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nepunii  3acTymHuk  MiHICTpa OXOpOHM 3J0pOB’s YKpaiHW, ToJioBa
poGoyoi rpymu;
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310poB’sl YKpaiHU, 3aCTYIHUK F0JIOBU poO0OYOi Ipymy;

3aCTYyITHUK  HadalbHUKa  @DapManeBTHYHOTO  yINPaBIiHHI-HAYAJIbHUK
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palioHanbHOTO 3aCTOCYBaHHS dapmareBTHIHOTO YIIPaBIHHS
MiHicTepcTBa OXOPOHU 3710pOB’ YKpaiHu;
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HamionanpHOTO  yHIBEPCHUTETY OXOPOHM 3J0pOB’S VYKpalHM 1MEHi
ITJI. Ilynuka;

3aBimyBau kadeapu HeBpoJiorii Ta Hepoxipyprii IBaHo-@paHKIBCHKOTO
HaI[IOHAJIbHOTO MEIMYHOTO YHIBEPCUTETY;

3aBigyBad kKadeapu HeBpoJorii J[HIMPOBCHKOTO MEPKABHOTO MEAMYHOTO
YHIBEPCHUTETY;

3aBigyBad Kadeapu  HeBpoJorii Ta  HeEHpoxipyprii  (dakyiabTery
MICIIIAIUIOMHOL  OCBITH BIHHMIBKOTO  HAIOHAJIBLHOTO  MEIUYHOTO
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aneprosorii iMeHi €.M. Heiiko I[BaHO-DpaHKIBCHKOTO HaIlIOHATBEHOTO
MEINYHOTO YHIBEPCUTETY,

CTapUIMii HAyKOBHH CHIBPOOITHUK JepxkaBHOT «lHcTUTYT
eniemMiosorii Ta iHpeKIifHX XBOpoO imeni JI.B.
I'pomameBcbkoro HamioHanbHOT akagemii MeAMYHUX HayK YKpaiHw» (3a
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3aBiayBay BiIUIeHHS HeBpoJsiorii Ne 1 KOMyHalbHOro MiANpPUEMCTBA
«/lHinpomneTpoBchka ob1acHa KiIiHiyHa JikapHs iMeHi [.I. MeunukoBay (3a
3roj1010);
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KEpIBHUK IICHTPY HEPBOBO-M’SI30BUX 3aXBOPIOBaHb KOMYHAJILHOT'O
HeKkoMmepIiiiHoro mignpuemctBa JIbBiBCbKOi 0OnacHOi paau «JIpBiBChKa
oOnacHa KIIIHIYHA JiKapHs» (32 3r0J1010);
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peaOimiTamii AiTed 3 OpraHiYHUM YPaK€HHSM HEPBOBOL
MiHicTepcTBa 0XOpOHU 370pOB'st YKpainu",;

"VKpalHChbKM ~MEIUYHUN  ILEHTP
CUCTEMU

3aBimyBad Kadenpu IUTIUMX 1HQEKIIMHUX XBOpPOO HalIOHAJIBHOTO
MenuyHoro yHiBepcutety imeHi O.O.boromonbIis;

Metonogoriunnii cynposin Ta ingopmauiiine 3ade3neyeHHs
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IBaniBHa

HayaJIbHUK BTy CTaHIAPTH3allli MEIWYHOI JOTOMOTH JEPKABHOTO
mignpueMcTBa «JlepxkaBHuil excriepTHUM IieHTp MiHicTepcTBa OXOpPOHU
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CropoyeHHst

X3/1I1 — xpoHivuHa 3anajibHa JAeMIeIiHi3yl0ua MOoJIipauKyIOHeHpOoIaTis
XICII — xpoHi4Ha IMyHHa CEHCOpHA MOJIIPAUKYIOATIS

€AH — €Bporneiicbka Axkagemis HeBpoorii

AITH — Acomianist nepugepiiiHuX HepBiB

KH — xniniuHa HacTaHOBA

KT — komm’torepHa Tomorpadist

MPT — MarHiTHO-pe30HaHCHa ToMorpadist

CIIM/] — cymapHuii moTeHIian M’ si30BO1 il

CIIJIH — ceHcopHuil moTeHIian A1l HEPBY

klla — kutolTackanb

V3]l — ynpTpa3ByKoBa JiarHOCTHUKA

LICP — nepeOpocminanbHa piguHa

BUI — Bipyc imyHOACDIITUTY JTFOTUHA

CHIJ — cunapom HabyToro iMyHoAe(DILIUTY

[IOE — mBuaKicTh OCiAaHHS EPUTPOIIUTIB

HII33 — HectepoinHi mpoTU3amaibHi 3ac00n

MALI - mienin acoriioBaHUM TITIKOTIPOTETH

M-BiamoBib — aMILIITY]a CKOPOUCHHS M 513 TIPH CTUMYJISIIT pyXOBOTO HEpBa
CNTN1 — xonTakTuH-1

NF155 — neiipodacuun-155

NF140/186 — ueitpodaciua 140/186

Casprl - koHTaKTHH-acOIIHOBaHU MPOTETH 1

MGUS - MoHOK/IOHAIbHA TaMManaris HEeBU3HAUYEHOTO 3HAUCHHS
I-RODS - 3aranpna mkaia iHBaiiau3anii Ha ocHOBI Mozeii Pama
INCAT - mkana iHBanigu3anii 3anaibHOI HeHpomnaTii NPUYUHU Ta JTIKyBaHHS
MISS — moaudikoana mkana INCAT ceHcopHOT o1iHKH

MRC — mikana paay 3 METUYHHUX JTOCHIHKEHb

POEMS - cunipoM nosiHeBponaTis-opraHoMeratis-eHI0KpHHOIaTisA-MieIoMa-TIPOTeiH 3
YPa)KE€HHSM ILIKIpU

AL — nerki JaHIIOru IMyHOTJIOO0YITIHIB

GFP — 3enenuit ¢piyopecueHTHUI OUIOK



ELISA — imyHodepMeHTHHI aHAT3
BOT - Buhlmann ogunui TuTpyBaHHS
ATTRYV - CiagkoBUii TPAaHCTUPETUHOBUHN aMiI0in03

CANOMAD - cunapoM XpOHIYHOT aTaKTHYHOT HEBpONaTii 3 oTanbroruierielo, M-npoTein
arJIIOTUHYIOUMMU 13110311 aHTHTIaMU

CMT — xBopo0a Ilapko-Mapi-Tyra

HNPP - criagkoBa HeBpomaTis 31 CXWJIBHICTIO JIO Mapaliidy BiJl TUCKY
MMN — mynbTH(]OKaTBEHA MOTOPHA HEBPOMATIS

CANVAS - M0304KOBa aTakcis, HEBPOIIATis, BECTHOYISIpHA apeduIeKCisi CHHAPOM
HbALC - rniko3uIs0BaHNi TeMOTI001H

ANA - aHTHHYKJI€apHI1 aHTHUTLIA

VEGF - cupoBatkoBuii eHIOTEMANBHAN (HAKTOP POCTY CYANH
ANCA - anTHHEHTpO(DUTBHI IUTOTUTA3MATHYHI AaHTUTLIA

GM1 — raurmio3uau

MuSK — M’s130Ba criernugivyaa KiHaza

B/B — BHYTPIIITHLOBEHHU

BAC — 6okoBuit aMmioTpodIUHUI CKIEPO3

CMA - crniHanpHa-M’s130Ba aTpodis

K®K — kpeatundocdokinaza
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NEPE/IMOBA MY.JII)TI/IJZ[I/ICHI/IHJIIHAPHOi POBOYOI I'PYIIN

Jana xniniuna nacmanosa (KH) € pezynomamom cunmesy ma aoanmayii 011 cucmemu
oxXOpoHu  300p08’s  Ykpainu eepcicio kuiniunoi nacmanosu European Academy of
Neurology/Peripheral Nerve Society guideline on diagnosis and treatment of chronic
inflammatory demyelinating polyradiculoneuropathy: Report of a joint Task Force - Second

revision - 2021 (https://onlinelibrary.wiley.com/doi/10.1111/jns.12455), wo 6yra obpana
MYTbMUOUCYUNTIHAPHOIO pOOOUOI0  2PYNOoI0 AK NPUKIA0 HAUKpAwoi Npakmuku HAOAHHs
MeOUYHOI 00NOMO2U OOPOCIUM NAYIEHMAM Ma OIMAM 3 XPOHIYHOI 3ANANbHOI0 OeMIENIHIZYI0U0I0
nonipaouxynoneuponamieio (X3/I1) ma rpynmyemvcs Ha OOCMYNHUX 00 Yb0O2O YACY OAHUX
00KA3080i MeOUYUHU CMOCOBHO eghekmusnocmi ma Oes3neku OiaeHOCMUYHUX, JNIK)Y8ANbHUX
empyuaHsv, hapmaxomepanii ma opeanizayiunux npuHyunie ii naoamus. Kniniuna nacmanosa
oyna obpana Ha OCHO8I 00 €KMUBHUX Kpumepiie oyinKu 3 eukopucmaruim OnumysaibHuKa
AGREE.

Ilpononosana «kniniuna Hacmanoéa He NOBUHHA POZYIHIOBAMUCH AK CMAHOAPM
Meouuno2o niKysauHs. Jlompumanns nonoxcenv KH me eapanmye ycniwinoco niky8auHs y
KOJMCHOMY KOHKDEMHOMY 6UNAOKY, ii He MOXMCHA po32140amu sIK NOCIOHUK, WO BKII0YAE YCi
HeoOXiOHI Memoou NiKysanHsa abo, Hasnaku, suxmoyac iHwi. Ocmamoune piuleHHs CMOCOBHO
8UOOPY KOHKpemHoi KIIHIYHOI npoyedypu abo niaHy NiKYBaAHHA NOSUHEH NpuuMmamu JiKap 3
VPAxXy8auHAM KIIHIYHO20 CMAHY KOJNCHO20 OKpeM020 Nayienma ma MOoxcaugocmetl Os
npoBedeHH s 3axX00i8 OIacHOCMUKY I IKYBAHHS ) KOHKDEMHOM) MEOUUHOMY 3aK1A0I.

Kniniuna nacmanosa wooo nadanns meouunoi donomoeu nayichmam 3 X3 mae na
Memi donomozcmu NiKapr ma NayicHmy y NpuiHammi payioHaibH020 PileHHs U000 Be0eHHs
nayienma 3 ypaxysauuam Kuiniunoeo eapianmy X3/II, € ingopmayiinoro niompumxor 0/
ni0BUWEHHs AKOCMI KMIHIYHOI NPAKMUKU HA OCHOBI OOCMYNHUX 00 UYb020 HACy O00KA3i8
eheKkmusHoCmi 3aCmMoCy8anHs NeGHUX MeOUYHUX MeXHOI02Il, IKI8 ma opeaHi3ayiiHux pecypcis
Meouunoi donomozu. Lle pexomenoayitinuti OOKyMeHm 3 HAUKpAwjoi MeOUuuHOi npakmuxu
npusHaueHuu, 8 neputy 4epay, Ois NPAKMUuKyUux J1ikapie, sKi Ha0armev SK NePeUuHHy, max i

cneyianizo8any MeouyHy 00noMozy.


https://onlinelibrary.wiley.com/doi/10.1111/jns.12455
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European Academy of Neurology/Peripheral Nerve Society guideline on diagnosis and
treatment of chronic inflammatory demyelinating polyradiculoneuropathy: Report of a joint
Task Force - Second revision - 2021:

Beryn

i Ta cepa 3acrocyBanHs

€AH/AIIH koHCeHCycHa HacTaHOBa [IarHOCTUKM Ta BEICHHS XPOHIYHOI 3amalibHOI
aeMieninizyrouoi mosipaaukynoneiiponartis (X3/I1) Buepmie Oyna omybmikoBana y 2005 [1, 2],
ta neperiiinyra 'y 2010 [3,4]. OCHOBHOIO METOIO IBOTO JPYrOro MEperisiay € OHOBJICHHS
HactanoB 2010 poky BimmoBimHo g0 metonoiorii Grading of Recommendation Assessment,
Development and Evaluation (GRADE), dopmyntoBaHHsT pekOMEHaIliii Ha OCHOBI JTOKa3iB Ta
HAJaHHS HAJICKHUX MPAKTUYHHX ITOPAJ OCHOBAHWX HAa KOHCEHCYCI JUISl KIIHIYHOI MPaKTHKH.
OcHoOBHa 1JTbOBA MOMYJIALISA JIATHOCTUYHOI YACTUHHU CKJIAZIA€THCS 3 MAIIEHTIB Oy/Ib-SIKOTO BIKY,
mo MaroTh KaiHIYHI o3Haku X3II. TlamienTn 3 Oyap-IKUMU CYMYTHIMH 3aXBOPIOBAHHS, 3a
BUHSTKOM THX, II0 MalOTh MIITBEPIKEHY albTEpPHATUBHY MPUUMHY iX HeBpomartii. JlikyBanbH1
peKoMeHaalii CToCcyroThcsl mamieHTiB 3 jgiarHozoM X3/II1. Ils oHoBieHa HacTaHoBa
pEKOMEHI0BaHa JJIsl HEBPOJIOTiB Ta AUTSIYUX HEBPOJIOTIB HA BTOPUHHOMY Ta TPETUHHOMY DPIBHI
HaJlaHHS MEIUYHOI TOTOMOTH. MeTO0 € ONTUMI3allis [IarHOCTUYHOT TOYHOCTI Ta MOKPAICHHS
pe3ynbTaTIB JTIKYBaHHS.

IepenymoBa

Hiaraoctuka X3/II1 cnupaerbess Ha KOMOIHAIIIO KIIHIYHUX, €JICKTPOAIarHOCTUYHUX Ta
a0OpaTOPHUX O3HAKaX 3 BUKJIIOUEHHSM IHIUX 3aXBOPIOBaHb, IO MOXYTh iMiTyBatu X3/II1.
Kpurepii X3/II1 Oinpin mIibHO AOTUYHI 10 €IEKTPOAIarHOCTUYHUX KPUTEPIiB 13 BCTAHOBJICHHS
nemieniHizamnii nepudepuyHux HepBiB. [TopiBHAHHS PI3HUX OIMYOJIKOBAaHUX HAaOOpIB KpUTEPIiB
st X3/I1 mokazano, mo €AH/AIIH xputepii HactanoBu [3, 4] MalOTh JIOCHUTh BHCOKY
JIarHOCTUYHY TOYHICTH [6-8]. 3a10KyMeHTOBaHE 3aralbHOCBITOBE MPUUHSTTS Ta BUKOPHUCTAHHS
uux kputepiiB y X311 gocaimkenusx [9]. OaHak, MOMUIKOBI JiarHO3H 3yCTPIYalOThCS 4acTo,
ocobnuBo cepen rpynu kinacudikoBanux BapianTiB X3II [10-12]. Xoua me moxe OyTH
MOB’sI3aHE 3 TOMMIIKOBOIO IHTEpIIPETalli€l0 pe3yabTaTiB AiarHocTuuHux TectiB [11, 13] Ta
HEJIOTPUMAHHAM KpHTEpiiB a00 HEAOCTaTHhOI OOI3HAHICTIO 3 HacTaHoBOwW [14], a neski
naieHTn He MaroTh X3/I[I, Xoua MOBHICTIO BIAMOBINAIOTH KPHUTEPIIM IarHOCTUKH Ta
npaBWIbHO iHTepripeToBanuM TectaM [10, 13]. [ToTouHe OHOBJIEHHS HACTAHOBU POOHUTH CIIPOOY
MOKPAIIUTH  CcleMU(IUHICTh  KpuTepiiB. 3HAYHO HAKONUYMINCH JlaHl, OTpPUMaHI 3
pPaHIOMI30BaHUX KIIHIYHUX JTOCHIIKEHb, IO JO03BOJISIOTH HAJaBaTH JOKa30BI pEeKOMEHMAIlii
o710 JikyBaHHs BianoBinHo 10 GRADE.

Metoan
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Metomosoris po3poOku 1iei HactanoBu Bianosigana Bumoram AGREE II [15] , GRADE
[5] Ta pekomenmamism €AH 3 po3poOku JTIKyBaHHS XBOPUX 3 MATOJIOTIEI0 HEPBOBOI CHCTEMH
[16]. [dBanamusare mnuTaHb po3poOkm Oyrno chopMoOBaHO Yy HACTymHOMY Qopmari:
Homynsiist/Inrepsenuis/[HopiBusuus/Pesynsrar (Population/Intervention/Comparison/Outcome
— PICO) npoTsirom craproBoi 3yctpidi y 6epe3ni 2018 (Ckpunst 1). Hactynni 6a3u nanux Oynu
MpoaHai30BaHi ISl TTOUIYKY BiAMOBIAHUX AOCTiIKeHb, mo Binnosinamm PICO: Medline gepes
PubMed intepdeiic; Embase gepes inTepdeiic embase.com; Cochrane Library, mo ckiraganace 3
cucremarnuHux orisiAiB Cochrane 6a3m manux; Database of Abstracts of Reviews (DARE); ta
Cochrane nieHTpaibHUIN PEECTP KOHTPOJIHOBAHUX KIHIYHUX AOCTIHKEHB. OIS TITepaTypH s
koxHoro PICO Oy mpoBenenuit mbk uepBHeM 2018 Ta munuem 2019 6e3 oOMexeHb IO
BIIHOIIIEHHIO JI0 JaTth myouikamii. PoGoua rpyma m0JaTKOBO BKIIIOUWJIA BaXKJIMBI CTaTTI
omyOJIIKOBaH1 BITPOJIOBXK IMIATOTOBKU JaHOI HacTaHOBH. HeomyOikoBaHi JaHi, BioMi poOoUiii
rpymi, He BUKOpUCTOBYBanuch. Jlani Oynu orpumani Ta ckom6iHoBaHi Y GRADE mnigcymkoBy
tabnuuo 3Haxifgok (JikyBasnbHI PICOs) ta nokazomi tabmuni (aiarHoctuuni PICOs). Jlns
JNOCSTHEHHSI KOHCEHCYCY YYaCHUKH pPO00YOi TPyNMH TPHUTOTYBAIH YOPHOBI TOJIOKEHHS TIPO
BH3HAYEHHs, IIArHOCTUKY Ta JIIKyBaHHS BIAMOBiTHO 110 enemeHTiB GRADE «pamku Bif mokasiB
no pimenb» [17, 18]. PoGoya rpyma BcTaHOBWJIA CHUJIBHY peKOoMeHAariio (3a abo mpoTu
BTPYYaHHsI), KOJIA yYaCHUKH TPYNH BHUPIIIMINA, [0 BCi MOIHPOPMOBaHI JIOIU 3pOOIATH
pexkomennoBanuii BUOip [19]. Cmabky pekomMeHAaIiro 0yj0 BCTAHOBICHO, KOJIU YIaCHUKHU TPYITH
BUPIIIWIN, IO OUTBIIICTh MOIH(GOPMOBAHUX JIIOIEH BUOEPYTh PEKOMEHIOBAHUHN MIIAX Mii, ajie
ICTOTHa KUTBKICTH HE BHOepe, TOMYy IO BOoHa Oyne mpuaatHa (abo JOCTymMHA) TUIBKH IS
MIArpymny, ado JT0Ka30BICTh MAa€ HU3bKUI PiBEHb, a00 CIIBBIAHOIICHHS PU3HMK/PE3YJIBTAT MOXKE
HE 3aJ10BOJIBHATH BCiX marieHTiB. s miarnoctuuaux PICOs popmansuuiit GRADE nigxin s
BCIX J/IOKa3iB HE BBa)KaBCAd KOPHCHHM 13-3a OOMexeHHS B Jokazax. Poboua rpyma nocsria
KOHCEHCYCY Ta 3amporoHyBaia Horo y Burisai Hamexuux mpaktuunux nopan [20]. Tutbku
PICO 1 B enexrpoxaiarnoctuii 6ymna 06’ektom GRADE, 110 npusBeno 10 pilieHHsT po3risaaTH
iHmi  giarnoctuyHi PICOs, sk ocuHoBani Ha koHceHcyci PICOs, migTpumaHi CHUCTEMHHM
nomrykom Jjireparypu 6e3 dopmanbHoi oninku GRADE. Pexomenparii Ta HaneXKHi MpaKkTUUHI
nopagu Oynu TEeperyisiHyTi Ta 3ICTaBlieHI B OJWH €JUHHI JOKYMEHT, SKUW IUKIIYHO
neperisaaBcs poOOUOr0 TPYHOK JOMOKKM KOHCEHCyc He OyB gocarHyTtuid. I[lpeacraBHMKM
namieHTiB i3 MibkHapoaHoi ¢ynmauii cunapomy [iena-Bappe/X31AI1 (GBS/CIDP Foundation
International) mepernsiHyaM Bci peKOMeHIaIlil Ta HANEKHI MPAKTHYHI MOPaaX Ta MPUNHHSIN
y4acTh y TOJIOCYBaHHI IIOJ0 JOCSITHEHHS KOHCEHCYCY, SIK 4yacThHa pobouoi rpymnu. JleranbHuii
MIPOTOKOJI PO3POOKM HACTAHOBHU MOXe OYTH 3HaWJeHHH B JoaaTkax. [lnmaHyeTbcs OHOBIIOBATH

