peaynbtart
«y» 3MIHIOETLCA y AjanaaoHi 1-0 (TINM Ta HeTspkkuii nepebir BianoBsinHo).

Y peaynbTaTti NOKPOKOBOrO BKIIOYEHHSI HE3aNneXHUX 3MiHHUX
OTPUMaHO NapameTpu PIBHAHHA NOrICTUYHOI perpecil, npeacTasneHi
y 1afn. 4 (BKIIOYEHO NMLLE CTAaTUCTUYHO 3HavyLwi dpakTopu). daHi
OLiHKU 3a wWikauiolo FSS He BK1O4EHO A0 Mogeni.

PiBHAHHA NporHo3yBaHHs TINM Mae Burnsg;:

exp (9,171 +0,247 - x,+ 0,106 - x,+ 0,240 - x,)
T+ exp (9,171 + 0,247 - x,+ 0,106 - x,+ 0,240 - x,)

OLiHKY NPOrHOCTMYHOI TOYHOCTI PiBHSHHA NOTiCTMYHOI perpecii
NPOBOAMIIN 3a 3HAYEHHSIM X2, BiiCOTKOM KOHKopAauii (concordant) —
4acTKOIO NPaBMAbHO nepeknacudikoBaHuUx 3a AONOMOrOI0 PiBHAHHS
crnocrepexeHb (UMM 6nmxue Liei nokasHuk ao 100%, TMM BULLA SKICTb
mopeni), Tecty arogu Xocmepa — Jlemewosa ta ROC-aHaniay.
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Tabnwus 4. MporHos TINM B 06¢TexeHUX 38 AAHUMHU MHOXUHHOTO JIOTiCTHYHO-
ro perpeciiinoro asanisy

- CranpaptHa 2 2
L KoedilieHt X p-value ¥
MporHocTHYHi 3MiHHI noxubxa

R perpecii B xoediuienta B Banbpa Banbga
BinbHuiA 4neH piBHAHHA 9,171
Turp AchR-AB (- 1) 0, 247 0,093 7,119 0,008
MGQOL-15 (- 2) 0,106 0,041 6,870 0,009
MG-ADL (- 3) 0,240 0,100 5,748 0,017

OLiHKa piBHAHHS NOFiICTUYHOT perpecii 3a 3Ha4YeHHsAM X nokasana
MAOro afeKkBaTHICTb, OCKINIbKM BU3HAYEHO CTATUCTUYHO AOMo 3HAYYLUMIA
piBeHb X2 56,51 (p<0,001).

Yacrtka npaBunbHOro NPorHo3y GakTMYHOT MPUHANEXHOCTI naLli-
€HTa A0 Tiei uM iHwol rpynu ctaHosuna 92,82%. Bucokwuii piseHb
KOHKOpAaL4il BKa3ye Ha AOCTaTHil CTyniHb Y3rooXeHOCTi peanbHOro
pO3noainy cnocTepexeHb Ta po3noAiny Ha niacrasi piBHAHHA Noric-
TWUYHOI perpecil. 3arasbHa OLHKA 3roay peasibHUX Ta pO3paxyHKOBUX
DAHWX Ha nigcTaei TecTy XocMepa — JleMelloBa Nokasasna CyTTEBUIA
ix 36ir, ockinbkn p=0,998, WO NO3BONIAE NPUAHATH HY/ILOBY riNoTe3y
LLI0A0 Y3roAXeHOCTi TEOPETUYHOMO Ta peanbHOro nepebiry xsopotu.

3a ¢opmoio ROC-kpueol Ta nnowi nig Hewo (AUC) nposoaunun
OLHKY NPOrHOCTUYHOT TOYHOGTI PIBHAHHA NOMCTUYHOI perpecii. Mno-
wa nig, ROC-Kp1BOIO NOKA3Yye 3aNeXHICTb KiIbKOCTi NPaBUIbHO KNa-
cudikoBaHMX BUNAZKIB A0 KiNbKOCTi HENPaBUABLHO K1acupiKOBaHUX
Bunagkie. Ym Gamxue KpMBa PO3TalLOBaHA A0 BEPXHLOrO NiBOr0 KyTa,
i BignosigHo, YiM Ginblue nnowa nig KPMBOIO, TUM Kpalle iT ANCKpu-
MiHaLjiiHa noTyxHicTs (Simundié A.M., 2009).