HACTaHOBY KOKHI 5 POKIB.
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Pamxka 1 [Nonymnsuis/Inrepsenuis/IlopiBHsAHHS/Pe3ynbraT muTaHHs
Population/Intervention/Comparison/Outcome (PICOs)
Jiarnoctuuni PICOs (cucteMatnyHuid OIS JTEpaTypu Ta KOHCEHCYC — 3@ BHKIIIOYCHHSM
GRADE nans PICO1)
PICO 1 Enexkmpooiacnocmuka — y mamieHTiB 3 mimo3poro Ha X3/II; ym BrmBae
BUKOPUCTAHHS  €JIEKTPOQI3I0IOTIYHOTO  JAOCITIHKEHHS/CICKTPOTIArHOCTUKH  (JIOCIKEHHS
MOTOPHOI Ta CEHCOPHOI MPOBITHOCTI, COMATO-CCHCOPHI BUKIIMKAH1 MOTEHITIAN, JTOCITIHKCHHS
F-xBwri, TexHika TMOTPIAHO CTUMYIIALII, JOCIIDKCHHS 30y/UIMBOCTI HEpPBY Ta
enekTpomiorpadis) B TMOPIBHAHHI 3 HE MPOBEACHHSIM €JIEKTPOIAarHOCTUKH Ha TOYHICTh
JlarHO3Yy Ta pe3ysbTaT JIKyBaHHS NalieHTa?
PICO 2 Bionosios na nikyeanns, ak diazhocmuyHuil Kpumepii — Y TAII€HTIB 3 MiT03POI0
Ha X3/JII; ym BIIMBae BUKOPUCTAHHS MAlllEHT-OPIEHTOBAHOI BIANOBIAI Ha JIIKYBaHHSA
(cy0’€eKTHBHOIO Ta 00’€KTUBHOIO) B MOPIBHSAHHI 3 HE BpaXyBaHHSAM BIAMOBI/I Ha JIIKyBaHHS Ha
MIOCTAaHOBKY /11arHO3y Ta pe3y/bTaT JIKyBaHHS MalieHTa?
PICO 3 MPT ma Y3/] — y namienTiB 3 migo3poro Ha X3/II1; un BrumBae Bukopuctanus MPT-
Bi3yanizanii (MOTOBIIEHHS a00 MATOJOTIYHE HAKOMWYEHHS MIUHHUX/MONEPEKOBUX HEPBOBUX
KOpIHI[IB 200 IIEYOBOTO/TIOTIEPEKOBOTO CruieTeHHs) a00 Y3Jl HepBiB (30LIbIIEHHS IUIONII
MOTIEPEYHOT0 TEePeTHHY NepudepiitHuX HEepBiB a00 KOPIHIIB B MOPIBHSIHHI 3 HOPMaJbHUMH
MMOKa3HWKAMH) B TIOPIBHSHHI 3 BIJACYTHICTIO Bi3yaii3ailii, Ha TOYHICTb JIarHOCTHKU Ta
pe3ynbTaT JIIKyBaHHS TMalli€eHTIB (BiAMOBIIb HA JIIKYBaHHS Ta mepedir XxBopoou)?
PICO 4 IJCP -V narientiB 3 migo3poto Ha X3/II1; un BriinBae BukoHaHHs nociimpkeHHs [{CP
B MIOPIBHSHHI 3 HEBUKOpUCTaHHAM pociimkeHHs L{CP Ha 1iarHOCTUYHY TOYHICTh Ta pe3yibTat
JIKyBaHHS TaiieHTiB? Yu BiIpI3HAIOTHCS TPaHWYHI MOKA3HUKH MIABUIICHHS OUIKY y IiTel
<16 pokiB ab0 Oyab-SKHX IHIIUX MaIli€HTiB, a00 B miArpymi ocid 3 giabeTom, abo B maArpyIi
0Ci0, 110 paHiIie miAIaBaiCh CIIIHAIBHINA Xipyprii?
PICO 5 Aumumina — Y mnauientiB 3 migo3poro Ha X3/II1; ym BrIMBae TecTyBaHHS Ha
HAasBHICTh ayTO-aHTUTUI B CHUPOBATIl, BKIIOYAIOYM AaHTH-HOJAIbHI Ta MapaHOJalbH1
(contactinl, contactinl/contactin-associated proteinl complex, neurofascin155,
neurofascin140/neurofascinl86, contactin-associated proteinl), aHTH-TaHIIIO3UAHI aHTHUTIIA,
aHTU-MAI" aHTUTIIA B NOPIBHSAHHI 3 HE NMPOBEJICHHSIM TECTYBAaHHsS Ha aHTMTLIA HA TOYHICTb
J1arHOCTUKU Ta Pe3yJbTaT JIKyBaHHS Nalli€HTIB?
PICO 6 bioncia nepgy — Y mnanientiB 3 nigo3poro Ha X3/III; un BrnmBae Oiomcis HepBY
(3HaxonsuM  Makpodar-acouifioBaHy  AeMieNiHi3aniio,  (GOpPMYBaHHSI  «IMOYIMHOK»,

JeMI€NiHI30BAHUX Ta HEIOCTAaTHBO PEMIETIHI30BAHUX HEPBOBUX BOJIOKOH, €HIOHEBpAIbHHI
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HaOpsIK, eHIOHEBPATIbHY IH(IIBTpPAIil0 MOHOHYKJICADHUMHU KIITUHAMHM, BTPATy MOMEPEUHUX
cMyr abo po3ipBaHHS MapaHOAaTbHUX METeNb, O3HAKHU MOJIPa3HEHHS BOJIOKOH) B MOPIBHSIHHI 3
BIJICYTHICTIO 010TICii, HA TOYHICTH MOCTAHOBKH JIIarHO3Y Ta Pe3yabTaTH JIIKyBaHHS MaIrlieHTa?
PICO 7 Monoxnonansvni camanamii — Y mnarmieHtiB 3 migo3poro Ha X3II; ym BrumBae
tectyBanHs Ha IgG, IgA, IgM abo Jierki JaHIIOrd MOHOKJIOHAJILHUX TaManaTid B MOPIBHIHHI
3 HETIPOBEICHHSM TECTYBaHHS Ha TOYHICTh JIarHOCTHKH Ta PE3yJIbTaTH JIIKYBaHHS MaIllieHTa?
JlikyBaabHi PICOs (cuctemuuii nomryk mirepatypu Ta GRADE — 3a BUKIIOUEHHSAM
koHceHcycy st PICO 12)

PICO 8 Kopmukocmepoiou — Y mamientie 3 X3/I[I; um BrumBae JiKyBaHHS
KOPTHKOCTEpOiJaMl B TMOPIBHSHHI 3 BIICYTHICTIO JIIKYBaHHS KOPTHUKOCTEpOigaMu abo
KOPTUKOCTEPOilaMU B HIIIIHM 1031/peKUMi Ha TIOIIKOKEHHSI, IHBATIIU3AIIIIO Ta SAKICTh KUTT?
Uwu mae nikyBanHs pi3Huit edext s Bapiantie X311 ta y miteii (<16 pokiB)?

PICO 9 Imynocnooyninu — Y mamientriB 3 X3/III; 49 BIuMBae JTKyBaHHS 3
BHYTPIITHbOBEHHUMH IMYHOTJIO0YIiHAMU a00 IMYHOTJI00YyIiHAMHM JIIsl MIAIKIPHOTO BBEIECHHS
a00 IMyHOTrJOOyJIiHAaMH B IHIIIN J031/peXuMi Ha TONIKOHKEHHS, 1HBAJIIIM3AIII0 Ta SKICTh
xkuTTA? Un Mae mikyBanHs pizHui edekt 1 BapianTiB X311 Ta y aiteit (<16 pokis)?

PICO 10 IHnazmagpepez — Y mnamientiB 3 X3/II1, yn BrumBae nikyBaHHS 1iazMadepe3om B
MOPIBHSHHI 3 HEMPOBEIEHHAM IazMadepe3y abo 1urazmadepe3oMm B IHIIIN J031/pekuMi Ha
MOIIKO/DKCHHS, IHBATIIU3AII0 Ta SKICTh XKUTTA? UM Mae JiKyBaHHS pPI3HMA e(eKT s
BapianTiB X3/II1 Ta y aite#t (<16 poxkis)?

PICO 11 Inwi eéuou imynnozo nikyeanns — Y marientiB 3 X3/II1, un BruBae JikyBaHHS
IMYHOMOJIYJIFOIOYOI0 Tepalli€lo, BIIMIHHOK BII KOPTHUKOCTEPOimiB, IMYHOIJIOOYJIiHIB Ta
miasmadepe3y, B TOpPIBHSHHI 3 BIICYTHICTIO JIIKYBaHHS IMYHOMOMYJISITOpaMH — a0o
IMYHOMOJYJIATOPAMU B IHIIIKA J1031/peXHMM1 Ha TIOMIKO/DKEHHS, IHBAIIIU3AIII0 Ta SKICTh
xuTTA? Un Mae nikyBaHHs pizHUi edekt i BapianTiB X311 Ta y aiteit (<16 pokis)?

PICO 12 Jlikysannsa 6010 — Y nanientis 3 X3/1I1, yu BrIuMBaroTh JiKH, 110 3MEHIIYIOTh O1Tb
(IpoTHEeNUICNTHYHI, AaHTHICIIPECAHTH, OImiaTh a0o IHIIl OIlaTHI aHajJoTH, KaHabioiaw,
anieraminoden, HII33 abo iHIII TUMOBI 1 aTUNIOBI aHANBI'ETUKHN) B MOPIBHSIHHI 3 BIICYTHICTIO
JIKyBaHHS MperaparaMi, 110 3MEHIIYIOTh Oulh a0o iHINa aHanresis, OiUTb, BTOMY Ta SIKICTb

KUATTA?

PesyiabTaTn
1. Hdiarnoctuuni kpurepii X311

1.1. Kniniuni kputepii
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Po6Goua rpyna ymnockonanmna kiiHiuHI kputepii, BusHauuB X311, sk «tunoy X3/I1»
ta «Bapianta X3AID». L{i kpurepii copmynboBaHi, SK KOHCEHCYC TyMOK €KCHEpTiB, OCKUIbKH
BOHU € MUTAaHHSM BU3HAYEHHS, HDK JOCTITHUIIBKUM MUTaHHSAM. PoOoua rpyna 3aMmiHuiIa Ha3By
«atunoBa X3/II», mo BukopucroByBaiack y HactanoBi €AH/AIIH - 2010 poxky [3.,4], Ha
«apiantu X3II», Tak sk ocTaHHs 10Ope BIAI3EPKATIOE CYTHICTh KOXKHOTO CrHerudpiyHOro
KJIIIHIYHOTO Ta eNeKTpoaiarnocTuyHoro ¢penorumy (Tabmumus 1).

Taonuuya 1. Kniniuni kpumepii X3/{11

Tunosuii X311

Bce 3 macTynHoro:
e [lporpecyroua ab0o penuaAMBYIOYa, CUMETPUYHA, MPOKCHMaIbHA 1 JUCTalIbHA M'SI30Ba
CJIa0KICTh BEPXHIX Ta HWXKHIX KIHI[IBOK Ta MOPYUIEHHS YyTJIMBOCTI LIOHAWMEHIIE Y
IIBOX KIHI[IBKax
e Po3BuBaeThCA MIOHANMEHIIE 8 THXKHIB
e BincyTHi a00 3HM)KEHI CyX0KHUIJIKOB1 peuIeKCH Ha BCIX KIHI[IBKaX

BapianTu X311

OpHe 3 HacTynmHOro, pemrta - K npu TunoBomy X311 (cyXoxuinkoBi peduiekcu MOXYTb OyTH
B HOPMI B HEYpa)KEHUX KIHI[IBKAX):
e Jlucranpna X3/III: mucrtanpHa BTpaTa YYTIMBOCTI Ta M S30BOi CHJIM TIEPEBAXKHO B
HIDKHIX KIHITIBKaX
e Mynbsrudokansia X3/[I1: BTpaTa 4yTiIMBOCTI Ta M S30BOi CHIIA B MYJIbTU(HOKATBHOMY
MaTepHi, 3a3BMYail aCUMETPUYHO, MEPEeBaXHO y BEPXHIM KIHIIIBLI, B OUIbLIE HDK B
OJIHIN KIHI[IBII
e ®doxkanpHa X3/II1: BTpaTa 4yTIMBOCTI Ta M S30BOT CUJTM TUIBKU B OJHIM KIHITIBITI
Pyxopa X3/II1: cumnToMH Ta 03HAKH pO3JAIIB PyXy 0€3 MOPYIIEHHS YyTIUBOCTI
Cencopna X3/II1: cumnTomMu Ta 03HAKH PO3JAIiB YYTIIMBOCTI 0e3 mopymieHb (QyHKIIii

pyxis

Tunosuu X311

Haii0inpImn 9acTo 3aXBOPIOBAaHHS MOYMHAETHCS 3 MapecTe3ii Ta clabKoCTi B TUCTAIBHUX
BLIIUTaX KIHIIBOK, SIK MTPaBUJIO 3 po3iagaMu Xoau. KiiHIYHUHA OTJIs] AEMOHCTPYE MPOTPECyouy
CUMETPUYHY AUCTAJIbHY Ta IPOKCUMAJIIbHY M SI30BY CJIa0KICTh, BTPATY YyTJIMBOCTI Ta 3HUKEHHS
a00 BIJICYTHICTh CYXOXHJIKOBUX pedekciB. [lepedir XBopoOM CTaOULIBHO MPOTPECYIOUHH,
OiTpIIe HDK 8 THIKHIB, OJJHAK MOKEe MaTH peLUIUBYIOUYEe-peMiTyiounil xapakrep. Ha Binminy Bifg
cunapomy ['iena-bappe yepenHo-MO3KOBI HEPBU ypa)kalOThCS BKpall PiAKO Ta € BUKIIOUEHHSIM
nopyueHHs auxanbHoi [21,22] a6o BereratuBHOi ¢GyHKIii [23-26]. Tunosa X3/l HaitOuibIn
4acTO BUHUKAE Y YOJIOBIKIB Y OyIb SIKOMY Billi, ane Haifuacrime y Bii 40 ta 60 pokiB. Moxe
BUHHMKATH TAaKOX B JTUTSIYOMY Ta paHHbOMY auTsuomy Biui [27-30]. Tumoa X3/IT moxe
po3BuHyTHCh TocTpo (roctpa X3/II1) y 13% mnarieHTiB, M0 HMIBUJIKO MPOTpecye HpoTsrom 4
THXKHIB Ta MOXe OyTH JlarHOCTOBaHa, ik cuHapoM [iena-bappe [31,32]. Po3pisHuTH rocrpy
X311 Big cunnpomy I'iena-bappe Baxkko, 5% marieHTaM 3 NEpPBUHHUM AIarHO30M CHHIPOMY
I'iena-bappe nizHime 3MiHO0OTE AiarHo3 Ha roctpy X3II. Ha Binminy Bix cunapomy ['ieHa-
bappe, X3/II1 nponoBxye mporpecyBaTd Ouibllle 8 THXKHIB BiJ] IOYaTKy 3aXBOPIOBAHHS a00
peluIuBYe IOHaMeHIIe 3 pa3u Micis MONepeHbOro MOKpaleHHs. YacTo MaiieHTH 3 ToCTPOIo
X3AIT 36epiratoTh MOKIUBICTH XOJUTH CAMOCTIHO, MAaJOWMOBIPHO MalTh CIA0KICTh
MYCKYJIaTypy OONHYYs, 3aJydeHHs OUXAIbHOI Ta BEreTaTMBHOI HEPBOBOI CUCTEMM Ta OUIBII
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BIPOTIHO MArOTh po3naan 9yTiauBocTi [32,33]. Xoya 11i 0COOIMBOCTI MOKYTh CIIPUSTH J1arHO3Y
roctporo X3/II, He icHye crnenu@iUHUX KIIHIYHHX O3HAK YW JIA0OPATOPHUX TECTIB, IO
N03BOJISIIOTH AudepenuiroBatn cunapom [liena-bappe Binm rocrpoi X3II B roctpiii ¢asi
3aXBOPIOBAHHS.

Bapianmu X3/[11

Kniniuni nposiBy, mo Bigpisastorbes Bin tTunosoi X311, HazuBatots Bapiantamu X3/111,
TOMY IO BOHU MAalOTh CXOXI O3HAKH JIEMIENIHI3aIlli Ta pearyoTh Ha iIMyHHY Tepamiro. He 1o
KiHI 3po3ymino, un Bapiantu X3l MaioTe HIIWK MaTOTeHETHYHHWH MEXaHi3M, TOMY IO 3
9acoM BOHU HaOyBaroTh 03HaK THIOBOTO X3/II1 [34-36]. BaxmBuM y AiarHOCTHYHOMY TIpOIIECi
3aJIMIIAETHCS BCTAHOBJICHHS KITHIYHOTO (DeHOTHITY, TU(EpPEeHLIHHII TiarH03 MOXKe BipI3HATUCS
Bix TrmoBoro X3/1I1.

e Jlucranpna X3II, Takox BimomMa fAK JUCTaJbHA HalyTa JAeMIENiHI3yro4Ya
CUMeTpUYHa HeBpomnartis [37], mposBIsS€ETHCS BTPATOIO YYTJIMBOCTI B AUCTATbHUX
BIIJIaX BEpPXHIX Ta HIDKHIX KIHI[IBOK, a TaKOX IOPYIIEHHAM Xoau. Moxe
BUHUKATH M’5i30Ba CJIAOKICTh 3 TMEpPEBAKAHHAM B JUCTAJbHUX BUIUIAX 3
JOMIHYBaHHSIM CHMITOMAaTUKUA B HIKHIX KiHI[IBKax. [IpuOmu3HO ABI TpeTHHH
ManieHTiB 3 UM (eHoTurnoM MawTh IgM mapamnpoTeiHeMIYHy HEeBpONaTiio,
HaWJacTile 3 aHTUTUIAaMHU JI0 MI€TiH acolliiioBaHoro riikonpoteiny (MAIY) [38-
40]. QucranbHi HeBponaTii 3 [gM mapanpoteinemieto ta antu-MAI™ anTUTIaMU,
antu-MAI HeBpomartieto He BimHOCAThCA 10 X3/II1, Tak sk OUTBIIICTH MAIIEHTIB
MalTh CcHenu@igyHi eJEKTPOIarHOCTUYHI Ta TMATOJIOTIYHI 3HAXIOKH Ta HE
BIMOBIIalIOTh HA JIIKYBAaHHS BHYTPINTHHOBEHHHMH IMYHOTJIOOyJIiHaMH Ta
KOPTHUKOCTEPOiTaMHU.

e Mynprudokansna X3JII (cuHOHIMH: MyabTH(OKAIBHA  AEMIETiHI3yIOYa
HEBpOMAaTIs 3 MEPCUCTYIOUUM OJIOKOM TpoBeneHHs, cuHapoM Jlproica-CamHepa
[41], wmynpTH(dOKATEHA HaOyTa JIEMIETIHI3yI04a CEHCOpPHAa Ta MOTOpPHA
HeBponaTis [42], mynpTU(dOKATbHA 3anaibHA JIeMi€eNTiHI3yloua HeBponaTis [43]
3a3BMYal BpaXkae BEPXHI KIHIIBKU. HUXKHI KIHIIIBKH BPa)KarOThCS MI3HIIIE, HOA1
MOXYTh OyTH BPaXEH1 BiJ moyaTky 3axBoproBaHHA [42, 43]. UepemHO-MO3KOBI
HEPBH, BKIIOUYAIOUM OKOPYXOBi, TpidyacTWi, JIMIEBUH, ONyKaroumii Ta
i1’ I3MKOBUM MOKYTh OyTH ypaxkeH1 yacTiiie, HDK npu iHmmx popmax X311
[38, 44-49].

e ®doxkanpHa X3/II1 € pinkiCHOIO MAaTOJOTIE0, 3a3BHYall Bpakae IIedoBe abo
MONIEPEKOBO-KPIIKOBE CIUIETEHHS, ajleé MOXKE 1 BpakaTH okpeMo mnepudepiiini
Hepsu [50, 51].

e Moropua X3II mposiBIs€ThCS BIAHOCHO CHUMETPUYHOIO MPOKCUMATBHOKO Ta
JTUCTATBHOIO CHaOKICTI0O M’531B, ajleé 3 HOPMAJIbHOIO UYTIUBOIO (PYHKIIIEIO
KIIIHIYHO Ta enekTpoaiarnoctudHo [52, 53]. Le Bigpizuse ii Big tunosoi X311,
JIe YYTIUBICTD € MOPYILIEHOIO, Ta MYIbTU(HOKAIBHOIO MOTOPHOIO HEBPOMATIEIO, 1€
naTepH cIabKOCTi € aACHMETPUYHUM Ta 3 IOMIHYBAaHHAM Y BEpXHIX KiHIIiBKax [54].
SIKII0 MPOBIHICTH YYTJIMBUMM HEPBAMHM MOpYLIeHa MpH KiiHili MoTopHoi X311
[55], nmiarHO3 BUCTaBisIETbCA, SIK MoTopHO-mpeaoMiHaHTHa X3/II. Cran
namieHTiB 3 MortopHoro X3/III Mo’ke mnoripmyBaTHCh HiClsi BUKOPHUCTaHHS
KOpTHKOCTepoiniB [36,52,55,56].

e Cencopna X3/III 3a3Buuail XapakTepU3YyeTbCS AaTAKCIEIO XOJH, MOPYILIECHHIMHU
rmuOoKoi Ta moBepxHeBoi yyTauBocTi [35, 57,58]. 3rigHo 3 BU3HAYCHHSM M S130Ba
Ca0KiCTh BIACYTHS. SIKIIO MPOBIAHICTH MO MOTOPHOMY HEPBY yHOBiTbHEHA 200
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€ MOTOpHI OJIoKH TipoBeneHHs [57,59,60], AiarH03 BUCTABISETHCS, SIK CEHCOPHO-
npenominanTHa X3/II1. JocnmiypkeHHS 3 TPUBAIMM TEPIOJOM CIIOCTEPEHKEHHS
JIE€MOHCTPYIOTh, 1110 ceHcopHa X3 /{1 yacTo € TpaH3UTOPHOIO KIIIHIYHOIO CTAIIE0
nepes; BAHUKHEHHM ciabkocTi 'y 70% namienTis [36,61].

Posznaou, wo ne knacugirosani sx X311

XpoHiuHa imMyHHa ceHcopHa mnomipamukynonaris (XICII): mamieHTH, MO BipOTiAHO
MaroTh KIiHIYHY ceHcopHy X311, ane 3 HopMaJbHUM MPOBEACHHSIM MOTOPHUMH Ta YyTIUBUMU
HepBamu, MOXJIHBO, MatoTh XICII [62-64]. 3MiHM MOKa3HUKIB COMAaTO-CCHCOPHUX BUKIMKAHHX
MOTEHI[iaiB MOXYTh OYTH BiZICYTHI 200 IEMOHCTPYIOTh YIIOBUIBHEHHS MPOBEICHHS 30y KCHHS
B npokcuManbHuX Bigainax npu XICII, Tomy mo ypakeHi 4yTJUBiI aKCOHH MPOKCHMAJIBHO IO
BIIHOIIEHHIO JIO CIMIHAJIBHUX TaHTIIiB. [3-3a TOTO, 10 TaHTJIIT 3aHIX KOPIHIIB CIMHHOTO MO3KY
3TUIIAIOTHCS IHTAKTHUMH, JOCTI/DKEHHS TPOBEACHHS YYTJIMBHMH BOJOKHAMH HE BHSIBIISIE
nopyueHb. Xoya XICII HaliGU1bII BIPOTITHO € IMyHHO-OIIOCEPEIKOBAHOIO Ta pearye Ha IMyHHY
Tepariro, 3aIHMIIAECTHCSI HEAOCTATHBO JIAHUX, 110 BOHA € JEMIENIHI3yI0YO0 a00 BIIHOCHUTHCS 0
cerHcopHoi X3/II1, ToMy He BigHeceHa o kiacudikanii BapianTiB X311 (aus. O10k-cxemy 2).

AyTOIMyHHa HOAYJIONATIs: AHTUTUIA NPOTH HOMYISPHO-NAPAHOLYISIPHUX KIITHUHHO-
aare3suBHuX MoJiekyn (koHTakTuH-1 [CNTNI1], nelpodaciuu-155 [NF155], xonTakTusn-
acouiitoBanuit npotein 1 [Casprl], Ta i3odopmu Heipodaciuny NF140/186) Oynu Bu3HayeHi B
HEBEJIMKIH TpyIi nmamieHTis, mo Bianosinamu kpurepism CAH/ITHC 2010 mms X3I1. Tamieatn
3 HIMMHU aHTUTUIAMU YacTO MAalOTh creru@iyHy KIIHIYHY XapaKTepucTuky [65,66]. AHTuTIA 10
CNTNI uacTo Bu3Ha4aroThes y nanieHTiB 3 X311, y SKMX Mo4aToK 3aXBOPIOBAHHS Ma€ rOCTPHi
a00 MIArOCTpU XapakTep, MOTOPHI a00 aTaKTUYHI CUMITOMH, Ta MalOTh TIOTaHy a00 BIACYTHIO
BIJMOBIb 0 3aCTOCYBaHHS BHYTPIIIHbOBEHHOTO IMYHOTIIOOYTiHY [67-69]. AnTHTina 10 NF155
BH3HaYaMKCh y mamieHTiB 3 X311, mo Oynu Moo 3a BIKOM Bifl TOYaTKy XBOpPOOH, Ta Mail
MiArocTpuid abo XPOHIYHUU TMepedir XBOpoOW, AWCTAIbHY ClIaOKICTh, aTakCiio, TPEeMop Ta
BIZICYTHICTH a00 MOTaHy pEaKilifo Ha TEparilo BHYTPIMIHLOBCHHUM iMyHOTIOOYyIiHOM [70-72].
Antutina no Casprl mpuCYTHI mpu TOCTPIH/MIATOCTpii  HEBpomaTii 4acTo acoIifoBaHIN 3
aTakCi€l0, HEBPOMATHYHUM OoJieM, 3alydeHHSIM YEpPErmHO-MO3KOBHX HEPBIB Ta IOTaHOIO
BIJMOBIUII0O Ha TEpaIilo BHYTPIMIHHOBEHHHM iMyHOTI00ymiHoM [73-75]. AmnTuTiIa 10 BCiX
130(popM HelipodaciuHy NPU3BOIATH 10 TSDKKUX PeHOTHIIB, 30kpeMa npu [gG3 3otumi [76,77].
PoGoua rpymna 3anpononyBaia Ha3By I1iid TPyl «ayTOIMYHHI HOyJI0TaTi» Ta HE BiAHECHA iX 10
X311, Tak sk BOHM MalOTh IHINI KJIIHIYHI O3HAKW, HE SBHE 3amajcHHs abo Makpodar-
OTIOCEpEIKOBaHY JeMieniHizamio [68,78,79] Ta moraHy BiANOBiAs, Ha JIKYBaHHS, IO €
edexruBHOIO Tipu X311, 30kpema Ha BHYTPIITHLOBEHHHUH iIMyHOTTI00ymiH. OqHak, Putykcumad
Moke Oyt epexTuBHUM [73,76,80].

X3MIT acouiiioBaHo 3 Oararbma cTaHamH (TakUMH SIK IykpoBuit miaber, IgG Tta IgA
MOHOKJIOHAJIbHA TaMMararisi HeBH3HaueHoro 3HadenHs (monoclonal gammopathy of
undetermined significance - MGUS), IgM MOHOKIOHAJLHUMHU raMMarnarisMd 0e3 aHTUTLT 10
MATI, BUI indexkiieto, 3m0sSKiCHUMU HOBOYTBOpeHHsMHU) [81]. Hemae nmocraTHiX AaHUX, IO
X311, acomiiioBaHa 3 MMM IATOJIOTIAMHU, Binpi3HseThes Bia imionarnynoi X3/(I1. B neskux
Bunagkax X3JII wmoxxe OyTu iMyHHO-acolliiioBaHMM TMOOIYHUM SIBHUILEM 3aCTOCYBaHHS
MeJuKaMeHTiB abo Oiomoriunoi Tepamii [82-84]. B Takux Bumaakax OUIBLIICTH KIIHIUCTIB
MPUIMAIOTh PIllIEHHS PO MPUIIMHEHHS TaKoi Teparii, OJHaK 1€ PillleHHs TOBUHHO MPUUMATUCh
Ha MIPYHTI IHAMBITYadbHOI KIiHIYHOT cuTyalii. B Ouibmocti onyOnikoBaHUX cTaTeil Teparis
HE BIpi3HANAchk Big Ti€l, IO 3acTOCOBYeTbCcA JuId JiKyBaHHs imiomatuuHoi X3/II.
Hudepenuiitauii giarno3 tunosoi X311 ta BapianTie X311 € 06’emHNM 1 mOTpedye yBaXKHOTO
BiIOOPY AoMaTKOBUX HociimkeHs (Tabmuns 4 ta 5, biok cxema 2).
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1.2. EnexTpoiarHoCTUYHI KpUTEpil

PoGoua rpyma HamoneraIMBO  PEKOMEHIYyE  €JeKTPOJMIarHOCTUKY  (JOCHiIKEHHS
MPOBENICHHSI HEPBaMM) JUTsl MIATBEPKEHHS KITIHIYHOTO niarao3y tunoBoi X3/ ta BapiaHTiB
X311 (Tabnuus 2 ta 3). Po6oya rpyna npuiiHsuia pillieHHs 3HU3UTH KUTBKICTh PIBHIB 3HAUCHHS
€JIEKTPOIarHOCTHKH, SKI BUKOPUCTOBYBaNUCS B KpuTepisix HacranoBu €AH/ITHC 2010 [3,4] 3
TphoX (meBHa, MoBipHa Ta MoxkmmBa X3/IIT) mo mBox (X3II Ta moxmmea X3/II1), Tomy 1m0
eMIIpUYHI JaH1 MTPOJIEMOHCTPYBAIH, 1[0 IYTJIMBICTh Ta CHCHU(IYHICT EICKTPOIIarHOCTHYHUX
KpuTepiiB s iMoBipHOT Ta meBHOi X3/II1 He 3HayHO Bimpi3HsOThHCS [8,92]. OCKUIBKH HEMae
30710TOr0 craHmapry miarHoctuku X3/II1, pobGoua rpynma mpuifHANIa pIlICHHS YHHUKHYTH
HalimeHyBaHHA «neBHa X3/(II». PoOoua rpymna mpuiiHsiia pillleHHs BUMaratd BUKOHYBaTH HE
TUTBKH JTOCTI/DKEHHS TPOBEICHHS MOTOPHUMH, allé TaKOXX 1 CEHCOPHUMH HEpBaMH JUIs
kareropu3zauii y tunoBy X3/II1 ta Bapiantu X3/II1 (Tabnuus 6, biok-cxema 1).

Tabnuysa 2 — Kpumepii nopyuiennsa npogeodeHHs pyxoeumu Hepeamu

(1) CunbHO minTpUMYIOTH AeMieiHi3aLiI0

[[lonaitMeHIlIe OJTHE 3 HACTYIHOTO:
(a) TlomoBxkeHHS TUCTATBHOT PyXOBOT JaTeHTHOCTI = 50% BHIIIE BEPXHBOI MEX1 HOPMH B JTBOX
HepBax (BHKJIFOYAIOYM HEBPOIATIIO CEPEAMHHOTO HEpBa IMPH KAPHAILHOMY TYHEIBHOMY
CUHIpOMI), 00
(6) 3MeHIIeHHS] MIBUAKOCTI MPOBIAHOCTI pyXOBUMHU HepBamu = 30% HMIKYE HUKHBOI MEXI
HOPMH B JIBOX HEpBax, abo
(B) IlomoBxxenns nateHtHocTi F-xBumni € 20% Buile BepXHbOT MeXi HOPMHU B JBOX HEpBax
(=250% sIKIIO aMIuIiTYAa HEraTUBHOTO MKy AMCTanbHOI M-BimmoBimi < 80% HIKHBOT MEXi
HOpMH ), 200
(r) BigcytHicth F-xBuii B 1BOX HEpBax (KO 111 HEPBU MAIOTh aMILIITYly HETaTUBHOTO TIKY
M-Bignosiai = 20% BepxHBOT MeX1 HOpMHU) + = | iHIIMIA MapameTp aeMieninizanii(a) B = 1-
MY IHIIOMY HEpBi, a00
(1) bnok poBeieHHs pyXoBUMHU HepBaMHu: = 30% 3MEHIIEHHS aMIUTITYId MPOKCUMaIbHOI M-
BIJIMTOB1/I 1O BiHOIIEHHIO JI0 HEraTHBHOTO MIKY AUCTAIBHOI M-BiaNOBifi, 32 BUKIIOUECHHSIM
BEJIMKOTOMUIKOBOTO HEPBA, Ta aMILIITYId HETaTHBHOTO MKy AUCTaIbHOI M-Bimmosimi = 20%
HIWKHBOI MEXI HOpPMH B JBOX HepBax; a00 B OJHOMY HepBi + = 1 iHmUK mMmapamerp
neMieniHizaiii(a) 3a BUKIIOUYCHHSIM BiCyTHOCTI F-xBuii B + 2 1 iHmomMy Hepsi, abo
(e) [opymenns yacoBoi nucnepceii: > 30% NiABUIIEHHS TPUBAIOCTI MK HETaTUBHUMHU MIKaAMH
MPOKCUMAaNIbHOT Ta AucTaibHOi M-BiamoBini (monaiiMenmie 100% y BeIHMKOTOMITKOBOMY
HepBi) B = 2 HepBax, abo
(k) TpuBamicte auctambHOI M-BiamoBinl (IHTEpBaJ MDK IMMOYATKOM TIEPIIOTO HETaTHBHOIO
MKy Ta MOBEpHEHHsAM 110 6a30Boi NiHii) mojoBkeHa B = 1 HepiB(b) + 2 | iHmMIA mapameTp
neMieninizanii(a) B 2 1 iHIIOMY HepBi.
e (LFF 2 TI'm) cepenuunuit > 8.4 Mc, mikThoBUH > 9.6 Mc, auTkoBuUi > 8.8 MC,
BEITUKOTOMLIKOBHH > 9.2 Mc
o (LFF 5 T'u) cepemunnuii > 8.0 mc, JikThOBHI > 8.6 Mc, TUTKOBHH > 8.5 Mc,
BEITUKOTOMUIKOBHI > 8.3 Mc
e (LFF 10 I'm) cepemunnmuii > 7.8 Mmc, mikThbOBHM > 8.5 Mc, TUTKOBUH > 8.3 Mc,
BEITUKOTOMLIKOBHH > 8.2 Mc
e (LFF 20 I'm) cepemunnmuii > 7.4 mc, miktboBH > 7.8 mc, nuTkoBuii > 8.1 Mc,
BEITUKOTOMLIKOBHH > 8.0 Mc
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(2) Crabko minTpumyroTh 1eMi€eTiHi3anio

Sk B (1), asie TUIBKU B OJHOMY HEPBI

Ipumimka 1 i xputepii Oynau BU3HAYCHI 3 BUKOPUCTAHHIM (DUIBTPY CMYTH HPOIYCKY Bix 2
I'n mo 10 k[ myist BCix mapameTpiB, 3a BUKITIOYCHHSIM TPUBAIOCTI IMCTAIBHOT M-BimnoBii, ae
Oynmu BU3HAYeHI okpeMi kpurtepii it yotupbox pisHux LFF 2, 5, 10 1 20 I'n. Temneparypa
IIKipy MOBHHHA OyTH BuUTpuMana B Mexax 33°C mias mononi i 30°C - mis 30BHINIHBOT
KICTOYKH.

Ipumimka 2 O0’eM IOCHIDKEHb TPOBEICHHS PYXOBUMH HepBaMH (KUIBKICTh HEpBIB Ta
KOPIHIIIB, [0 MIOBUHHA OYTH JOCIIHKEHA):

e Jlns oTpUMaHHS OI[IHKH MPOBEJCHHS PYXOBHMHU HEPBaMHU MOBHUHHI OyTH JOCIIKEHI
CepEeIMHHMM, JIKThOBUN (CTUMYJIbOBAaHI HW)XKYE€ JIKTS), JTUTKOBUHN (CTUMYIbOBaHUI
HUKY€ TOJIBKM MaJIOTOMUIKOBOT KICTKH) Ta BETUKOTOMUIKOBUI HEPBH.

e ko Kputepii HEe MIATBEPIMIMCH, T1 K CaMi HEPBU IMOBUHHI OyTH JIOCIIKEHI Ha
HIIHA CTOpPOHI Ta/abo JIIKTHOBUM Ta CepelMHHUN HEPBU - HA TIH K€ CTOPOHI, ajie Ipu
CTUMYJISILIT Y MaxBOBiM AUIAHLI Ta B Touli Epoba.

e Dok nmpoBeeHHs pyXOBUMHU HEpBaMU a0 yIOBUIbHEHHS MTPOBEJIEHHS HE OepeThes 10
yBaru B JIIKTbOBOMY HEpB1 B JAUISHII JIKTHOBOTO Cyrio0y abo JMTKOBOMY HEpBI - B
JTUISTHITI KOJIHHOTO CYTJIo0y.

e Mix Toukor Epba Ta xuctio notpidbHo moHaiimene 50% 3HWKEHHS aMIulTyau M-
BIIMOBI/I U1 BCTAHOBJICHHS OJIOKY MPOBEIEHHS ISl CEPEIMHHOTO 1 JIKTHOBOTO
HepBy. [lpm mpokcHMambHOMY JOCTI/KEHHI CEpeIMHHOTO HepBa TOBHHHA
BUKOPHCTOBYBAaTHUCh TEXHIKA KOMI3ii I 3amoOiraHHs HakiIagaHHs M-BIiAMoOBiAl
JIKTBOBOTO HEPBY Ha M-BIAMOBIAP CEPEIMHHOTO HEpBa NPH JOCTIKEHHI M s3Yy
abductor pollicis brevis (ane me mpm mocmimkenni m’s3y flexor carpi radialis)
[3,4,49,85,86].

e Jlnsa oImiHKKM OJIOKY TMPOBENEHHS JIIKTHOBUM HEPBOM MEpPEAIUIIUYsl MOBHHEH OYyTH
BUKJIIOUEHUH aHacToMo3 Maptina-I'pyOepa mpu CTHUMYNSAILIi CEpeIMHHOTO HEpBa B
JUISHIT TIKTHOBOTO 3THHY MPH peecTpaltii M-Biamosiai 3 m’sa3y abductor digiti minimi.

e Jlns omiHKu OJIOKY TPOBEACHHS CEPEIMHHUM HEPBOM IMEPENIIivus MMOBHHHA OYyTH
BUKJIIOUEHA OJHOMOMEHTHA CTHUMYJISIIS JIKTHOBOTO HepBa Ha KHUCTL. CTuUMymsiis
CepeIMHHOrO HEpBa Ha KHCTI MPH OJHOYACHOMY 3amucy 3 M s3iB abductor pollicis
brevis Ta abductor digiti minimi mMoke BUABUTH KO-CTUMYJISIIIO JIKTHOBOI'O HEPBA,;
TOMY CTUMYJIAIiS TOBUHHA OyTH alanToBaHa, o0 He Oyro 3anmucy M-BiAmoBiail npu
CTHMYJIAIIIT JIIKTHOBOTO HEPBA, 1110 iHHepBYE M’s13 abductor digiti minimi.

e Skmo ammiuiTyga auctanbHOi M-BiamoBinl 3HayHO 3HMKeHa (<ImB), MoxkHa
cpoOyBaTH pEECTPyBATH BiANOBiAb OUIBII MPOKCUMAIBHHUX M S31B, 110 IHHEPBOBAHI
JTUTKOBUM, CEpPEIUHHUM, MPOMEHEBUM Ta JIKTHOBUMH HEpBaMH, ISl TOLIYKY
BIJIMTOBITHOCTI €JIEKTPO11arHOCTUYHUM KPUTEPISIM.

AbpeBiatypu: M-BIANOBIIL — aMILTITYJa CKOPOUEHHS M’si3a MPU CTUMYJISAIIT pyXOBOTO HEpBa
(ananmoriyHo MOHATTIO ‘“‘cymapHuit nmoteHiian M 130801 Aii” (CIIM/), LFF — ¢inbtp HU3bKHX
4acToT

a — Oy/Ib SIK1 HEpBU BIANOBIIAI0TH KPUTEPIAM (a-)K)

b — Mitsuma et al. [87]

Taonuya 3 — Kpumepii nopywienna npoeedenns ceHCOPHUMU Hepeamu

(1) X311
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e [lopymieHHss mpoOBeACHHS B JBOX YYDIMBUX HepBax (NOJOBXKCHA JHUCTaJbHA
JaTEHTHICTh a00 PeAYKIlis aMILTITYAu ceHcopHoro noreHiiany aii Hepsa (CITJIH), a6o
YIOBUIbHEHHSI IIBUIKOCTI MPOBECHHS 32 MEKaMU HOPMAJIbHUX TTOKa3HUKIB.

(2) Moxnusa X311

o kB (1)

e Cencopna X3/II1 3 HOpMaTPHUMHU MMOKA3HUKAMH JOCITIKEHHS TIPOBEACHHS PyXOBHUMHU
HepBamHu noBuHHA MaTH (A) abo (b):
A. WBUAKICTH MPOBENEHHS CeHCOpHUMHU HepBamu < 80% BiJ HWXKHBOI MEXi HOPMH
(st ammityan CITAH > 80% Bin HuxHBOI Mexi HOpMH) a6o < 70% Bin HUKHBOT
mexxi Hopmu (s amrmritymun CITJIH < 80% Bin HmxkHBOT Mexi HOopmu) [85]
[IOHAIMEHIIIe B IBOX HEPBaxX (CEPEIMHHOMY, JIIKTHOBOMY, IPOMEHEBOMY, JINTKOBOMY),
abo
b. nutkoBuil ciapunr narepH (3HmxkeHHs ammityau CIIJAH mnst mpomeneBoro a6o
cepeMHHOro HepBa mpu HopMaibHIM ammuityni CITJAH ans autkoBoro Hepsa) (3a
BUKJTIOYCHHSAM KapraJlbHOTO TYHEIBHOTO cuHapomy) [88-90]

Ilpumimka 1 TemnepaTypa WIKipu MOBMHHA OyTH BUTpuMaHa B Mexax 33°C mis J0J0HI 1
30°C - ms1 30BHINTHBOT KICTOYKH. BpaxoByrouu Te, 1o 11i KpuTepii He BU3HAYAIOTh HOPMaJIbHI
MMOKAa3HUKH, BIAMOBIAHI IO JEeMi€iHI3aIii YyTIMBUX HEpBiB, AiarHo3 ceHcopHoi X3/II1 ne
Moke Oyru Ourbmie HDK MoxumBa ceHcopHa X3II, Oa3zyrouuch Ha KIIHIYHMX Ta
eJIeKTpO(1310JI0TTUHUX KPUTEPISX.

Ipumimka 2 3HWKEHHS aMIUTITYAU TOTEHLIANy Jii JUTKOBOTO HEPBAa MOXKJIHBE 3 BIKOM, TOMY
Tpeba OpaTH 10 yBaru MOKa3HUKHM HOPMHU JUTs BiKy crapiie 60 pokis [91].