MpOorHoCTUYHA MOAENDb Y BUMNISIAI PIBHAHHS NOTCTUMHOIT perpecii
Mag BigMiHHI onepaLljitHi XapakTepucTUKU: YyTauBicTb 94,12%, cne-
umndivHicTb 84,76%, nnowa nig ROC-kpusoio — 0,952 (95,0% A4l
0,910-0,978; p<0,001).

Omxe, nobynoBaHe NOriCTUYHE PIBHAHHA (NOriCTMYHA MOAEb)
BUSIBUNACA afeKBaTHOIO 3a KpUTEpPIiEM X2, BIICOTKOM KOHKOpAaUil,
Tectom XocMmepa — Jlemewona ta ROC-aHanizom.

HesanexHo Bip BenMuuH x nepeabayeHe 3Ha4YEHHS peaysnibTaTy («y»)
y Liii Mopeni 3aBxan nexatuMe y gianasoHi 0—1. Akwo pospaxoBaHa
MoBIpHicTb <0,5, MOXHa NPUNYCTUTH, WO NoAjs He HacTaHe (He 6yae
TNM), B iHWIOMY pasi (iiMoBipHicTb >0,5) nporHo3yioTb TINM.

O6uyncneHHs TeopeTMyHUX 3HaYeHb iMoBipHocTi TINM (p) Ha nig-
CTaBi po3paxyHkis, NPOBEAEHUX 3a JIOTICTUHHUM PIBHAHHAM 0,191 XBOPUX
Ha MiacTeHilo (puc. ), AO3BOAWMAO 3aMPONOHYBATU AeTaNbHy LUKany
NMPOrHoay:

e <0,11 — ayxe HU3bKa (p<5,08%);
0,11-0,36 — Hn3bka (5,08%<p<25,28%);
0,37-0,51 — nomipHa (25,28%<p<50,57%);
0,52-0,82 — Bucoka (50,57%<p<90,96%);
>0,82 — pyxe Bucoka (p>90,96%).
Omxe, BaxnMBUM npeankTtopom TIM, 3a AaHUMKN AOCHIDXKEHHS, €
TuTp AchR-AB. OTpuMaHi gaHi gelo cynepeyunusi, amxe B HU3L| J0-
CNipxeHb NOKasaHo, WO TUTP AChR-AB He BrIMBAE Ha CTYMiHb KiHIMHUX
npos.iB MiacTeHii (Aurangzeb S. et al., 2009). B iHwu1x gOCNIXEHHSX,
HaBMakW, BCTAHOBJIEHO 3B'A30K MiX HasBHICTIO AChR-AB i cTyneHem
kniHiuHMX nposesis (Nagappa M. et al., 2019). Kpim Toro, icHyloTb gaHi
NPO CTYMiHb TAXXKOCTi MiaCTeHii B nicnsonepauiiiHki nepios TAMEKTOMIi
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Ta pisHeM AchR-AB y nepeponepaujiiHmii nepion (Akcam T. et al., 2017).
TakoX BKa3YlOTb HA B3AEMO3B’ 30K MiXK HASABHICTIO | TUTPOM aHTUTIN
0,0 TUTUHY Ta CTYTNEHS KNiHiYHUX NposiBiB MiacTeHil (RomiF. et al., 2000),
npoTe 3a AaHMMU iHLLMX JOC/IIKEHb TAKOro 3B'A3KY HE BCTAHOBJIEHO
(Nagappa M. et al., 2019). Cynepeunusumu € aaHi i wopo MuSK-AB:
[OesiKi AOCNHVKM BKA3YIOTh Ha 3B’I30K MK TUTPOM LMX aHTUTIN | TAX-
KiCTIO NposisiB MiacTeHil (Bartoccioni E. et al., 2006). Omxe, nuTaHHa
B32€MO3B sI3KiB MiX BUSIBJIEHHAM aHTUTI/, LLIO NOB’A3aHi 3 PO3BUTKOM
MiacTeHil, abo X TUTPIB Ta CTyneHs TAXKOCTi MiaCTeHii 3aMLIaeTbes
BiOKPUTUM i NOTpebye NoAANbLLOTO BUBHEHHS.