Aobpesiatypu: CIT[IH — cercopHuii moTeHITial Jii HEpBY

Pexomenoayis 1 — munosa X311

e Jlnsa migTBepmKeHHs KiiHIYHOTO miarHo3y X3II mroHaiimeHine aBa pyXoBUX
HEpBa TOBHMHHI MAaTH TMATOJIOTIIO, IO BIAMOBIZAIOTH KPHUTEPISM MOPYIICHHS
MIPOBEJICHHS. MOTOPHUMHU HepBaMHu. SIKIIO KpUTepii BiANOBIIAIOTH YpPaKEHHIO
TUIBKH OJTHOTO HEPBA, JIarH03 BU3HAYAETHCS K MOKIuMBa TunoBa X3J11.

e [laTonoris mMpoOBEAECHHA CEHCOPHUMM HEpBaMU IOBMHHA OYTH HpPUCYTHS Y
IIOHaWMEHIIIe JIBOX HEepBax

e V maIfieHTiB, MiJI03prOBaHUX Ha HasBHICTH TUmoBOi X3/III i3-3a Toro, MO BOHU
MalTh KJIIHIYHI KpPUTEpii, aje He BIANOBIIAIOTh MIHIMAJIBHUM KpPUTEPIIM
€JIeKTPOIarHOCTUKH, JiarHo3 MoxumBoi TunoBoi X3/[II Mmoxe Oyru
BHUCTaBIICHUH  Mpu OO €KTUBHOMY  TMOKpAIIeHHI  Micls  JIIKyBaHHS
BHYTPIITHbOBEHHUMH iMyHOTTIOOYNiHAMY, KOPTHKOCTEPOiTaMu abo
miazMadepe3oM Ta SAKIIO I[OHAMMEHIIE OJWH JIOJATKOBHHA MIITPUMYIOUYUI
KpUTEPIN € MO3UTUBHHUM.

Pexomenoayis 2 — oucmanvna X311

e Jlns migTBep/keHHs miarHo3y auctanbHOl X3II kpurepii mnopyueHHS
MIPOBEACHHS PYXOBMMM HEpBaMHU INOBHHHI BUKOHYBAaTHCh LOHAaMEHIIE Y JIBOX
HepBaxX BEPXHIX KIHIIBOK. AMIUTITY/]Ja HETaTUBHOTO MiKYy AUCTaNbHOT M-BiAmoBii
MOBMHHA CKlajaTH ImoHaiMenme 1 mMB. Komm kputepii BUKOHYIOTBCS B JIBOX
HEepBax HIXKHIX KIHI[IBOK, a HE Y HEpBaxX BEPXHIX KIHIIIBOK a00 y OJTHOMY HEpBI
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BEPXHBOI KiHIIIBKH, MAKCUMaJIbHA IarHOCTHYHA JIOCTOBIPHICTh BU3HAYAETHCS, SIK
MoOJBa aucTtanbHa X3/I1.

e JlopymeHHs TPOBEICHHS CEHCOPHHUMH HEPBaMH MOBHHHO OyTH TPUCYTHE Y
LIOHANMEHIIE IBOX HEPBax.

Pexomenoayisn 3 — mynemugpoxanvna ma goxanvrna X311

e BianmoBiIHICTh KPUTEPISIM NOPYIICHHS POBEICHHS PyXOBUMH HEpBaMU ITOBHHHA
OyTH mOHAIMEHIe B TBOX HEPBaX, MPUUOMY B IBOX a00 OubIIe KiHIIBKaX IS
MIATBEPUKCHHS KIIIHIYHOTO AiarHo3y MynbTudokansHa X3/1I1 Ta monaiimenie B
JIBOX HEpBax OJHIEI KIHIIBKK - /i niarHo3y ¢oxansHa X3/I1. Komn xputepii
eNeKTpO(i310JIOTIUHNX 3MIH HasBHI TUIBKA IS OJHOTO HEpPBa, MaKCHMallbHA
JIarHOCTUYHA JTOCTOBIPHICTh BHU3HAUYAETHCS, K MOXKIIMBA MYIbTH(OKaIbHA a00
¢doxanbHa X3II.

e [lopymieHHss ceHCOPHOI MPOBITHOCTI TOBUHHO OYTHM BHU3HAYEHO IIOHAWMEHIIE B
JIBOX HEpBaX Ypa)X€HUX KIHI[IBOK JUIs J1IarHO3y MYJIbTH(QOKaIbHOT a00 (hoKaIbHOT
X311 Ta B omHOMY HEPB1 ypa)keHOT KIHIIIBKH - JJIs 11arHO3y MOXJIHBA (poKasibHA
X311

Pexomenoayia 4 — momopna X3/ (ma momopno-npedominanmua X3/I1)

e Moropua X3/I[1 moBuHHA BIAMOBIZATH KPUTEPIIM MOPYIIEHHS MPOBEIEHHS
MOTOPHHUMH HEpBaMH IIOHAWMEHIIE B JIBOX HEPBaX, a MPOBEJACHHSI CEHCOPHUMH
HEpBaMU TOBMHHO OyTH B HOpMI UIOHAaWMEHIIE B YCIX YOTHPbOX HEpBax
(cepenmMHHOMY, JIKTHOBOMY, IIPOMEHEBOMY Ta JIMTKOBOMY) JUIS IATBEPHKEHHS
KIIiHIYHOTO niarHo3y MoTopHoi X3/II. fkmo kpurtepii enexkTpodiziosoTiaHuX
3MIH CIOCTEpPIraloThCsi B OJHOMY PYXOBOMY HEpPBI, /1arHO3 BUCTABIAETHCS, SK
MoxkJiBa MmoTopHa X3/II1.

e Motopua X3/III 3 mnopymeHHAM NOPOBEAEHHS B JBOX CEHCOPHHMX HEpBax
TIarHOCTYETHCS, IK MOTOpHO-TIpeAoMiHanTHa X3/II1.

Pexomenoayis 5 — cencopna X3/[I1 (ma cencopno-npedominanmua X3/[11)

e Cencopra X3/III moBwHHA BiANOBIZATH KPUTEPIIM TMOPYIICHHS IPOBEICHHS
CEHCOPHUMH HEPBAaMHU, a MPOBE/ICHHS PYXOBUMH HEpBaMHU MOBUHHE OyTH y HOpMI
IIOHaMEHIIe B  YCIX UYOTHUPbOX HEpBax (CEpeIUHHOMY, JIKTHOBOMY,
BEJIMKOTOMUIKOBOMY Ta MaJOTOMUIKOBOMY HEpBax) s MiATBEPIKCHHS
KIHIYHOTO JiarHo3y. MakcumallbHa JiarHOCTUYHA JIOCTOBIPHICTH — MOXKJIMBA
ceHcopna X3/II1.

e (Cencopna X3/II1 3 HasgBHICTIO KpUTEPIiB MOPYIICHHS MHPOBEACHHA B OJHOMY
PYXOBOMY HEpBi A1arHOCTYETHCA SIK MOXJIMBA CEHCOpHO-TpenominanTHa X311
SIKImo KpuTepisM MOPYIICHHS MPOBEICHHS PYXOBUMHU HEpPBaMH BIAMOBIIAIOTH
3MiHH 3 OOKYy JBOX HEpBIB, AIarHOCTHYHA OCTOBIPHICTH 3pOCTA€ MO CEHCOPHO-
npenominanTHoi X3/111.

Mipxyeanns, wo niompumyroms pekomeHoayii (00nomisxcua inghopmayis)

Iliocymox ooxazosocmi: Jlani oTpuMaHi 3 38 KOTOPTHUX AOCTIIKEHbB, IO JTOCIIKYBAIH
NPUAHATHICTH 710 BUKOPHUCTaHHS 27 eNeKTPOAIarHOCTUYHUX MapaMeTpiB abo KpUTEpiiB,
nignanucs GRADE ananizy. /locToBipHICTh J0Ka30BOCTI Oyja Bifl HM3BKOI 10 JTyXke
HU3bKOT 3a BCiMa pe3yJbTaTaMu.
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Payionanvnicms: PexoMenpamii  po0Oodoi rpymu JUISL  €JIeKTPOIarHOCTHYHOTO
TECTYBaHHS y MAIIIEHTIB 3 KIiHIYHO Tigo3proBanuM X3/II1 6a3yroThcs HAa JOCUTh BHCOKIH
JIarHOCTUYHIM TOYHOCTI ejekTponiarHocTuyHux Kputepiie 2010 €AH/AIIH [3,4] 3
BHCOKOIO UyTIHBICTIO Ta cienudivnicTio 10 X3/II1 95/96% [6], 81%/96% [7], 73%/91%
[8], mo Oymu mWOBiZOMJEHI B PI3HUX TNali€eHTChKUX mnomymaniax. IlepeBaru
€JIEKTPOIarHOCTUYHOTO  TECTYBaHHS  BKJIIOYAIOTh  TPHUBAJIMH  4ac  KIIHIYHOTO
BUKOPHUCTAHHA, JOCTYIHICTh, MAJIOBAPTICTHICTh Ta He3HAUHE OOTSDKEHHS IUISl MAIli€HTa.
PoGoua rpyma posmupmia enektpomiarHocTuuHi kpurepii 2010 € AH/AITH [3,4]
BKJTIOYMBILHN JIOCTI/HDKEHHSI TIPOBEICHHS CEHCOPHUMHU HEPBAaX Ta BU3HAUMBIIN KPUTEPIi,
cneuudiuni s BapiantiB X3AIT (Tabmums 2 Ta 3). BpaxoByroun Te, mo a0 20%
namieHTiB 3 KiiHikoro THmoBoi X3/II1 He BiINOBINAIOTH €NEKTPOAIArHOCTHYHUM
KpUTepisiM, poboya rpyrna NpuiHsIIa pIieHHs, M0 TaKUM TaIlleHTaM MO>KHAa BUCTaBUTHU
niarHo3: MmoxkyimBa tunoBa X3/II1, sik 3ampornonoBano Koski et al [93].

1.3. JlomomixHi KpuTepii

EdexTuBHICTh JIKYBaHHS, HEWpOBI3yali3allid, OLIHKa CIHMHHOMO3KOBOI piavHKM abo Olorcis
HepBa MoXke nomomaratu B miarHoctumi X3/I1 y mamieHTiB, MO BIAMOBILIAIOTH KIIHIYHUM
kputepiam X311, ane enexkTpoiarHOCTUYHI KpUTEPIi BU3HAYAIOTH JI1arHO3, sIK MoskiuBa X3/1I1.
3 TOro wacy, SIK JOCHIIPKEHHS MPOBEIEHHS YYTJIMBUMH HEpBaMHU YBIMIIO Yy TMaKeTH
€JIEKTPOIIarHOCTUYHUX KpUTepiiB, OyJI0 BHIANIEHO 3arajbHi MIATPUMYIOYl KpuUTepii, 3a
BUKIIIOUEHHSIM JIIaTHOCTUKM TalieHTIB 3 ceHcopHoo X3/II1 6e3 mopymieHHs NTpoBeneHHs
PYXOBUMHU HEpBaMH, SKUM MOTPIOHO MaTH KpUTEpili MOPYLIEHHS NPOBEICHHS CEHCOPHHUMU
HEpBaMH.

(a) BiamoBinp Ha JTIKyBaHHS
Hanexxna npaktrudHa nopana

e PoOoua rpynma Bu3HAuWia, 00 OO’€KTMBHA BIAMOBIAL Ha JIIKYBaHHSI 3
IMYHOMO/TyJIFOIOYMM areHTOM (BHYTPIIIHROBEHHI IMyHOTJI00Y/IiHH, TIa3Madepes,
KOPTUKOCTEPOinu) MiATBepKye KiniHIYHMK aiarHo3 X3/II1 y marieHTiB, y SKUX
KJTIHIKa, €JIeKTPOAIarHOCTHYHI Ta 1HIII KPUTEPIi T03BOJISIOTH BCTAHOBUTH JIIarHO3
moskuBoi X3/1I1.

e (OO’eKTHMBHA BIJIOBIb HA JIKYBAaHHS BHUMAarae IOKpaIleHHs IIOHAHMEHIEe 3a
OIHICI0 INKAJIOK IHBaXigu3amii Ta IIKWIOK IIOMKO/KeHHsS. HemocraTHIiCcTh
MOKpAICHHST IMICNs JIiKyBaHHS He BUKiIouae miarHo3dy X3/II1 Ta mo3uTHBHA
BignoBiAp He € cnenudiunoro mono X3/II. Ilpu X3/II1 BukopuCTOBYETHCS
0araTo mIkaji Ui OLIHKY pe3yabTary. Jleski 3 HUX mpeaCcTaBiIeH] HUKYe:

o IuBamimuzanis moxe OyTH OLliHEHA 3a 3arajbHOIO IIKAJIOI0 IHBANIIM3AIi]
Ha ocHoBi Mozeni Pama (Inflammatory Rasch-built Overall Disability
Scale (I-RODS) [94-96] Ta mikamoro iHBadiau3allii 3ananbHOT HedpomaTii
npuunaK Ta gikyBanus (Inflammatory Neuropathy Cause and Treatment
(INCAT) disability scale) [97,98]

o IlomxkomxeHHs MOXKe OyTH OIlIHEHO cyMmMapHOIo ouinkoro Illkamu pagu 3
meanuanx gocaimkens (Medical Research Council - MRC) [96, 98, 99],
moaudikoBaHow mIkainow cencoproi omiHka - INCAT Sensory Sum
(mISS) [98, 100], ominku HeBpomaTmuHOro momko pkeHHs (Neuropathy
Impairment Score) [101] Ta npu BU3HAYEHHI CHJIM CTHCKAHHS PYYHOTO
nuHaMmometpa [98, 102-104].
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e 3MiHM, IO BiANOBIIAIOTh BHU3HAYEHHIO BCTAHOBJICHOIO TIOKPAIICHHS, HE
BaJiMM30BaHi ajnekBaTHO. HacTymHi TNOKa3HUKH, IO BUKOPHUCTOBYBAIUCH B
KIIHIYHUX JOCIIDKEHHSIX, MOXKYTh OyTH BUKOPUCTAHI y IKOCTI pEKOMEH/JOBAHUX:

o I-RODS: + >4 6anu

INCAT mikana inBaniamu3anii: - > 1 6an

mISS: - > 2 6amm

MRC cymapna ouinka (0-60): +> 2 no 4 6anis*

Cuna cTucKaHHS:
= Biropumerp Maprtuna: + > 8 no 14 xIla
*  Pyunwmii muaamometp XKamapa: + > 10%**

@)
@)
@)
@)

* - BUIIII MOKa3HUKHU MOXYTh MIIBUIIUTH J1aTHOCTUYHY CHIeIU]IKy

** - NOKa3HUK, OTPUMaHUN IIJISIXOM YCEpEIHEHHS JaHUX INpU MPOBEACHHI

JNOCHPKEHHSI TPOTATOM TPbOX IMOCIIOBHUX JHIB, MOKpAIly€e€ A1arHOCTHYHY
cnenudiunicts [104]

Komenmap pobouoi zpynu: na momeHm po3pooOKuU KIIHIYHOI HACMAHOBU 3A3HAYEHI UWIKAU
ogiyitino He saniouzosani 6 Yxpaini ma ne nepekiadeti YKpaiHcbKow MOBOH.

Mipkysanus, wo niompumyromos Hanexcny npakmuuny oyinky (niompumyroua ingpopmayis)

Pe3stome ookazoeocmi: JlaHi, 10 OLIHIOBAJIM BIANOBIAbL HA JIKYBaHHS 13 3aCTOCYBaHHSIM
BHYTPIIIHROBEHHUX IMYHOIJIOOYIIHIB, Tu1a3mMadepe3y abo KOPTUKOCTEpOiniB, Oyl OTpUMaHI 3
IIECTH KOTOPTHHUX JOCIIDKEHb Ta MPOaHali30BaHl y J0Ka30BUX Tabmuugx. [lomipHuil piBeHb
JIOKA30BOCTI OTPUMAJIM KOPTUKOCTEPOinu Ta riadmadepes; Ta 3HAYHHK pPIBEHb JOKA30BOCTI -
BHYTPIIIHROBEHHI  IMYHOTJIOOYJIIHM, 110 BOHHM  BIiIHOBIIOIOTH  MoOmkomkeHHs  [105].
HexonTponboBaHi MOCHIKEHHS TOKa3ald, 10 TO3WTHBHA BIANOBIAb Ha JIIKYBaHHS
BHYTPIIIHHOBEHHUMH IMYHOTJIOOY/TiHAMHU, KOPTUKOCTEPOIinaMu Ta TuiazMadepe3oM BiAMIYAEThCs
y BapiaTuBHii mponopiii mamientiB (68% - 99%) [35, 49, 106-108]. [IpuunHOO TepaneBTUUHUX
HeBIay MO OyTH HeaJeKBaTHI J03W Ta pi3HA TpHUBATICTh JiKyBaHHA [12]. HempaBuibHi
J1arHO3W MOTJIM OYTH Ba)KJIMBOIO NMPUYMHOIO TOTO, IO MAI[IEHTH HE BIATOBIIAIN Ha JIKYBaHHS
npemnaparamu reproi ginii g X311 [10-12].

Payionanvricmes: CydacHa iMyHOMOJyJor4a Tepamis He € cnenudiunoro mma X3/II, amke
HIII ayTOIMYHHI 3aXBOPIOBAHHsS MOXYTh TaKOX pearyBaTH Ha Take JIIKyBaHHs. BinmoBims Ha
JIKYBaHHS TOBHHHO TIpUMMAaTHCSA IO YyBarm 3 OOCPEXKHICTIO B  KIIHIYHOMY Ta
€JIEKTPOIIarHOCTUYHOMY KOHTEKCT1 Ui 3amoOiraHHs TilepaiarHOCTUKU. SIKIIO MallieHT Mae
BIJIOBIIb HA JIIKYBaHHs, OI[IHEHY 00’ €KTUBHO, BiporinHicTs aiarnosy X3/II1 3pocrae. Heznauna
KUTBbKICTh HE-PECHOHEHTIB (OJUH 3 TPbOX), IO HE Malu €(PEeKTUBHOCTI Bijl JIKyBaHHS, MOXYTh
taku Mmatu niarHo3 X3/I1. Taki marieHTH moTpeOyrOTh MPOBENEHHS TOJATKOBUX TECTIB IS
BUKIIIOUEHHS IHIIMX 3aXBOPIOBaHb, 110 HaraayoTh X3/I1, 10 MOMEHTY NpUHHATTS pillICHHS y
3aCTOCYBaHHI IHIIMX JIKYBaJIbHUX CTpATeriil.

(6) Hetipogizyanizayis
VYibeTpa3BykoBa aiarHoctuka (Y3/1)
Hanexna npaktuyHa nopasa

e PoGoua rpyna BBaxkae 3a HeoOXigHe BUKOpHCTOBYBaTH Y3Jl y mopocmmx
naieHTiB g giarHoctuku X3l y sSKuX AlarHOCTHYHI KpuTepii
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BimOBiAat0Th niarHo3y moxkimBa X311, a ve X3/II1. liarao3 X3/I1 moxe
OyTH OUIBII BIPOTITHUM, SIKIIO HEPB 30UIBIICHUNU™ IIOHAWMEHIIE B JBOX
MICIIX B TPOKCUMAJbHIA YaCTHHI CEPEAMHHOTO HEPBY Ta/ab0 B IJICHOBOMY
CIUICTeHH1 (IMBUCH MPUMITKY HUXKYE PO BUKITIOUEHHS MIMIKPiT).
* - [IOIIA TOTIEPEYHOr0 MePEeTHHY CepeMHHOro HepBy >10 mm? B mimsami
nepemmurivas, >13 mm? Bepxms KiHmiBka, >9 mm’ MK paGHHYACTHME
M’si3aMH (Tyiy6) a60 >12 mm? - U1 HEPBOBHX KOPIHILiB.

e Ha nmanumii yac HeMae OKa30BO1 0a3u MO BIIHOIICHHIO JIO TEIaTPHYHOTO
KOHTHHTEHTY TAIli€HTIB.

Mipxyesanns, wo niompumyroms Hanedcry npakxmuuny oyinky (niompumyroua inghopmayis)

Peszome ookazosocmi: Jlani oTpumani 3 12 KOTOpPTHHX JOCHIKEHb, IO OI[IHIOBAJIU
e(peKTUBHICT, BUKOpUCTaHHS Y3J[. 30UIbIIEHHS MPOKCHUMAJbHUX CETMEHTIB HEPBIB PyK Ta
CIIHAJIILHUX HEPBOBUX KOPIHIIB € HAWOUIBbII xapakTepHuMHU o3Hakamu s X3IT [109-112].
Uirki TrpaHM4YHlI TOKAa3HUKM, 110 BHUKOPUCTOBYBAINCH B NPAKTUUYHOMY  MPOTOKOJII
YIIBTPa3BYKOBOTO JIOCIIIKEHHS (IIJICUOBE CIIETEHHS Ta MPOKCUMAJIbHI CETMEHTH CEPEIUHHOTO
HEepBa 3 JBOX CTOpiH) OyJaW BalliJOBaHI y MPOCIEKTHUBHIA KOTOPTI MAIlIEHTIB 3 J11arHO30M
moxuBa X3I1 [113, 114]. Ha mpotuBary A0 AOPOCIIOi MOMYJIAIIl CHCTEeMAaTUYH1 JT0CTIKSHHS
pesynpTaTuBHOCTI Y3/l y mitedr 3 moxumBoro X3/II1 He mamu pe3ynprariB. TUIBKK JEKiTbKa
HEBEJIMKUX JOCIKEHb IMOBIIOMHWJIM TOKa3HUKA B HOPMI JJI MOPIBHSAHHSA COHOTpadiyHUX
pPO3MIpiB HEPBIB y AITeH B pI3HMX BIKOBHX Kareropisx [115, 117], ane 4iTko BU3HAYEHHX MEXK
MMOKa3HHUKIB, 110 0a3yBaiuch OM Ha KOHTPOJI 3aXBOPIOBAaHHS, HEJOCTATHHO.

Payionanvnicms: BpaxoByrounm Te, MmO y JITed CHAgKOBI JeMI€NiHI3yl0oUl Hehpomnarii
3ycTpivyaroThesl Habararo yactime Hbk X311 Ta HemoCTaTHICTh AOCBIAY JIIKapiB-CHEIIATICTIB 3
npoBeAeHHsT Y3Jl AlarHOCTUKKM HEpBIB y JiTel, poboya rpymna MpoNoHye HE BUKOPUCTOBYBATH
YIBTPAa3BYKOBE JIOCHIDKEHHS JJIs MIATBEPIDKCHHS JiarHo3y y AiTed. YJIbTpa3BYKOBE
TOCIIIKEHHSA HE € JOpOrOBapTICHUM, IIHUPOKO JOCTYITHHUM, HEIHBAa3UBHUM METOJIOM
JOCITIKEHHS 3 TIOMIPHOTO JIarHOCTUYHOIO TOYHICTIO.