BucHoBKM

1. Bucokuii Tutp AchR-AB e npegukTopom TIM.

2. NporHocTnyHoro aHayeHHs TuTpy MuSK-AB ons TIM He BCTa-
HOBJIEHO.

3. TMNMM acoujloeTbCH 3 NOTiPLLUEHHAM OLHKU 3a LUKANOI0 AKOCTI
XUTTS npu MiacTeHii (MGQOL-15) Ta nokasHWKIB OLHKK 3a LLKAION
noBCAKAEHHOI akTMBHOCTI (MG-ADL) HaBiTb fo HacTtaHHa TMM (QMG
<17 6anis).
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MporHo3npoBaKHmMe TAXECTH
TEYEHUS MUACTEHUM
A.H. Kansbyc

Peswome. Lens — paapaboTtka nporHOCTUYECKOH MOABNY TRXKEN0ro
TEYEHHA MUACTEHUM ( TTM) € yHETOM KNTMHUHECKUX NDOARNEHNA 11 UMMY-
HOnoruveckoro Tuna sabonesanna. QOLEKT W METOAL! MCCABADBAHUA,

Odcnegosaro 182 naynenra ¢ Muactenmned: 147 (80,8%) ¢ reqsepany-
sosanHoi, 35(18,2%) — ¢ rnasvoi opmMoit 3aGonesanug. [ns oueHkn
KIMHUHECKO OPMbI, K1acca U NOAKNACCE MUCTEHUN MCIONL30BANH
knaccugukatmo MGFA, CreneHs TAXECTH MUACTEHUN ONpenenany
no wiane QMG. Onpegenany yposeHs aHTHTEN K peuernropaM auertin-
xomna (AchR-AB) w muiweynocneurdmyeckoi TnpoanHxkmrase (MuSK-
AB), nanuvue antuTen Kk TutuHy u SOX1. MNposoavny oLeHKy kavecTaa
XW3HM 1o wkane MGGQOL-15, noscegHesHOR SKTMBHOCTY 1D Wkane
MG-ADL, yposeHs yroMaReMocTy no wkane FSS. Peaynetarter. AchAR-AB
BeimEneHs y 124(68,1%)(73,5% c renepanuaosasHoid n 45, 7% — ¢ rnaa-
HOA popmoii), k MuSK —y 16 (8,8%), k Tutnry — y 53(29, 1%), k SOXT —
y 10(5,5%) nauwmenTos. Cpeaxuii nokasarens no wkane MG-ADL s ofteit
8uiopxe cocrasmn 5,0(3,0-8,0), FSS — 43,0(30,0-54,0), MGQOL- 15—
21,5 (8,0-33,0) 6anna. Mo ganreiM ROC-aHaNM3a M3 BCEX YKE3AHHBIX
oka3arenei yHLWwne onepaLuoHHEIe XapakTeEpUCTUKY (HaubonslLyo
YYBCTBUTEALHOCTS M cieuupuyHocTs, AUC) umeer Tutp AchR-AB, ero
CMOCOBHOCTE OTHOCHTENILHO NPOrHO3a TTM MOXHO OLEHNTL KaK O4EHE
xopowyio(vyscraurensHocTs 70,59; cneungryrocts 90,30; AUC 0,835;
p<0,001). OH moxeT Buimb MCTIONL30BaH 408 nporHo3a TTM (> 17 Gannos
no wane QMG). Mpw Tutpe AchA-AB >6,9 HMO/IL/N OTHOWEHWE LWaHCoB
TTM 110 cpaBHERMIO C TEMY, KTO WMeeT Bonee HU3KWHA ypoBeHb THTpa
AchR-AB cocrasnmer 22,35(95% poseputensHsii uHrepaan 6,98-71,56;
p<0,001. TTM (>17 6annoe no wxane QMG), no faHHEIM paHroBoro
KOPPenALUMOHHOTO aHanin3a, cesaaHo ¢ turpoM AchR-AB (p=0,34;
p<0,001), c peaynvraramu ouenxku no MGQOL-15 (p=0,41; p<0,001),
MG-ADL (p=0,41; p<0,001), FSS (p=0,36; p<0,001). Busogs:. Turp
AchR-AB >6,9 umone/n asngercs npeguxropom TTM. lNpornoctuvecko-
Fo aHayernn Tutpa MuSK-AB, Hamnyun awtuten k tatuky, k SOX1 8 TTM
He YCTaHOBIEHO.