MPT
HanexxHa npakTudHa nopana

e PoOoua rpyna mpomoHye He BUKopuctoByBaTd MPT y mopocimx mnamieHTIB IS

niarHocTukd X3/[I1 3a BUKIIOYEHHSIM TMAII€HTIB, IO MalOTh JIArHOCTHYHI KpUTEpii
moxknuBoi X311, ane ne X3/II1. Jdiarno3 X311 moxxe OyTH BCTaHOBIECHUM 3 OUIBIIOIO
BIIEBHEHICTIO, SIKIIO BiAMIYA€THCS 30UIbIIEHHS a00 MOCUJICHHS IHTEHCHUBHOCTI CHUTHAY
HepBoBuX KopiHiB y T2-3Baxkenomy MPT pexumi (DIXON/STIR, xoponapha Ta
caritranbHa mromuHa)* (auBuck [IPUMITKY Hmkue nmpo BUKIIOUECHHS MIMIKpIi).
* Halikpallle IpOBECTH KUTbKICHY OLIIHKY pO3MIpy KOPIHI[IB CITIHATBHUX HEPBIB (AiamMeTp
HEPBOBOTO KOPIHIIS Oe3mocepeiHbO Micis TaHTJIi0, BUMIPSHUNA Y BUCOTY B KOPOHApHIH
IUIOIIMHI 3 TPAaHUYHUM 3HAUYEHHSAM >5 MM) a00 HamiBKUIBKICHY OIIHKY MNaTOJOTrii
KODPIHIIB CITIHAJbHUX HEPBIB Ta CTOBOYpIB 3 BUKOPHUCTaHHSIM HACTYIHUX KaTeropii:
HOpPMa, MO>KJIMBA MATOJIOTis, MATOJIOTIs.

e Ha nanuii MOoMeHT Hemae oka3iB Bukopuctanus MPT B memiaTpuuHiii rpymi namieHTiB.

Mipxyeanns, wo niompumyroms Hanesicry npakmuuny oyinky (niompumyroua inghopmayis)

Pestome Ooxazosocmi: BuiineHi Ta mpoaHamni3oBaHi naHi 3 18 mOCHIMKeHb, IO OIIHIOBAIIN
npuaaTHicTh BukopuctanHs MPT. MPT mnedoBoro ta momepeKkoBO-KPHKOBOTO CILJICTCHHS
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Moke gomomortu B miarHocturi X3II, nemoHcTpyroun rinepTpodito HEpBOBHX KOPIHIIIB,
MOCUJICHHSI IHTEHCHBHOCTI CUTHaNy a00 HakonmuueHHs KoHTpacty [109, 118-121]. Po3mmpeni
MPT mnocninoBHOCTI MiABHINYIOTH SIKICTh MUCKpuMiHamii TkanuH [122]. Binpmicte MPT
JOCII/DKEHb OIIHIOIOTH TUIBKM MAIlieHTiB 31 BcTaHoBieHUM X3/, BUKOpUCTOBYIOUHM pPi3HUN
IHM3aifH JOCTiHKeHHS (3 a00 0e3 KOHTPOJIBHOI IPYIIN), TO/I SIK TUIBKH JEKUIbKa JOCTIKYBaIH iX
JO0JaHl JTIarHOCTHYHI MOKa3HWKH, 10 MOTIM O MiMIHTH Ui OUIbII PYTHMHHOTO KIIHIYHOTO
Bukopuctanus [ 123,124]. BaxxnuBe 0OMeXEHHs MOJISTae y BiICYTHOCTI 00’ €KTUBHUX TPAaHUYHUX
MOKa3HUKIB. JIBa MOCIIIPKEHHS TMOKa3ajl0 HU3bKY BIITBOPIOBAHICTh PE3YJIBTATIB y MAIIEHTIB 3
XPOHIYHOIO 3aIaIhbHO0 HEBPOTATIEI0 Ta KOHTPOJIEM, HABITh MK JOCBITYCHUMHU CHEIialiCTaMU
[125, 127]. Tinbku nexiibka IOCTIKEHb BHKOPUCTOBYBAJIU 00’ €KTHUBHI I'PaHUYHI MOKA3HUKU
MATOJIOTTYHUX PO3MIPIB HEPBOBHX KOPIHIIB, MO CTAHOBWIM >5 MM, JUIsI TOKpAIICHHS
e(eKTHUBHOCTI Ta y3ro/pKeHOCTI pe3ynbrariB MPT-nocmimkenb HepBoBUX cruieTeHsb [123,128].

Payionanvnicme: MPT pocniymkeHHss MOXe OyTH AOLUIBHUM Y TAIlIEHTIB, MO BiAMOBITAIOTH
TUIBKA MOXJIMBUM €JIEKTPOJIarHOCTUYHUM KpUTEpIsiM, Y BHUIMagkax HepocTynHocTi Y3/l abo
V3]l pe3ynapTaTd HE AOAIOTH BIEBHEHOCTI B JiarHo3l. Y gitedd 3 migo3poro Ha X3/II,
cucrematnyHi MPT-gocnimkeHHs € MaoiHPOpPMaTUBHUMU, TOMY 1110 CHaJKOBI1 JAEMI€NiHI3yI0U1
HeBpomaTii 3ycTpiyaroTbes yactime, HbK X3II, mpu sSkux Takok Moke OyTH 30UThIICHHS
pO3Mipy HEpBIB, Ta JOCBIMYEHICTh PEUTEPIB IS AUTSIUOTO BIKy oOMekeHa. Huspka HamildHICTh
OIIIHOK MDK peiTepaMu, BIICYTHICTb YITKMX TI'PaHUYHHUX MOKAa3HUKIB Ta BHUCOKUN KOILTOPHUC
MPT-nociipKeH s CIPUSIOTH MOJIOKEHHIO MTPOTH BUKopucTtanHs MPT.

[MPUMITKA: Tlepen BucuHoBkoMm, mo Y3l abo MPT maronoriydi 3HaXiKH MiATBEPIKYIOTh
niarHo3 X3/II1, moBuHHI OyTH BiACYTHI Ja0OpaTOPHI/KIIHIYHI O3HAKW IHIIUX 3aXBOPIOBAHb,
TakuxX sSK MyJIbTHGOKaTbHa MOTOpHa HeBpomaTisi, xBopoOa Illapko-Mapi-Tyra, IgM
nmapampoTreiHeMiuHa  Heupomaris  (oco6mmBo 3 aHTU-MAI  aHTUTLIAMHM),  CHHIPOM
MOJIIHEBPOMATIi-OpraHOMeTajii-eHI0KPUHOMATII-Mi€JIOMa-TIPOTeiH 3 ypaXEHHAM  IIKIpH
(polyneuropathy-organomegaly-endocrinopathy-M-protein-skin changes syndrome - POEMS),
niabeTHYHAa PaJAMKYJIOIJIEKCONIaTUYHA HEBPOIATisg, aMuUIOiqHa HEBPOMaTisi, HeBpairiyHa
HEeBpOMarTis, Jiernpa, HelipodidpomarTos abo HelposiMpomaros.

(B) Anainiz nepedpocninanbaoi piquau (L{CP)
Hasexxna mpaktuyHa mnopaja

e PoOoua rpyma mpornoHye HE TPOBOAWTH aHaNI3 LEepeOpOCIiHAIBLHOI PIAUHU, SKIIO
KpUTepii AiarHO3y MIiATBEPHKEHI.
e Amnani3 LICP nmoBuHeH OyTu BUKOHAaHUW A7 BHKIIIOUEHHS IHIIUX JiarHO3iB abo ams
nigreeppkeHnst X311 B HACTYMHUX CUTYyAIIsX:
o [Ilamient Biamoinae kpurepism MoxauBoi X3/I1, a ne X311
o Y BUMNAAKy rocTporo abo MmiArOCTPOro movyaTky
o Slkmo 3amigo3peHa abo MoXIIMBA iH(EKIiHa 200 OHKOJIOTIYHA €T10JI0Tis
o Iligumenns Ouiky y LCP mnoBuHHO OyTH OLIHEHO 3 OOEPEXKHICTIO MpPH
HasBHOCTI Jiabery
o BpaxoByroun Bumii nokasHuku piBHa Oi1ky L[CP y mrozmeit crapme 50 pokis B
HOpMi, MOTPIOHO MAaTH BHIIMH TMOKAa3HUK pIBHA OUIKY Ul MiATBEpPKEHHS
niarnosy X3/II1; Hapa3i BiICyTHi1 AOCTIMIKEHHS, [0 BCTAHOBIIOIOTH TOYHI MEXI1
IMOKa3HUKA.

Mipxyeanus, wo niompumyroms Hanesicny npakmuuny oyinky (niompumyroua ingpopmayis)
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Pestome oOoxazosocmi: Byno BCTaHOBIEHO 42 KOTOPTHUX KIIHIYHHUX AOCTIIKEHB, 9 Oyro
BKJIFOUEHO JIJISl OTPUMAaHHS JaHuX Ta aHamizy. binok y [{CP 3aBxau € MiBUIIICHAM Y MMAIlI€HTIB 3
X3AIT (ayrnusicts 42%-77%), ane 6e3 Bimomoi cnenudianocTi s BigokpemueHHs X311 Bin
mimikpii X3AIT [7,47]. Ipu #imosipuiin X311 3 HexapakTepHUM MpPOSBOM a00 MPH HASIBHOCTI
CHCTEMHHUX CHMIITOMIB/O3HaK peKOMeH0BaHO mpoBecTu aHami3 LICP s BUKIIOYEHHS iHIIOT
MIPUYMHY, TaKoi K iH(pekiss abo onkosoris [129]. [IpucyTHiii pU3UK MOMUJIKOBOTO JiarHO3y Y
BHITAJIKy TUIbKM HasBHOCTI minBuieHoro Oinky y IICP Tta HeBiAMOBiGHOCTI KpuUTEpisM
enekrpomiarHoctuku [11]. HeBu3naueHa crenudigHiCTh HOBHX BCTAHOBIICHHMX ITIIBHINECHUX
HOpPMATHBIB TPAaHWYHHX MOKa3HUKIB piBHA Oitky y LICP musa mioneit crapmoro Biky (>0,6 /1
crapmie 50 pokiB) [130]. Liberatore at al. [131] BcTaHOBWIH, 110, BAKOPUCTOBYIOYH T'PAHUYHI
noka3Huk# 2 0,5 r/n g nanienTtiB Mosoanie 50 pokis ta >0,6 v/ s namienTiB 0ing 60 pokis,
YyTIAUBICTh Moka3zHuka mniasuiieHoro Ouika B LICP cknamae 68%. IaTepnperaris piBHsa OUIKa B
LCP y niteit € KOMIIJIEKCHOIO, BIACYTHI BaJllJOBaHI HOPMaTUBHI MOKAa3HUKH JJISl PI3HUX BIKOBHX
KaTeropii.

Payionanvnicme: Hezanexune miarHoctuyHe 3HaueHHs aHanizy [[CP 3anummaerbcst He
BcTaHoBJIeHUM. [Ipu HOpmanbHOMY piBHI Ou1ka y LICP Mo)ke BUHUKHYTH HENOTPIOHUN CYMHIB Y
JiarHo3i. Y JesKUX BHUIAJIKaX, KOJH KIIHIYHA JIarHOCTHKA 1 e1eKTPo(i310J0TIuHI JIarHOCTUYHI
pe3yNbTaTH MOBHICTIO HE MIATBEPIKYIOTH H1arHo3, ananiz LICP moske miagTBepauT aiarnos abo
BUKIIIOUMTH albTepHaTuBHI AlarHo3u. Uyrnusicts L{CP npu X3/II1 BapiaHTax HE BCTaHOBJIEHA.
Mosxe OyTH JOUUTBHUM TPOBEICHHS PO3IIHPEHUX €JIEKTPOJIarHOCTUYHUX TECTIB Mepen
MPUMHATTSIM pIILIEHHS TPOBEIEHHS JTIOMOANbHOT MyHKIIII.

(r) biomicis HepBa
Hanexna npaktruna nopana

PobGoua rpyna pexomeHaye HE TPOBOAUTH OIONCII0 HEpBAa y PYTHHHIA TPAKTHIN IS
niarHoctuku X3/I11, 3a BUKITIOUCHHSIM crielIIHUX CHUTYaIlli:

e V pumankax, komu X3II mimo3proeTbes, ane He Moke OyTH MIATBEP/KEHA TaHUMU
KIJIIHIYHHUX, JJAOOPATOPHUX, Bi3yali3allifHUX Ta eIeKTPOQi310IOTTIHUX TOCTIIKEHbD.

e VY Bumnajakax, Koy migo3proerbes X3/, ane BincyTHiN a00 HasABHUM JyKe HE3HAUYHUN
pe3ynbTaT BiJl JIKyBaHHS, KOJIU MOXXE PO3IIISIaTHCh alIbTEPHATHUBHUI J1arHO3 y TaKUX
BHUINAJKaX, K AeMieNiHi3ytoue 3axBoproBanHs [llapko-Mapi-Tyra, aminoinos, capkoinos,
a0o0 myxJimHa 000JIOHKU HepBa/HepodiopomaTos.

e biorncis HepBa MOBUHHA PO3IJIAIATUCH TUIBKU B HACTYITHUX BUIIAIKaX!

o JoctynHi HaBYeHi (HEHpoO)Xipypru, HEHpPO-NMATOJOrOAHATOMH Ta JOCBITYCHE
BIIIUJICHHS 11aTOJIOr0OaHATOMIYHOT TabopaTopii

o CuMNOTOMH HACTUIBKM BaXKi, 100 BHUMpaBIaTH TMOTEHIIHHY CMEPTHICTH,
acoliifoBany 3 0iorciero HepBa

o Hwu3sbka TOYHICTH TECTY MOBHICTIO 3pO3yMiia MaliIEHTOM Iepe]l MoYaTKoM Olorcii

e biorncis HepBa OepeThCsl B HACTYITHUX BHUIMAJIKAX !

o IloBuHeH OyTH HOTpUMAaHUN MOTOYHHMI KOHCEHCYC €KCIIEePTiB MO MiHIMAaTbHUM
CTaHJapTaM Jyis POBEACHHS Ta OIiHKH Giomcii HepBa [132]
o HaiiGu1pm yacTo MpoBOJATH OIONCiIO0 JTUTKOBOIO ab0 MajJOrOMUIKOBOTO HEpBIB,
asie OUIbII KOpUCHY iH(opMaIllito 1ae Oiorcis KIIHIYHO MOIIKOIKEHOT0 HEpBa
o ®axkropu, 1110 MOXKJIHUBO JoMoMararTh B aiarHoctuili X3/1I1:
= IloraHo MmieniHI30BaH1 aKCOHU Ta MaJi HUOYIMHONOAIOH] yTBOpeHHs [133]
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= [lorano wmiemini3oBaHi a0o JeMieNiHI30BaHI NUISHKH MDK IEpexBaTaMH
PanB'e B nocnimkyBaHux BOJIOKHAX [ 134]

= IlepeBackynsipHi kinacrepu Mmakpodaris [135]

= JIomOMDKHI O3HAaKH JeMiediHi3amii 3a JaHUMHU ENEKTPOHHOI MIKpOCKOIIIi

[136]
Mipxyesanns, wo niompumyroms Hanedcny npakxmuuny oyinky (niompumyroua inghopmayis)

Pestome ooxazosocmi: Jlani 3 26 nochipkeHb OynM OTpUMaHi Ta MpoaHATI30BaHI JUIs
imenTUdiKamii OLIHKKA HEYCHIIHUX OIOINCiii HEepBiB UIs NOCATHEHHS KOHCEHCycy. Jlexinmbka
JOCIIDKEHb CIIPOOYBa BUSHAYUTH TOYHICTH OIOTICIT HEPBIB B mocTaHOBII aiarHo3y X3/1I1, ame
BapiabeIbHICTh pe3yNibTaTiB Oylia JOCTATHRO BHUCOKA, IO YHEMOXKIUBUIO 3pOOHUTH BHUCHOBKHU
BHACJIOK BUKOPHUCTAHHS LIMPOKOTO CHEKTPY OI[IHOK. HaBiTh mpu BHKOpPHUCTaHHI OJHAaKOBHX
napaMeTpiB IPUCYTHIH BUCOKUH PIBEHb M€TEPOr€HHOCT] YYTJIMBOCTI B MOUIYKY MPONOHOBAHOTO
niarHozy X3/II, mo Moxke OyTu pe3yabTaToM  CyO’€KTHBHOCTI OLIHKM Olomcii, dYacy
MpoBe/ieHHsT Olomncii y BIJHOWIEHHI JO MEepioy 3axBOPIOBaHHS Ta HAsABHOCTI CYMYTHIX
3axBoproBaHb [137]. Jlekuibka JOCIIKEHb MPOBOIWINA OLIHKY KIIHIYHHUX PE3yJbTaTiB, KOJIU
JIIKYBaHHS PO3MOYMHAJIOCH Micas mpoBeneHHs Oioncii. KiiHiYHMIA pe3ynpTaT y HAIlEHTIB 3
nigo3proBaHoro X3/II1, mposikoBaHUX IMYHOMOJIYJTIOIOUMMHU areHTaMH, NpU3HAUYEHUMU IICIIs
MIATBEPKCHHS JiarHo3y Oioriciero, OyB ycmimuanii [137-139]. Ognak, HemocTaTHS KUTBKICTh
0ci0 KOHTPOJIbHOI Tpynmu HE JalTh MOXJIMBOCTI BUKOPUCTAaTH OTPHUMaH1 JaHl Uil aHalizy.
OckuTbKM 3HaxiKM O10TICii HEPBIB MOXKYTh 3aJaTH HAMpPsIMOK TU(EpeHLIHHOro AiarHo3y abo
BCTAQHOBJICHHS IHILIOTO JiarHo3y, OI0ICIisS MOX€E BPATYBAaTH Malll€eHTa BiJ YCKJIaJHEHb IMYHHOT
Tepamii Ta TPU3HAYWTH KOPEKTHE JIIKyBaHHs. biomcis HepBy Mae HHU3BbKY 4YYTIUBICTH Ta
cnerudiuHiCTh, il BHECOK B TOCTAHOBKY J11arHO3Y OOMEKEHUM TOUYHICTIO.

Payionanvricms: TlonoxeHHss mpo OIONCII0 HepBa HaMpaBlieHe Ha 3MEHIINEHHS KUTbKOCTI
MpOBEACHHS HemoTpiOHMX Olomcit it migosproBanoi X3/II1, BpaxoByrO4YHM HU3BKY
JIarHOCTUYHY TOYHICTh Ta IHBA3WBHICTH MpolieaypH. Poboua rpyma ovikye, Mo TUTbKA HEBEJIUKa
KUIBKICTh 00epeXHO oOpaHuX O10TCid HepBa MPHU3BEAC J0 BCTAHOBICHHS OUIBIII TOYHOTO
niarHo3y X3/III Ta 3MEHIIMTH BIPOTIMHICTH TMOMMJIKH J1arHO3y, OCOOJWBO Yy HE3BHYAHHUX
BHIAJKaX, KOJU BCl 1HII JOCTIKEHHS HE JaJIM pe3yibTaTiB, BKIIOYAIOYM MAIli€HTIB, SKUM
BucTaBieHul miarno3 X3/II1, anme BincyTHiM pe3ynbTaT y JiKyBaHHI. bioIicis JUTKOBOro HepBa
aCOIIIOETHCA 3 OHIMIHHAM AUISHKH BTpydaHHs [140-142]. Iumi yckiIagHEHHS BKJIIOYAIOTh
roctpuid Outh [143], xpoHiunuii Oune [142], ammogunito [144], muzecresito [145], dopmyBanHs
HeBpuHOMH [ 143], iHdexmiro panu [144].

1.4. KpuTepii st iMyHOJIOTIYHOT 11arHOCTUKHU
TectyBaHHS MOHOKJIOHAJILHOT raMManarii
Hanexxna npakTuyHa nopana

e PoOoua rpynma pekOMeHIye TECTYBaHHS CHPOBAaTKHM Ha MOHOKJIOHAQJIBHI NpPOTEiHH Yy
JOPOCIIMX MAaIEHTIB 3 KIIHIUYHO Mifgo3proBaHoro X3/1I1

e TecTyBaHHS NOBUHHO BKJIIOYATH €l1EeKTpodope3 OUIKIB CUPOBATKU 3 iIMyHO(DiKcalito (A7
NIZIBUIIEHHS ~ YYTJIMBOCTI BCTAHOBJIEHHS B@XKJIMBHUX HU3bKOPIBHEBUX MapanpoTEiHiB,
BCTaHOBJICHH KJIaCy MapanpoTeiHiB Ta JIETKUX JAHLIOTIB), TOYKOBY IMyHO(IKCALIIO JUIS
Jerkux jaHuoriB (Outok benc-J/[xoHc). BumipioBaHHs CHpOBATKOBUX BUIBHUX JIETKUX
JIAHIIIOTIB MO’KE€ BCTAHOBUTH MATOJIOTIO, IO 1HAKIIE HE BU3HAYAEThCA. 3aHOTYHTE, IO
BAXUIMBI MOHOKJIOHAJIBHI MPOTEIHM MOXYTh HNPOJOBXKYBAaTM MaTH HOpPMAalbHE
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BHUMIPIOBAHHS JIETKOTO JIAHIIOTY Ta BIJHOIICHHS NPH aHai3i CHUPOBATKOBUX BUIBHUX
JETKUX JIAHIIOTIB. SIKIIO BCTAHOBJIEHA TraMMariaTis, Moxke OyTH MOTpiOHE MoJablIe
00CTe)XCHHSI Ta TOBUHHA OyTH TIPOBEICHA IreéMAaTOJIOTIYHO-OHKOJIOTIYHA KOHCYIbTAIIis.

e V mamientiB 3 aucranbHoro X3/II1, skuo He Bu3Ha4YaroThest [gM mapanporeinu abo He
BHU3Ha4YarOThcs aHTH-MAI aHTUTINA, MOBUHEH OyTH NMPOBEJICHUN TTOBTOPHHMA aHAI3.

e TecryBaHHs PIBHS CYJAMHHOTO CHIOTETIALHOTO (DaKTOPY POCTY B CHPOBATII IMOKA3aHO
MaIieATaM 3 JUCTAIHHOI Ta 00160BOK0 hopmoro X311, y skux 3HaieHi JaMOaa JerKi
nanmtoru IgA Ta IgG mapanpoteinu, konu nigo3proerscst POEMS cunzpom.

Mipxyesanns, wo niompumyroms Hanedcry npakxmuuny oyinky (niompumyroua inghopmayis)

Peszome ookazosocmi: Iani 3 35 obOcepBamifHUX MOCTIIKEHb, IO OIIHIOBAJIU HASBHICTH Ta
BAYKJIMBICTh MOHOKJIOHAJIbHUX MPOTEIHIB Ta aHTU-MAI aHTUTLI, OynM BUAUIEHI Ta MiICYMOBaHI1
y Tabnmuix qokasoBocti. Hespomnartii 3 MGUS MoxyTh Bectu cebe sik Tunosa X3/II1 [146-148].
OnHak, MOHOKJIOHQJIbHI TaMMariatii MOXKYTh acOI[IFOBaTUCh 3 HEBPOMATISIMH, MOMIOHUMHU [0
X311, takumu sk antu-MATD IgM uepomnatismu [37, 149], POEMS cunapomom [150-152],
MHOKHHHOIO MieJloMoro a60 AL- aminoimo3om [151].

Payionanvnicms: Y mamientiB 3 mimo3poto Ha X3/[I[I Ta MOHOKIOHAIBHOK TamMMaIaTielo
KOpPEKTHa JlarHOCTHKa 000X HEBPOJIOTIYHHMX Ta OHKOJIOTITYHHUX CTAaHIB Ma€ IMepLIoueproe
3HAYeHHS, TOMY [0 IPU3BOJUTH JI0 BUOOPY MEHEKMEHTY Ta JiKyBaHHS. OOTSDKEHHS MallieHTa
€ He3HauyHuM. JlaH1 TOCTIKEHHS € MaJIOBAPTICHUMHU 1 IOCTYIHI y OUTBIIOCTI JIIKAPEHb.

TecTyBaHHS aHTUTLT
Hanexna npaktruyna nopana

e Pob6oya rpyma MpOMOHYE PpO3TISHYTH TPOBEIACHHS TECTyBaHHS HOIYISPHHUX Ta
MapaHOAYJISIPHUX aHTUTLI y BCIX MaIli€HTIB 3 migo3poro Ha X3/II1:

o Ko tecTyBaHHS HOAYISIPHUX Ta MapaHoayaspHuX aHTUTLT (anti-NF155, anti-
CNTN1, anti-Casprl) Ta moxmmBo anti-NF140/186 mocrymue i BiamoBimae
CTaHJIapTaM SKOCTI.

o TecTyBaHHA HOIYJISIPHUX Ta MAPAHOLYISIPHUX AHTUTUT PEKOMEHJOBAHO MpH
X311 B HaCTYIMHUX CUTYAIlIsAX:

* Pe3ucTteHTHICTP [0 CTaHIAPTHOI Tepamii 3 BHYTPILIHBOBEHHUMU
IMYHOTJIOOYJIIHAMH Ta KOPTHKOCTEPOinaMu

= Toctpuii abo migrocTpuii MO4YaToK, MomepeaHii niarno3 cuaapomy ['iena-
Bappe a6o roctpoi X3/1I1

* HwusbkowacToTHHII  TpeMop, aTakcii, JUCHPONOPIiHA  CTYHEHIO
MOIIKO/HKEHHS YyTJIMBOCTI, a00 1HIII MO30YKOBI O3HaKH, ab0 AucTaabHa
CI1a0KiCTh

= [lopymeHHs quxaHHs Ta 3a1y4eHHS YEPerHO-MO3KOBUX HEPBIB

= AcouiifoBanuii HeppOTUUHUN CUHIPOM

= Jlyxe Bucokuii pisens 6iika y LICP

e Po0ouya rpyna pekoMeH]lye BUKOPUCTOBYBAaTH TECTYBaHHS Ha HOJAJIbHI Ta MapaHOJalbH1
aHTHTLNA:

o KuituHo-6a3ucHuii  aHami3, BUKOPUCTOBYIOUM BEKTOp €KCHpecii ccaBLiB
konyBaHHs smoguHu NF155, CNTNI1, NF186/NF140 Ta Casprl. Bekrtopu
eKcrpecii HOBHHHI 3a1100iraTi BUKOPUCTAHHIO Oy/b-SKOTr0 MPOTEIHOBOTO TEry Ha
cropoHi N-TepMmiHaii, Oyab-SKOro MpPOTEiHOBOro Tery Ha cropoHi C-tepMiHani
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mis CNTN1 ta BukopucranHs B 3aranbHoMy GFP-mosnaueHux BekTOpiB
eKcrpeci.

o IlinTBepmkyrounii Tect 3 ELISA (BUKOPUCTOBYIOUH JIOACHKHN PEKOMOIHAHTHUN
npoTteiH) abo iMyHoricToXiMiyHMKA TecT HepBa. [lopsaok aHami3iB MOXKHA
3MiHIOBaTH. HarosernimBo peKoMEeHJOBAaHO JOAABAaHHS TOJATKOBHUX TECTIB IO
OPOTOKOy y BHUNAQAKAaX HU3BKUX TUTPIB CHUPOBAaTKM ab0 CyMHIBHOTO
3adgapOOBYBaHHS MPHU aHAJI31 HA KIIITUHHIA OCHOBI IS 3aI00IraHHS TTOMHJIKOBO
MO3UTHBHUX PE3YIIbTATIB.

e Po0oua rpyma pekoMeHAye IMPOBEACHHS TECTyBaHHS Ha aHTH-MAI aHTHTIIA y BCIX
namiearis 3 IgM mapamnporeinamu, mo marTh kputepii X311 (ocobGmmBo aucTambHOT
X31I1), Tomy mo Bucokuid TuTp aHTU-MAI anTutin (>7000 Buhlmann omuauUIb
tutpyBanHs, BOT [153]) gitko Bka3zye Ha Bigminuuii Bin X311 miarnos.

e PoOoua rpyna pexomenaye aiis antu-MAI TecTyBaHHS:

o Buhlmann tect ELISA a6o

o JloxanbHo BamigoBanuii ELISA, BectepH-610T a00 IMyHOTICTOXIMIUHUN aHAII3.

Mipkysannus, wo niompumyroms Hanexxcny npakmuuny oyinky (niompumyioua inghopmayis)

Peztome ookazosocmi: Jlani 3 16 KOTOPTHUX JOCIHIKEHB, IO OI[IHIOBAJIA HAIBHICTh HOJAIbHUX-
napaHojaibHUX Ta aHTU-MAI aHTUTLI, OynaM BHIIydeHI Ta mpoaHaiizoBaHi. JliarHocThuHa
KOpHCTh BuTIsiAae cuinbHOIO i anti-NF155, anti-CNTN1 1gG [67,69,72] ta anti-Casprl 1gG
[73-75]. Binbmie mokasiB motpioHo mist anti-NF155 IgM [154], anTtu-nomansroro NF140/186
IgG [76, 77] Ta anTi-MAI' 6e3 HasiBHOCTI mapanpoTteiny [155]. Jdnsa ayroantutit 1o CNTNI1 ta
NF155 nmoctymHi perutikamiiiHi JOCHIDKEHHS Ta CHUCTeMaTwdHi orsiau [156] 3 gitkumu
3B’SI3KaMU 10 KJIIHIYHO 3HAYUMHUX O3HAK Ta BHUCOKOIO JIarHOCTUYHOIO crnernudignicTio. JIist
aatutin o Casprl, HomambHOrO-NF Ta MAI Oynm omyOsikoBaHI TUIBKM Maje€HBKI cepil
BHUMNAAKIB a00 HeodiriitHi Bumaaku. Jloka3, 0 BUSIBICHHS aHTUTLT MOXKE OyTH MiJACTaBOIO IS
JIKYBaHHS, 3QJIMIIAEThCI HeoQiiiHuM. € JeKiTbKa MOBIIOMJICHH MPO BUMAIAKKA Ta cepii
BHIA/IKIB, aCOI[IHOBAaHUX 3 BHU3HAUCHHSM HOJAIBHHUX-TTAPAHOJAIBHUX aHTUTLI, 0COOIMBO anti-
NF155 Ta anti-CNTN1 3 He3a0BUIHPHOIO BIAMOBIAAI Ha 3BUYAMHE JIKyBaHHS [66, 156]. €
HeoDIIHHUKN JOKa3, 110 111 MaIiEHTH MOXYTh J00pe pearyBatu Ha puTykcumao [80, 157]. Xoua
JI0Ka3 CaOKHil 13-3a MaJioi KUTBKOCTI MAIli€HTIB, BIAMOBIIbL HAa PUTYKCHMMaO Oyina MOBTOpPEHA B
HE3JIC)KHIA KOTOPTI Ta BeMYMHA eeKTy Oyia aye 3HAYHOI, MOHAWMEHIIEe IS MArPyIu B
i KOTOPTI MaIli€HTIB.

Payionanvricms: JlocnimpkeHHS HOAATbHUX-TIAPAHOAATLHUX a00 aHTU-MAI' aHTUTIT TOBUHHO
OyTH MPOBEACHO Yy Malli€HTIB, K1 BianoBinatoTs kputepiasm X311 (6mok-cxema 1) Ta Ko BOHU
HE pearyroTh Ha 3acTocyBaHHs Aoka3aHoi epexTuBHOI Tepamii ansa X3AI1. Autu-MAI anTutina
€ BOXJIMBUMH, SKIIO acOIIOIThC 3 GeHorurnom auctanbHoi X311 ta IgM mapamporeinamu.
TecryBaHHS aHTUTLT Mae HHU3bKY BapTICThb Ta TapHUW pe3yibTaT, L0 CYTTEBO BIUIMBAE Ha
JIarHOCTUKY Ta JiKyBaHHA. JlocTym [0 TecTyBaHHsS AaHTUTLUI BHMAarae CreniaiizoBaHuX
nabopaTopHUX MpOLEayp, IO MIUPOKO HE JOCTYNHI y CBITI Ta NMOBMHHA OYyTH MpoOBeleHA
MDbKIIa0opaTopHa Badigallis Ta cTaHAapTU3allis JaHuX. HaBaHTa)keHHS Ha MallieHTa He3HAYHE.

1.5. PexomenpnoBaHna ctpareris giarnoctuku X311

X311 moBHMHHO PO3MIAAATUCH y OyIb-SKHUX MAIIEHTIB 3 MPOrPECyOY0I0 CHUMETPUYHOI0 abo
MYJIbTH(OKATBHOIO MOJIPAUKYIOHEBPONATIEIO, Y SKUX KIIHIYHUNA 1epelir Mae peruIuByrounit
abo mporpecyrounii xapakrep OibIiIe 8§ THXKHIB, 0COOIMBO MPU HASIBHOCTI YYTJIMBUX CUMIITOMIB,
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MIPOKCUMAIIbHOT clIabKOCTI, apediekcii 6e3 arpodii abo mepeBakarodoi BTpaTu BiOpariitHoi ab6o
M’s130BO-CYTI000BOiT 4yTIMBOCTI (Os10k-cxema 1 Ta 2, Tabmuis 6). Enekrpodizionoriyni rectu €
000B’3KOBUMH; HaWOLIBII 3HAYMMI O3HAKH, IO BiANOBinatoTh niarno3y X311, npencrasieHi B
Tabmuui 1-3 Ta Omox-cxemi 1. UyTnMBicTH €NEKTPOMIAarHOCTHYHUX KPUTEPIiB Ui PYyXOBHX
HEpBiB MOke OyTu 30UIbIIICHA IPU JOCHIIPKEHH] OUTbIIIE YOTUPHOX HEPBIB Ta MPH J10JIaBaHHI B
TECTYBaHHs CTHMYIIALIi MPOKCHUMAaJIbHHUX BIIJUTIB HAa BEpPXHIX KIHIIBKax. SIKII0 Ha MOYATKY
€JIEKTPOIIarHOCTHYHI KPUTEPil HE MiATBEPMIUCH, TOTPIOHO MPOBECTH MOBTOPHE JOCIIHKEHHSI.
[MinTpumytoui KkpuTepii MOXyTh OyTH BUKOPHUCTaHI Juisi migTBepkeHHs miarHozy X3IT y
MAIIEHTIB 3 MOXJIMBUM JIIarHO30M, IO TPYHTYETHCS Ha KIHIYHMX Ta €JIEKTPOJiarHOCTUYHUX
kpurepisx. Jocnimxenns LICP, Y3]1 npokcuManbHOTO CETMEHTY CEPEIMHHOTO HEepBa, NIMIHUX
CHIHAJIILHUX KOPIHIIIB Ta TUIEYOBOTO cIuieTeHHs a0o MPT criHaapHUX KOPIHIIIB, MJICYOBOTO Ta
MONIEPEKOBOT0 CIUIETEHHS Ta CHpoOa JIIKyBaHHS IMYHOTEpami€lo 3 00 €KTUBHOIO OI[IHKOIO
KIHIIEBUX TOYOK MOXE JOTIOMOTTH B TOCTAHOBIN JiarHo3y. biomcis guTkoBoro HepBa ado B
NeSIKUX BUIMAJKaX - MaJIOTOMUIKOBOTO HEpBa MOXKE 3a0€3MeUYMTH JONOMOTY B IMIATBEPIKEHHI
niarno3y X3II, ane mo3uTHBHI 3HAXIJKU HE € CHEUM(IUHUMHU, a HEraTHBHI HE BUKJIIOYAIOThH
niarHo3. TecTyBaHHS Ha MOHOKJIOHAJbHY TraMMamnaTiil0o MOBHUHHO OYTH HPOBEIEHO BCIM
namieHTaM 3 aiargosoM MoskiauBa X3/II1. Skmo BusHauaetbest IgM mapanpotein, antu-MAID
aHTUTLIa MOBHHHI Oyt mnepeBipeHl. Koim mnpucyrtHi crnenuiyHi KIiHIYHI O3HAaKH, TO
TECTYBaHHsS HOJAIbHUX-TIAPAHONAIBHUX aHTUTUT MOXe OYyTH NpU3HAYeHE IS JIarHOCTHKH
ayToIMyHHUX HeBpomaTiii (Onok-cxema 1). IcHye nume HH3bKa JOCTOBIPHICTH BCIX ITUX
pexomenaanid. OckUIbKM 1HIII cTaHM MOXyTh iMityBath X3/III, moBuHHa OyTH mpoBeneHa
JIarHOCTHKA IHIIMX MOKJIUBUX XBOpoO (Tabmuusg 4 Ta 5, Omok-cxema 2). JliarHocTHMYHa
kareropu3zanis s Turnmooi X3/II1 ta Bapiantie X3/I1 okpeciena 000B’I3KOBUMHU KITHIYHUMU
Ta €JEKTPOAIarHOCTUYHUMH KpUTEPLIMM, Ta SKIIO 1€ Ja€ 3MOTY BHMCTaBUTH JIMILIE I1arHO3
MoxuBoi X3/I1, Toai moTpiOHO MaTH JBa TOAATKOBUX MIATPUMYIOUUX KpHUTEpis (OJ0K-cxema
1, TabGmurs 6).

TABJIAIIA 4 Tugpepenuiiinuii diaznos (0us bnok-cxemy 2)*

Tunosa X311
e AL-aminoino3, ATTRv nmoniHeBponatist
e XpoHIYHA aTakTUYHA HeBpomaria odrampMoruieris  M-mpoTeiH  ariIrTHHYHOYI
nizianosin antutina (CANOMAD)
Cunnpowm l'iena-bappe
[TeuinkoBa HEBpoMATIs
BlJI-acomifioBana HeBpomaTis
MHoXHHHa MieToMa
OcTeockiiepoTUYHa MieJoMa
POEMS cunapom
YpemiuHa HeBpoOmaTis
Hediuur Biraminy Bl2 — daktuunuii a6o GyHKIIMHUE (HAOpUKIAL, OTPYEHHS
OKCHJIOM a30TY)

Huctanbaa X311
e AnTU-MAI IgM HeBponaris
e JliabGeTnuHa HEBpoOMATIs
e (CmnankoBa HeBponaTis (CMTI1, CMTX1, CMT4, meraxpoMaTH4Ha JEUKOIUCTPOdis,
xBopoba Pedcyma, anpenomienonesponaris, ATTRv nosiHeBponaris)
e POEMS cungpom
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BackynitHa HeBpomaTis

Mynbtudoxansna ta ¢poxansHa X311

e JliabeTnuHa paauKyJIONATisA/TIIICKCOATIS
MexaHiuHa HEBpOMATIs

e (CnaxkoBa HEBPOIIATIS 31 CXHIIBHICTIO 110 mapaiivy Bin Tucky (HNPP)

e MynbsTH(OKaTHEHa MOTOpHA HeBpomnaTist (MMN)

e Heppauriuna amioTpodis

o I[lyxnuau mnepudepiiHMX HepBiB (Taki AK JiM¢poMa, MEPUHEBPUHOMA, IIBAHOMA,
Herpodiopoma)

e BackyiTHa HeBpomnaris (MHOKMHHA MOHOHEBPOTIATIsT)

Motopna X311

e (CrnagkoBa MOTOpHA HEBpomaris (Taka K AMCTalbHA CIAJKOBAa MOTOpPHA HEBPOIATIS,
CHiHaJIbHa-M’s130Ba aTpodis, noppupis)
3ananpHa Miomnaris
XBopoba pyxoBoro HelpoHa

e XBopoOHM HEPBOBO-M S30BO1 Nepeadi (Taki K MiacTeHid, cunapoM Jlambepra-IToHa)

Cencopna X311

e Mo3ouKoBa aTakcis, HeBpomnarisi, BecTuOynspaa apeduekcis cuaapom (CANVAS)

e XpoHiyHa iMyHHA ceHcopHa mosipaaukyomnaris (XICIT)

e VYpaxeHHS 3aJAHbOrO0 cToBHa (Taki SIK CHUQUIIC, MapaHEONJAaCTUUYHUN CHHIPOM,
HEJIOCTaTHICTh Mii, nedinuT Bitaminy B12)
CnasikoBa CEHCOpHA HEBpOMaTis
IniomatuyHa ceHcopHa HEBPOIIATIs

e TokcuuHi HeBponaTii (Taki K Mmicys XiMioTeparnii Ta nepeao3yBaHHs BitaMiny B6)

a — nudepeHiiHnA 1iarH03 BKIIIOYAE BC1 MepepaxoBaHi, ajie He 00OMEKYEThCSI HUMU.