Kmoyesne cNosa: MuacTeHus, [POFHO3, THXE0E TeHEeHUe, aHTUTeNa,
peuenTopsl k ayetvxonuHy, MuSK, Tunun, SOX1, QMG.

Prognosing the severity
of the myasthenia gravis
0.1. Kalbus

Summary. The aim — to develop a prognostic model of the severe
course (SC) of myasthenia gravis (MG) taking into account the clinical
manifestations and the immunological type of the disease. Materials and
methods. 182 patients with MG were examined ( 147 (80.8%) with a gen-
aralized, 35( 19.2%) with ocular form of the disease). To assess the clinical
form, class, and subclass of MG, the MGFA classification was used. The
severity of MG was quantified on a QMG scale. The level of aniibodies to
acetylcholine receptors (AchR-AB) and to muscle-specific tyrosing kinase
(MuSK-AB) and the presence of antibodies to titin and SOX 1 were assessed.
The quality of life was assessed on the MGQOL-15, daily activity — on the
MG-ADL, the level of fatigus — on the FSS scale. Results. AchR-AB were
foundin 124(68. 19) patients ( 73.5% with generalized and 45, 7% with the
ocular form), fo MuSK —in 16(8.8%), to tiin —in 53(29.1%), to SOX1 —in
10(5.5%) patients. The average MG-ADL score in the total sample was 5.0
{3.0-8.0), the FSS score — 43.0(30.0-54.0), the MGQOL- 15score — 21.5
(9.0-33.0) points. According to ROC-analysis, it was found that out of alf
assassed indicators, the titer of AchR-AB has the best operational charac-
teristics (the highest sensitivity and specificity, AUC), its ability to predict
the SC of MG is very good (sensitivity 70.59; specificity 80.30; AUC 0.835;
p<0.001) and it can be used to predict the SC of MG (>17 poinis on the
QMG scale). If the titer fevel of AchR-AB is >6.9 nmol/L, the odds ratio of
the SC of MG in patients with MG compared to those who have a titer level
of AchR-AB below this level is 22.35 (95% confidence interval 6.98-71.56;
p<0.001. The SC of MG (>17 points on the QMG scale), according to the
rank correlation analysis, is associated with the titer of AchR-AB (p=0.34;
p<0.001), with the MGQOL-15 score (p=0.41; p<0.001), MG-ADL score
(p=0.41; p<0.001), FSS score(p=0.36; p<0.001). Conclusion, An AchR-AB
>6.9 nmol/L is a predictor of SC of MG. The prognostic value of the titer of
MUuSK-AB, of the presence of antibodies to titin, to SOX1 for severe MG has
niot been established.

Key words: myasthenia gravis, prognosis, severe course, antibodies,
receptors to acetycholine, MuSK, titin, SOX1, QMG.
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