TABJIHIIA 5. /locnioycennsn, aKki He0OXIOHO po32naHymu

JocmimkenHs 000B’13k0B0 HeoOXiaH1 mpu TunoBid X3/II1 Ta npu BapianTax X311

EnekrpoiarHocTuka, o BKIFOYAE TOCTIHKEHHS MOTOPHOI Ta CEHCOPHOT MPOBITHOCTI
BuzHaueHHs MOHOKJIOHAJIBHUX MTPOTETHIB B CHPOBATII Ta C€4Yi METOJAOM iMyHOdIKcarlii
PiBeHb Ti110K03U HaTIIIE

3aranbpHUM aHai3 KPOBi

DyYHKIIII HUPOK

OyHKIIIS TeYiHKA

JlocmikeHHs, sIKi HEOOX1THO IMTPOBECTH IPH HASIBHOCTI MIOKa3aHb

V3/1 n1e4oBOro CIUIETeHHs Ta LIMHHUX HEPBOBUX KOPIHIIB Y JOPOCIIUX HAIIEHTIB
MPT munitHEX Ta MONEPEKOBO-KPMYKOBUX HEPBOBHUX KOPIHIIB Y JJOPOCIUX MALlIEHTIB
JlocmipkeHHs 11epeOpOoCHiHAIBHOT PIJMHH, BKIIOYAaOUH KIIITHHHU 1 O110K

bioncis HepBy

I'miko3unwoBanuii remorio6in (HbAlc)

Cepomnoriune nociipkenHs Ha Borrelia burgdorferi

C-peakTuBHUII OiTOK

Antunykieapsi anturina (ANA)

BIJI cepomnoris
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CupoBatkoBuii egoTenianpauii pakrop pocry cyaut (VEGF)
Antu-MAI antuTina (konu npucytHst IgM MOHOKIOHAIbHA TaMMararis)
AHTHTIIA IO HOJAIBHOTO-IAPAHOJAIBHOTO OUIKY

Ormnsiz KicTok

Pentren opratiB rpyHo1 KIITKH

I'eneTnuHe TeCTyBaHHS Ha CIIaKOBI HEUpOMATii

JlonaTKoBi TOCIiIKEHHS, KO Moka3aHi mpu Bapiantax X3AI1:
Hucranpaa X311
e AnTU-MALI anTHTING, KOJMM TPUCYTHS [gM MOHOKIIOHAIPHA TaMMarnaTist

Mynbtudoxansna ta poxansHa X311

e [IIOE
e AntunykieapHi aHtutuia (ANA) Ta aHTHHEHTPO(UIbHI IUTOIMJIA3MaTUYHI aHTUTLIA
(ANCA)

e Antu-GMI IgM antuTiia

Motopna X3II
e PiBeHb KpeaTHHKIHA3U
e bioncis M’s3y
e Jlochi/pkeHHST HEPBOBO-M’s130BOi Iepenayi (pUTMIYHA CTUMYJSIIS, aHTUTLIA [0
aleTUIXOMIHOBUX perenTtopiB, MuSK abo mnpecHHanTUYHUX BOJBTAXK-3AJIEKHUX
KaJIBITIEBUX KAHAIB)

Cencopna X311
e IgM mapampoteiHemiuHa HeBpomaTisi 3 aHTU-MAI  anturimamu  (aHTH-MAI
HEBpOTATis)
AHTUTaHTTIO3WUH] aHTATLIA
Biramin B12 Ta B6
CKpHHIHT Ha MapaHeoIIaCTUYHI aHTUTIIa
Comaro-ceHCOpHI BUKITMKAaH1 TOTEHITIAIH, KO AOCIIPKEHHS HEPBOBOi ITPOBIAHOCTI B
HOpMI

TABJIHIIA 6 /liacnocmuuni kamezopii (Ous. baok-cxemy 1)

Tunosa X311
Tunosa X3/I11
e KuniHiuHiI KpuTepii + KpuTepii MOPYIICHHS MPOBEIEHHS B JBOX MOTOPHUX HEpBax +
MOPYILIEHHS TPOBEICHHS! CECHCOPHUMH HEepBaMH; abo
e Moxnusa TunoBa X3/ + aBa 101aTKOBUX MIATPUMYIOUHX KPUTEPIl

MosxnuBa tunoBa X311

e KuniHiuHiI KpuTepii + Kputepii MOPYIICHHS MPOBEIECHHS OJHUM MOTOPHHUM HEPBOM +
MOPYIIEHHS IPOBEACHHS JABOMa CEHCOPHUMU HEpBaMH; abo

e KiiHiyHI KpuTepii + MOpPYLIEHHS MPOBEACHHS MOTOPHUMH HEpBaMHU, WI0 HE
BiAnoBigaoTh kpurepisim X3/[I1 B ogHOMY HepBi + MOpYILIEHHS HMPOBEAEHHS IBOMA
CEHCOPHUMH HepBaMHU + 00’€KTHBHA BIANOBIJIb HA JIKYBaHHS + OJMH MIATPUMYIOUUI
KpHUTepiii

Hucrtanbaa X311
Jucranpaa X311
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e KiiHiyHiI KpUTepii + MOpYIICHHS HPOBEACHHS JBOMa MOTOPHMMH HEpPBAaMHU BEPXHIX
KIHI[IBOK + MOPYILIEHHS MPOBEICHHS JBOMa CECHCOPHUMH HEpBaMHU; a00
e MosknuBa nucranbHa X3/II1 + monaiiMenie qBa migTpuMy0di KpuTepii

MoxnuBa auctranbna X311

e KiiHiyHi KpuTepii + KpuTepii MOPYIICHHS HPOBEIEHHS OIHUM MOTOPHHM HEPBOM
BEPXHBOI KIHI[IBKM + TOPYIICHHS IPOBEICHHS OJHAM CEHCOPHUM HEPBOM; ab0

e KiiHiyHI KpuTepii + MOpPYIIECHHS NMPOBEICHHA TUIBKH JBOMa MOTOPHHMH HEpBaMHU
HIDKHIX KIHIIBOK + MOPYIICHHS MPOBEAEHHS JBOMAa CEHCOPHMMH HEpBaMH (IiarHO3
TUTbKH MOXunBa quctanbHa X311, sxa He MoXxe OyTH MiIBUIICHUN MIATPUMYIOUNMH
KPHUTEPIsIMH)

MynbsTrdoxanbHa ado poxansHa X3AI1
MynsTrdoxkanbHa abo doxansHa X311
e KuniHiuHI KpuTepii + MOpYIIEHHS NPOBEIEHHS [IBOMa MOTOPHHMHU HepBaMu +
MOPYILEHHS TPOBEJICHHS ABOMAa CEHCOPHUMHM HEepBamu; abo
e MoxnuBa mynbTuokanbpHa abo poxanpra X311 + monHaiiMenIIe 1Ba maTPUMYOINX
KpuTepii

MoxnuBa mynasTH(dOoKabHa 200 dokampHa X3/II1

e KuiHiuHI KpuUTepii + KpuTepii MOPYIICHHS NPOBEICHHS JBOMa MOTOPHUMH HEpBamMH +
MOPYILEHHS [TPOBEJICHHS ABOMAa CEHCOPHUMHU HEPBaMU

o @oxkanpHa X3/III, sixka BiANOBimA€ KIIHIYHUM KpUTEpIsIM + KpuUTepll MOpYIIEHHS
MIPOBEJIEHHS OJJHUM MOTOPHUM HEPBOM + MOPYIIEHHS IPOBEACHHS OJHUM CEHCOPHHUM
HepBoM (miarHo3 Timbku MoximBa (okambHa X3/II1, He Moke OyTH MiABHICHHIT
MATPUMYIOYHUMHU KPUTEPISIMH )

Motopna X311
Motopna X3II
e KiriHiuHi kpuTepii + KpuUTEpii MOPYIIEHHS MPOBEACHHS JBOMa MOTOPHUMHU HEpBamMH +
HOpMaJbHE MPOBEACHHS YOTHUPMa CEHCOPHUMHU HepBamu; ado
e MoxnuBa motopHa X3/II1 + moHaliMeHIIe OIUH MIATPUMYHOUYHH KpUTEpIiid

MosknuBa motopHa X3/I11
e KiriHiuHi kpuTepii + KpuTepil MOPYyIICHHS MPOBEACHHS OJHUM MOTOPHHUM HEPBOM +
HOpMaJibHa CEHCOPHA MPOBIAHICTh B YOTUPHOX HEPBAX

MoTtopHo-nipenominanTHa X311
Sk 1 mpu moropuii X3/II1, ane 3 mopyieHHs NPOBECHHS IBOMa HEpPBaMU

Cencopna X311
MoxnuBa cencopna X311
e KuiHiuHi kpuTepii + KpUTepii NOpyIeHHs NPOBIAHOCTI CCHCOPHUMH HepBaMH (IiarHo3
TUIbKM MOxuMBa ceHcopHa X3/II, He Moxke OyTH MIABUINCHHH MNIATPUMYIOUUMU
kputepiamu). [IpoBeeHHS MOTOPHUMHU HEpPBaMH MOBUHHA OYTH B HOpMI IIOHAIMEHIIIe
4OTHpMa HEpBaMU

Cencopno-npegominanTHa X3/1I1
MoxunBa ceHcopHO-TipeoMiHanTHa X311
e KiliHIYHI KpuTepii + MOpYIIEHHS NPOBEIEHHS JBOMAa CEHCOPHMMH HEpBaMu +
MOpPYIICHHs TPOBEJICHHS JBOMa MOTOPHMMH HepBaMH ab0 TO3UTHBHI KpuUTepii
MOPYIIEHHS IPOBEACHHS OJJHUM MOTOPHUM HEPBOM

Cencopno-npenominanTaa X3/1I1
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e KiuiHi4YHI KpUTEpii + NOPYIIEHHS MPOBEJACHHS IBOMA CECHCOPHUMH HEPBax + MO3UTHUBHI
KpHUTEpil MOPYIICHHS TPOBECHHS JBOMa MOTOPHUMHU HEPBaMHU

2. JlikyBanus X3/I1
2.1 Koprtukocrepoinu
Pexomenpartii

e Po0Ooya rpyra HaroJerimBo peKOMEHYe JiKyBaHHS KOPTUKOCTEPOiTaMu

e Kpammii pe>xuM JIIKyBaHHSI KOPTUKOCTEPOiNaMH HE BiTOMUI

e [lynbc-Tepaniss BUCOKMMHU J03aMH KOPTHUKOCTEPOIJiB 3 MEPOPATbHUM JIEKCaMETa30HOM
abo B/B METWIIPEIHI30JIOHOM MOXE PpO3IJIAJaTUCh SK albTepHATHBA IIOJACHHOMY
MepOpAILHOMY MPUMOMY TPEIHIZOHY/TIPEAHI30JIOHY a00 JeKCaMeTa30Hy pa3oM s
THAYKI(IT Ta TOCTIMHOTO JIIKyBaHHS
TpuBanuit npuiioM KOPTUKOCTEPOIAIB MOXKE CIIPOBOKYBATH 3HA4H1 MOOIYHI sIBUIIIA
OckulbKH cTaH nautieHTiB 3 MoTopHOIO X3/II1 Moke moripmuTHUCh Micas 3aCTOCYBaHHSA
KOPTHUKOCTEPOiJiB, BHYTPIIIHHOBEHHI IMYHOTJIOOYJIIHM TOBUHHI PpO3IJSAATUCA 5K
Teparis nepioi JiHii A MotopHoi X3/1I1 (HanexHa KiIiHIYHA OLIHKA).

Komenmap po6ouoi epynu: na momenm po3spoOKu KiiHIYHOI HACMAHOBU NIKAPCbKULL 3AciO 3a
MIJCHAPOOHOT HEnameHmoB8aHOI0 HA368010 NPEOHI30H 3apeccmposano 6 Ykpaini y dopmi
PEKMANIbHUX CYNO3UMOpII8.

Mipkysanus, wjo niompumyoms pekomenoayii (niompumyroya ingopmayis)

Pesome ookazosocmi: Xoda 1ie HE NOKa3aHO (AyKe HHU3bKUH PIBEHb JTOKA30BOCTI 3 OJHUM
nociipkeHHsaM, 28 ydacHukamu) [158], mo moaeHHui nepopanbHuid npenHizod (120 mr Ha
JI€Hb 3 TOBUIBHUM 3HWXEHHSM TMPOTIrOoM 4-X MICAIIB) BITHOBIIOE TOIIKO/PKEHI HEPBU B
MOPIBHSHHI 3 BIACYTHICTIO JIIKYBaHHS, aje oOcepBalliiiHi JOCIIKEHHS Ta Oarara KJIiHIYHA
MpakTUKa BIIEBHEHO IMJATBEPDKYIOTh, IO KOpTHUKOCTepoimu edekruBHI npu  X3/IIL
HaiimommupeHniie BUKOPUCTOBYIOTBCSA JTOOOBI 703U MpEAHI30HY abo mpenHizosioHy 60 wr,
€KBIBAJICHTHI METHJINPEIHI30J0HY 48 MTI, MOBUILHO 3HWXKYIOTHh 103y MPOTATOM 6-8 MICSIIIIB,
BpaxOBYIOUM KIIHIYHUN e(eKT Ta MOXIIHMBI MOOIYHI SBHUINA. XO04Ya JESKI IEHTPH BiIIAIOTh
nepesary J000Bid 1031 B 1-2 MI/KT MpeaHi30JI0HY, HEMAE JaHUX 3a Te, 10 BHUIII JO3W MaroTh
Kpamuii edexT. Sk anpbTepHaTHBA MIOJEHHOMY NMPUHOMY KOPTUKOCTEPOiAIB MOXKE OyTH MyJIbC-
Teparisi IepopaJibHUMHU Ta B/B KOPTUKOCTepoinamMu. € moMipHa aoka3oBa 0a3a (1 mocnimkeHHS,
41 yuacuuk) [159], mo 6-MicsiyHe NIKYBaHHS 13 3aCTOCYBaHHSM MyJbC-Teparii mepopajibHUM
nekcameTa3zoHoM (4 aHi 40 Mr mIoMicsst) HeMae Kpamoro eekTy y NopiBHSAHHI 3 TepopaIbHIM
MpenHi30J0HOM (60 MT, 3 MOBUIBHUM 3HM)KEHHAM 103U 3a 8 wmicauiB). [IpucyTHs nyxe HU3bKa
noka3zoBa 0aza 3a JaHUMHM BIAKPUTHX JOCHIKEHb CIOCTEpPeXKEHHS abo paHIOoMI30BaHHX
KOHTPOJBOBAHUX JOCTIKEHb, IO IMylbc-Teparis KopTukoctepoizamu (40 mr/menp 4 nHi Ha
MICSIIb) 1a€ CXO0XKHH €eKT y MOPIBHIAHHI 3 MePOpaIbHUM IMPeIHI30J0HOM (60 Mr, 3 MOBUIBHUM
3HIDKEHHSIM 71034 3a 8 MmicsiB). Takok MpUCYTHS NyKe HH3bKa JOKa3oBa 0a3za 3a JaHUMU
BIIKPUTHX JOCTIIKEHb CIIOCTEpeKEHH a00 PaHI0OMI30BaHUX KOHTPOJIBOBAHUX JOCITIKEHb, 1110
nyJabc-Tepanis Koptukocrepoigamu (40 Mr/neHp JekcaMmeTa3oHy nepopaibHo a6o 500 mr/meHb
METHIINPEAHI30JI0HY B/B MIOHSA 4 THI Ha MICAIb MPOTITOM 6 MICSIIIB) MOXKYTh BUKJIUKATH OUTBIIT
yacTy 1 TpUBaly peMicilo B TMOpPIBHSHHI 3 MIOJICHHUM IMEepOpalbHUM TPHIHOMOM
koptukoctepoinis [10, 160]. € nani Bit HU3BKOI 10 TOMIPHOT IOKa30BOCTI, 110 CIIOCTEPIraeThCs
MEHIIIe MOOIYHUX SBUII 1 HACTYTA€E MIBUIIINUNA Pe3yIbTaT Ha MyJbC-Tepallii 3 KOPTUKOCTepOoinaMu
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B MOPIBHSHHI 3 IIOJACHHUM NEPOPATLHUM MPUHOMOM KOPTHKOCTepoiniB. CTaH NesSKUX Malie€HTIB
MOJKE€ MOTIPIIMTUCH MICIs KOPTHKOCTEPOinHOi Tepartii, ocodmuBo 3 moropuoro X3II [36, 52,
55]. Tomy, KOpPTHKOCTEpOiAM HE PEKOMEHJIOBaHI B SIKOCTI Teparii mepmioi JiHii JUis Takux
namienTis [105].

Payionanvnicms: BpaxoByrloun OaraTy KIIHIUYHY NPaKTHKY, KOPTHKOCTEPOIId MOXKYTh OyTH
BUKOPHUCTaHI B sKOCTi Tepamii mepmoi miHii.  OpHak, y Nami€eHTiB 3 BIANOBIAHUMHU
MPOTHIIOKA3aMH JI0 TPUBAJOi Teparii BUCOKMMHU J103aMU KOPTHKOCTEPOiaiB, BHYTPIIIHFOBEHHI
iMyHOTT00YIiHY (200 MiAMIKIPHI IMyHOTTIOOYITIHH) MOXKYTh OyTH PEKOMEHJOBAHUM JTIKYBaHHSM.
[NamieaTH MOBUMHHI OYTH I PETEIBHUM CIOCTEPEKEHHSAM 100 €()EeKTUBHOCTI MPOBEACHOTO
JIKyBaHHS, SIKUU 3a3BUYail HACTa€ Yepe3 JeKuTbKa THXKHIB abo micsaniB. CpoOu 3HH3UTH 103y
MIOBUHHI BUKOHYBAaTHUCh PETYISIpHO JJis BHUPILICHHS NHUTAHHS, YU MOTPIOHO YTPUMYBaTH
Mari€eHTa Ha BUCOKINA /1031, YU MAI[IEHT BKE 3HAXOAUTHCA B peMicii. [IoBUHHO OyTH pO3TIISIHYTO
MUTaHHS NPO JOAATKOBE MpHU3HAUYEHHs Kajibliio Ta Oidpocdonary. [loTeHmiliHi noOiyH1 sBUIIA
KOPTUKOCTEPOiNiB (HAMPUKIIA] OCTEONOpO3, BUpa3ka MUIYHKY, AiabeT, KarapakTa, acenTHUYHUMA
HEKpO3 JOBIHX KICTOK, apTepiajibHa TINEepPTeH31s1) MOKYTh 3HHU3UTU KOPUCTH BiJ JIKYBaHHS Y
MAIICHTIB 3 JIETKOIO 1HBAJI1IHU3aIICIO.

2.2 ImyHOTn00YyM1HHA
(a) BuyTpimiHbOBeHH1 IMYHOTJI00Y/IIHH B MOPIBHSIHHI 3 TU1a1ie00

e PoOowya rpyna  HamoJIETJIMBO  PEKOMEHAYE  JIIKYBaHHS  BHYTPIIIHbOBEHHUMH
IMYHOTJIOOyJTIHaMU.

e [umykiis JikyBaHHsS: 3a3BHuail 3arajbHa 7032 BHYTPIITHROBEHHHX IMYHOTJIOOYIIHIB
ckiagae 2 T/kr posaiieHa Ha 2-5 gHiB. OCKUIBKHM HE BCl MAIIEHTH PEaryrTh Ha IIeH
MepIIui Kype, Tpeda po3rstHyTH HeOOXITHICTh BBEACHHS J0IaTKOBHUX 1H €KIIIH: BiJl JBOX
0 TSATH 703 1 T/Kr mo 3 TWXKHI A9 NPUAHATTS pIIeHHS Tpo e(QeKTUBHICTH abo
Hee(DeKTUBHICTh BHYTPIIHHOBEHHUX IMYHOTJIOOYIIHIB. AJBTEPHATUBHO KIIIHIYHUN
JOCBIZ] AEMOHCTPYE, IO APYruid Kypc 2 T/KT 4Yepe3 JACKUIbKa THXKHIB MICIs TMEepIIoTo
Kypcy MoOXxe OyTH IOCTaTHIM Ui NPUUHATTA PIMICHHS TMpOo HESPEKTUBHICTh
BHYTPIIIHHOBEHHUX IMYHOTJIOOYJIIHIB.

e [linTpumyroya Teparis: OUIBIIICTh TAIIEHTIB TOTPEOYIOTh MIATPUMYIOUOi Teparii
BHYTPIIIHPOBEHHUMH IMyHOTJIOOyTiHaMu. EdektuBHa 103a Ta Trpadik mnpuiiomy
MATPUMYIOYO1 Teparlii BHYTPIIIHBOBEHHUMHU IMYyHOIJIOOyIiHaMu HeBigomi. Haliuacrimie
BHUKOPHCTOBYETHCS HACTYITHA CXeMa IMATPUMYIOUYOi Tepamii B/B IMYHOTJIOO0yJdiHaMH B
KIIIHIYHUX JOCHIDKEHHAX: | T/Kr KOXHI 3 THIKHI, ajle B KJIIHIYHIA NpaKTHIll MOBUHHI
OyTH pO3TJISHYTI MEHI 03U Ta Ounbuii inTepBanu (Hampukian 0,4 — 1 r/kr xoxHi 2-6
THIKHIB).

e [loBuHHO OyTH MiHIMi30BaHE O0’€KTHBHE MOTIPIIEHHS KIHISI A03M TMEpel HACTYIHUM
BBEJICHHSM BHYTPIIIHHOBEHHUX IMYHOTJIOOYNiHIB. SIKIIO Take Tpamuioch, J03a B/B
IMyHOTJIOOYINiHIB MOke OYyTH MiIBUIIEHAa a00 CKOPOYEHUU IHTEepBal MiDX MOBTOPHUM
BBEJICHHSIM.

e Km0 MAalie€HT KITIHIYHO CTa0lUIbHUN, PEKOMEHJOBAaHO MEPIOJAUYHO MEPEeBIPATH, KOJIH
71032 B/B IMYHOTJIOOYINIHIB MOKe OyTH 3HMKeHa (Hampukiajg 25% Ha KoxkHY 1HQY3i0),
30UIbLIIEHa TPUBAIICTh IHTEPBALY MDK 1HQY3iIMM ab0 MpUIIMHEHE JIIKyBaHHS.
BpaxoByroun KiiHIUHUI JOCBi, Taka cipoba Moke OyTH BUKOHaHa KOXKHI 6-12 micsiB
B 1epuii 2-3 poku, MOTIM MEHII YacTo (HampuKia, KOxHi 1-2 pokn).
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Pe3stome 0okazosocmi: Y BINNOBIIHOCTI 10 BUCOKO JTOCTOBIPHUX JOKa3iB (5 mocmimkeHs, 269
yuyacHukiB) [104], imaykuis Tepamii 3 B/B IMyHOIJIOOyIiHAMU TPU3BOIUTH A0 OUIBII KOPOTKOTO
nepiofy BIJHOBICHHS B TOpIBHAHHI 3 miane6o. [loGiyni sBuma OuTbIl YacTi Ha B/B
iMyHOTJI00YyIiHAX B MOPIBHAHHI 3 TUI1ane00 (BUCOKUI piBEHb TOKA30BOCTI), ajie cepilo3Hi moOiyH1
SBHINA HE CIOCTEpIrajanch (MOMIpHUI pIBEHb J0Ka30BOCTI, 3 mocmipkeHHs, 315 y4JacHUKIB)
[105]. ICE - panmomi3oBaHe KOHTPOJIBOBAHE JOCITIHKEHHS IPOASMOHCTpYBaio, mo 94%
MaIi€eHTIB BipearyBaio Ha 2 T/KT iHAYKIIHHOT Tepamii Ta ABOX MOAAIBIINX KypciB Teparrii 1 r/kr
3 3-x TIkHEBUMU iHTepBanamu [161]. Bigkputi nocmimkenus PRIMA ta PRISM Biamitvim, mo
BIJMIOBIb HA JIIKYBaHHS MOe OyTH OUiKyBaHa MICJIA TPHOX A0 I'ATH iHQY31d 1 T/Kr KOXHI 3
TikHI [162, 163]. AnbTepHATHBHMIA KIIHIYHUN OCBIA BigMivae, MmO OUTBIIICTh MAI[I€HTIB
00’€KTHBHO pearye He OUTbIIe HDK Ha JBa IHIMIaJIBHI JIKyBaJlbHI Kypcu 1o 2 r/kr [164]. He
JOCTaTHLO J0OpE BIJIOMO, YOMY pe€akilisi Ha JIIKyBaHHS BUHUKAE TUIBKU TICIS TPOBEICHHS
JEKUIBKOX KYpCIB: UM TO B HACIIJOK BIACTPOUYEHOI Aii JIIKIB a00 HEOOXITHOCTI IHIIOIO PEXKUMY
nikyBaHHS. Pexum 1 r/kr koxH1 3 THXKHI, 1110 BUKOpUCTOBYBaBcs B AociimkeHH1 ICE npoTsarom
6 MicAIliB, BBaXKAEThCA CTAHIAAPTHOIO MIATpUMYyIOYOr Tepamieto [161, 165], xoua ICE
JOCTIIPKEHHSI MOPIBHIOBAJIO B/B IMYHOTJIOOYJIHM 3 KOPTHKOCTEPOiZamMH, BUKOPHUCTOBYBAJACs
MiATpUMYIOYa J103a 2 T/Kr KoxHI 4 TrkH1 [166]. JlocBia 3 KIIHIYHOT MPAKTUKH BKAa3ye, M0
MIATPUMYIOYA /1032 B/B IMYHOTJIOOY/iHIB Moxe OyTH Hux4oio (0,4-1 r/Kr KoxH1 2-6 THXKHIB),
ajie BOHA MOBWHHA MigOWpartucs iHauBimyansHO [164, 167-169]. BimcyTHl moka3u y pi3HHI
e(eKTUBHOCTI MDK pI3HMMH TpernapartaMM B/B IMyHOINIOOymiHIB y JikyBanHi X3IL.
PannomMizoBane KOHTpoJibOBaHE nociiymkeHHs Ha 27 mariertax 3 X3AII mopiBusHHES 5%
3aMOpoxkeHo-BUcyeHoro Ta 10% pigkoro B/B IMyHOTTIOOYIIIHY MTOKa3ajo BIACYTHICTh PI3HMIII B
edexruBHOCTI JikyBanHs [170]. Kniniyaui mocBix BU3HAYAE, MO MEPEX1 HA HIIUA penapar
MOJK€E TIOTIOMOI'TH 3MEHIINUTH NOOIYH] SIBUIIA.

Payionanvnicme: Poboua Tpyma BBaxae, 10 MPOJEMOHCTpOBaHa €(EKTHUBHICTh B/B
IMYHOTJIOOYIIIHIB B JOCHIKEHHAX pa3oM 13 3HAYHUM KIIHIYHUM JOCBIIOM €(hEKTHUBHOCTI
HIBEJIIOE YacTi MiHIMalbHI Ta OUIBIN PIAKICHI, aje OUTbII cepio3Hi MoOiuHI sBHIIa. JIikyBaHHS
B/B IMYHOIJIOOyJTiHAMH TPUHHATHE Ta MOXJWBE. [0NOBHHMI Oap’ep - 1€ BHCOKa IIiHA,
HE3PYYHICTh I TAII€HTIB Ta HEOOXIAHICT, BEHO3HOTO JOCTYIy. [Himiamis JiKyBaHHS B/B
IMyHOTJI00yJIIHAMH 3a3BHYail MoTpedye mepeOyBaHHSA y cramioHapi abo B pEeXHUMI JIEHHOTO
crarionapy. IlinTpumyrode JiKyBaHHs B/B IMyHOTJI00y/IIHAMH 3a3BHYail BUKOHYETBCS y PEKUMI
JICHHOTO CTaIlloHapy, iH(y31HUX [EeHTpax, abo B ACSIKUX KpaiHaxX Ha JAOMY ITiI HaJIC)KHUM
koHTpoJsieM. [loTeHIiiiHe OOTSIKEHHS MOBTOPIOBAaHUMHU 1H(QY31SIMH Ta BHUCOKA I[iHA MEIUYHOTO
00CITyrOBYBaHHS TpH JIIKyBaHHI BHYTPIIIHBOBEHHUM IMYHOTJIOOYJIIHOM MOXE 3MEHIIUTH
KOPHCTb BiJ JIIKYBaHHSI PU MAJIOIHBAIIIM3YI0OUOMY epediry XBOpoOH.

(6) B/B iMyHOTJIOOYIIIHM B MOPIBHSIHHI 3 KOPTUKOCTEpOinaMu

e B/B IMYHOrJOOyJdiHM Ta B/B KOPTHKOCTEpOinu € Ttepamiero mepuioi miHii ams X3IL
BpaxoByroun piBeHb 10Ka30BOCTi, poOoda rpyna He HaJae 3arajibHOI mepeBard Oyiab-
SKOMY METOJNYy JIIKyBaHHS Ta HaJae ciaabKy pekoMeHjamito Bubopy abo B/B
IMYHOTJI00YIiHIB, 200 KOPTUKOCTEPOi/iB.

e Takox MOBMHHI OyTH BpaxoBaHI KOPOTKOCTPOKOBA Ta JOBIOCTPOKOBA €(EKTHBHICTH,
PH3HK, JIETKICTh BUKOPUCTAHHS Ta KOIITOPHUC JIIKYBAHHS:

O e(eKTUBHICTh B/B IMYHOIJIOOY/iHIB MOXe OyTH BHILOO, KOJIU OYIKYEThCS OUIBII
IIBUJIKA BIATIOBIAb a00 KOJIM NPUCYTHI IPOTUIIOKA3U JI0 KOPTUKOCTEPOIiNiB.

O € JeKiJIbKa J0Ka3iB, 110 MyJIbC-TEpallisi KOPTUKOCTEPOinaMU MOXKe OyTH Kpaloro
JUIsL TOBTOTPUBAJIOl €(PeKTUBHOCTI JIIKYBaHHS, TOMY 10, MOXKJIMBO, Ma€ OUIbLIY
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4acTOTy MOKpAIEHHS Ta TPUBAIIIIY pPEMicito, a0 KOJIU B/B IMYHOTJIOOYIIIHU
HEJOCTYITHI.

Pestome Ookazosocmi: IlpucyTHs He3HauHa a0oO BIACYTHS pPI3HHLSA B KOPOTKOTPHBAJIOMY
MOKpAIIeHHI Bil B/B IMyHOTJIOOYNTiHIB y TOpPIBHSHHI 3 TEPOPAIBHUMH KOPTHKOCTEPOinaMu
(momipHUII piBeHb A0Ka30BOCTi; 1 mocmimkeHHs, 29 y4acHUKIB) ab0 OTpHUMaHE JTOBrOTpHUBAJIC
MOKPAIICHHS IICJIS B/B METWJINPEIHI30JI0OHY (BUCOKHUH piBeHB JTOKa30BOCTI; 1 mocmipkeHHs, 45
yuacHuKiB) [105]. KiiHiuHe mOKpaimeHHs miciis B/B IMyHOTJIO0YIiHIB MOKe OyTH IIBHIIIAM Ta
NPUXUIBHICTD 0 JIIKYBaHHS B/B IMYHOTJIOOYJTIHAMH MOe OyTH Kpamioro B TOpPIBHSIHHI 3 B/B
MeTHIIpeaHI130710HOM [166]. KinbKicTh MOOIMHUX SBUII MPU JOBrOTPUBAIOMY JIIKYBAaHHI MOXKE
OyTH MEHIIMM IPH 3aCTOCYBaHHI B/B IMYHOIJIOOYINiHIB (IOCBiA 3 peanbHOro *HTTs). [lysbe-
Teparist B/B KOPTUKOCTEpOinamMu micist 6 MICSIIB 3aCTOCYBAaHHS MOX€E IMIJBUIIYBAaTH YacTOTY Ta
TPUBAIICTh pPeMICIi y MOPIBHAHHI 3 B/B IMyHOTJ100y/1iHaMH, 0a3ylounch Ha OJJHOMY HEBEJIUKOMY
JOCIIKEHH] (HU3bKUM piBeHB J0Ka30BOCTI) [160]. JocmimkeHHs, 110 TOPIBHIOBAJIO CTaHAAPTHY
Teparnio MepopaybHOTO MPEIHI30I0HY 3 MyIbC-TEPAIi€Io JEKCaMETa30HOM He MOKa3aJio PI3HUIIL
B YaCTOTI TOCATHEHHs peMiciit [159].

Payionanvnicms: Bubip MbK B/B IMyHOTJI00y/IiHAMU Ta KOPTUKOCTEpoinaMu 0a3yeThCsl Ha cepii
MalieHT-OpieHTOBaHUX  pimieHb.  llocTiiiHuil  mpuiioM  BHCOKHMX 103  MepopajbHHUX
KOPTHKOCTEPOiJiB BIPOT1IHO Mae OUIBIIMK IIAHC MMOOIYHUX SBUII y TOPIBHSAHHI 3 B/B
IMyHOTJIOOyNliHaMH, — aje  JaHl JOBroTpuBaiioro JikyBaHHs (>6  wmicauiB)  X3II
KOPTHKOCTEpOifaMi He NocTynHi. B/B imyHOrnoOyniHu HabaraTo 10poskyi 3a KOPTUKOCTEPOIAH.
CynyTHI 3aXBOpIOBaHHS MOXYTb OYTHM B@XJIMBUMH [UIsi BUOOpY METOHy JiKyBaHHs. B/B
IMYHOTJIOOYJIIH MOXYTh MaTH MPIOPUTETHICTh NPH 3HAYHOMY PHU3UKY PO3BUTKY OCTEOTIOPO3Y
abo miabety. Y miTelt TaOJIETKH TEPEHOCATHCS Kpallle, HDK peryispHi B/B iH(]y3ii, aje BIJIUB Ha
JIKYBaHHS Ha 3pICT y HUX TOBUHEH OpaTHUCh JI0 yBarw.

(B) B/B imyHor00YNiHYN Ta TU1a3Madepes

e Xoua JI0Ka3u JOCIIHKeHb OOMEXeHi, podova rpymna jgae ciiabKy peKOMEHJAIlilo0 MO0
repeBard JIIKyBaHHS B/B IMyHOTrJOOyJliHaMH Yy TOpIBHSHHI 3 1uia3madepe3oM, B
OCHOBHOMY 0a3yIOYHCh Ha JOCTYITHOMY BUKOPUCTaHHI B/B IMyHOTJIOOYJTiHIB.

e VY JeIKMX TMAIi€EHTIB 3 JIETKUM JIOCTYIIOM JO CYyIuH, Iuiazmadepes Moxe OyTH
MPUUHATHAM METOOM JIJIsl TPHBAJIOTO JTIKYBaHHS.

Peszome ooxazosocmi: IlpwmitHsATO pimieHHs, 1m0 oOMIBa TUIM Teparnii € ePeKTUBHUMH, HE
JMBIITYNCh HA Te, IO JI0OKa3oBa 0a3a, 3aCHOBaHA Ha MOPIBHIILHUX JOCTIKCHHSX, € JIOCHTbH
ciabkoro (myxe HU3bKUU piBeHb J0oKazoBocTi). s iHAyKuii JikyBaHHA MazMadepe3 Ta B/B
IMyHOTJIOOYIIIHM ~ BBaXKarOThCsl ojaHakoBo edexkruBuumu [105, 171, 172]. [Ho3u, ski
BUKOPUCTOBYBJINUCH Y TOPIBHSIIBHUX JIOCIIDKCHHSIX I B/B iMyHornoOyminiB: 0,4 r/kr
moTHkHSA 3 TrokHI, 0,2 T/KT IOTHXKHS HACTYMHI 3 THXHI, Ta A miasMadepesy: 2 pa3u/THxIeHb
BIIPOJIOBXK 3-X THXKHIB, MOTIM | pa3/TWKIeHb BOPOAOBXK 3-X THXHIB. /st minTpumyrodoi Tepamii
HEMae aJIeKBaTHUX JOCHIIKEeHb, LI00 OI[IHUTU JIOBrOTPHUBATY €(QEKTHUBHICTH Ta Oe3MeKy
wia3madepesy. JoBrorpuBanuii edext B/B iMyHOrNIOOyniHIB BijoMuil Habarato kpamie. B/B
IMYHOTJI00YIiH e(eKTUBHILINI 3a Mazmadepe3 0COOIUBO Y MaJIEHbKHX JiTeH, 110 B OCHOBHOMY
0a3yeTbcss Ha MPAKTUYHMX TNpUYMHAX. HEKOHTpOJIbOBaHI JMOCHIPKEHHS MOKa3yloTh, IO
mwia3madepes Moxke OyrM e(QeKTHMBHMM TIpH BIICYTHOCTI pe3yjibTaTiB JIKyBaHHA B/B
iMyHOT100yNiHaMK abo kopTukoctepoinamu [106].

Payionanvnicms: OcHOBHA mepeBara B/B IMyHOTJIOOYJIHIB - II€ JIOCTYNHICTh BHUKOPUCTAHHS
(xoua muazmadepes yacto Moxke OyTH MPOBEICHUH yepe3 JOoCTyN 10 NepudepiiiHuX BeH Mpu



35

BUKOPUCTaHHI IeHTpU(]yryrouoi mamuam). B/B iMyHOr100yniHN HE MOTPEOYIOTH CIELiaTbHOTO
oOmagnanns. SIkmo miuasmadepes Moxke OyTH MpoBeaeHHN depe3 nepudepiiiHy BeHy, nmpoditb
noOIUHUX SBUIN J0BOJI HU3bKUNA. OOMIBI Teparii € KOIITOPUCHUMH, ajie B/B IMyHOTJIOOYITiHU
OUIpII KOMITOpUCHI, HiX IuazMadepes. Komropuc miasmadepesy 3alexuTb HE TUIBKH Bif
BapTOCTI amapaTypd, a B TOMY YHCII Bil 3aMICHUX piIUH, Takux SK aibOyMiHu abo
CBDKO3aMOpoXKeHa Iuiazma. Komropuc Moske BapiloBaTH B pI3HUX KpaiHax. Y jiteil B/B
IMYHOTJIOOYITiHY € OibII Oa’kaHUMH, HDK TutazMadepes, 6a3ylounch Ha MPaKTHYHUX 3acaax.

(r) BBenenns iMmyHOTTIOOYTIHIB MiIIKIPHO

e Po0Ooya rpymna HamoJIETJIUBO PEKOMEHYE BUKOPHCTaHHS MiAMIKIPHUX IMYHOTJIOOYITiHIB
st minrpumyrouoi teparii X311

e Poboua rpymna BKa3ye Ha BIACYTHICTb I€peBaru BHYTPIIIHHOBEHHOTO ab0 MIAIIKIPHOTO
IMyHOTJIOOYNIHY A5 niaATpuMyouoi Tepanii X3/111

e [lix yac cnocTepexeHHs /103a MOBUHHA M1I0MPATUCH Y BIAIOBIIHOCTI 10 IHAUBIAYAIbHOT
peaxiiii Ha Tepanito

e PoOoua rpyna Hamae cimabKy pEeKOMEHAAIII0 MO0 BUKOPUCTAHHS MIAMIKIPHUX
IMYHOTJIOOYIIHIB JUTsl IHAYKUIT Tpu JikyBaHH1 X3 /111

Pe3ztome ookazosocmi: EdekTHBHICTh MIAMIKIPHUX IMYHOIJIOOYIIHIB B MOPIBHAHHI 3 IJIaneto
MPOIEMOHCTPOBAHA B IBOX PAaHIOMI30BAaHUX KOHTPOJIHOBAHUX JTOCTIKEHHSAX 3 BUCOKUM PIBHEM
nokazoBocti (PATH pocnimxenns y 172 mamienrtiB) [173] Ta iHIIOMY pPaHIOMI30BaHOMY
KOHTPOJIbOBaHOMY fociikenHi y 30 mamienTiB [174] 3 X311, mo monepenHbo BigpearyBaiu
Ha JIIKYBaHHS B/B IMyHOIJI00yiiHaMHu. ICHye HeocTaTHS 10Ka30Ba 6a3a rnepeBaru OUIBLINX /103
(0,4 v/xr moTwKHS) Hax HU3bKUMH J03aMH (0,2 T/KT MOTWXKHS) U1 MATPpUMYIOUOoi Tepamii [95].
Opnak, 24-TH)XKHEBE BIIKPUTE AOJATKOBE AOCTIIKEHHS MOKa3ajl0 MEHIIY YacTOTy 3aroCTpeHb B
rpyni 3 Bumoi 103010 [175]. Tomy mo3yBaHHS mjisi TpUBajoi Teparii MOBHHHO MiIOMPATHUCH
IHAMBITyaJIbHO Ta TIOBMHHA BHUKOPHUCTOBYBATHCS OUIbII ajekBaTHa 1o03a. [IpucytHi dYacti
He3Ha4Hi Mo01vYH1 peakilii (B ocHoBHOMY miKipHi). OOMexeHa iHdopmarris, nio namieaT 3 X311
B JICSIKHMX BHIMAJKaX MOXYTh TMOTpeOyBaTH OUIBIIOI CepeaHbOi J03W JUIS  MIIIIKIPHUX
IMYHOTJIOOYIIIHIB Y TIOPIBHSHHI 3 7103010 B/B IMYHOTJI0OYiHIB. ICHYe myKe HU3BKOTO pPIiBHS
JIOKA30BICTh MI0A0 €()EKTUBHOCTI BUKOPHUCTaHHS MIAMKIPHUX IMYHOTJIOOYIIHIB B SIKOCTI
IHAYKTUBHOI Tepanii (oJHE paHIOMI30BaHE KOHTPOJIbOBAHE IMEpEeXpecHe AOoCHiukeHHs y 20
namieHTis [175].

Payionanvnicme: Komum mamientn 3 X3I1 mepeximtoyaroTbesi 3 B/B  IMYHOTJIOOYNIHIB Ha
MIAMIKIPHI, PO3YMHO MOYMHATH BHKOPUCTOBYBATH Ty camy 103y (1:1) Ha TiwkaeHsb. Skio eQext
JIKyBaHHS HEAOCTATHIM, /1032 MOBMHHA OYTH MiJABHILIEHA, BUKOPUCTOBYIOUM HAIIMHUI METOJ
omiHku edekTuBHOCTL. Skmo mo3a 3HauHa (>20-30 1/iH(y3i10), MOUITBHO PO3AUIMTU 103U,
MIABUIIYIOYH YacCTOTy a00 BUKOPHCTOBYIOUHM 1H’€KIIT B PI3HUX MICIAX Ui NIAWKIpHOT 1HPY31i.
[ToTpibHO Opatu 10 yBaru AyMKy HallieHTa MpuU BHOOPI MIAUIKIPHOTO YM BHYTPIIIHBOBEHHOTO
BBEJICHHS IMYHOTJIOOYINiHIB. APTYMEHTH B CTOPOHY IepeBaru MiJUIKIpHUX IMYHOTJIOOYIIiHIB
BKJIIOUAIOTh aBTOHOMHICTh Ta 3PYYHICTh CAaMOCTIHHOTO BBEICHHS B JOMAIIHIX yMOBaXx, IO
3anobirae BEHO3HIM KaHYNSIIl Ta, MOKIUBO, 3MEHIIye CHCTeMHI MoOiyHi sBuma. Hemomiku
HIAIKIPHAX IMYHOTJIOOY/TIHIB BKJIIOYAIOTh MicleBl MOOIUHI peakuii (MiAmKkipHUM HaOpsk Ta
O6u1b) Ta Outebmn wyacTi iHGY3il. IliaTpumyrouya Tepamis MIMIKIPHUMH IMYHOTJIOOYTIHaMHU €
NPUWHATHOIO Ta 3a3BUYall MOKIIMBOIO.

2.3 [Ina3zmadepes

PexoMmenparii
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e Po0Ooya rpyma HamojerinBo peKOMEHAYE JTIIKyBaHHS Tu1a3mMadepe3om

e [HilianpHa Teparis MOXe PO3MOYMHATUCH 3 5 OOMIHIB MPOTATOM 2 THXKHIB; MICIS TOTO
IHTEepBAJIM MDK MpOLEAYpaMH MiIOUPArOThCs 1HAUBIAYAIBbHO. SIKIIO MOXJIMBO, TOBHHHI
BHUKOPHUCTOBYBATHUCH NIepu(epiiiHi BEHH.

Mipkysanus, wjo niompumyoms pekomenoayii (niompumyroua ingopmayis)

Pestome doxazosocmi: T1o BiTHONMIECHHIO 10 MOMIPHOTO PIiBHS JOKa30BOCTI (2 mociikeHHs, 59
YYacHUKIB), TutazmMadepes 2 pa3u Ha TIKICHD Ja€ MIBUJIIC MOKPAIICHHS CTaHy XBOpuX (Ha 3-i
abo 4-i TWKICHB), HDK mpoueaypa-mamnedo [105, 176-178]. V Benmukomy obcepBallitHOMYy
nociipkerHi 3,9% nponeayp miazmadepe’y Manu yckinaaHeHHs [179].

Payionanenicms: JIns nnazmadepesy noTpiOHO MaTu TapHUM JOCTYN /10 CYAMH Ta creuudiuHe
oOnanHaHHA. Y MAI€HTIB 13 CKIAQAHUM JOCTYIOM JO CYAWH, SIKlI MOTPeOyIOTh HEOJIHOPA30BI
npoueaypu 1miasMadepe3y B KOPOTKOMY NMPOMBKKY 4yacy, MOke OyTH BUKOPUCTAHMM KaTeTep,
BCTAHOBJICHUH B LIEHTpaJbHy BeHy. /[l okpemux mnpoueayp IMazMadepesy NpoTAroM
TPUBAJIOTO MEpioly MIATPUMYIOUOi Teparii Moke OyTH BUKOpUCTaHWM TyHenbHUH katerep. L1
HEJOJIKU poOsATh Mmia3Madepes TpeThOIo OMNIIEI TPUBAJIOI Teparii Mmicis KOPTUKOCTEPOiAiB Ta
B/B IMYHOTJIOOYTiHIB.

2.4 Tau onuii TiKyBaHHS
PexoMenpariii Ta miaATpuMYyoUi MIpKyBaHHS (MIATpUMYIOYa 1HQOpMAILis)
(a) MeroTpekcar
e PoOoua rpyna Hagae cnmabKy peKOMEHIAIII0 00 BUKOPUCTAHHSI METOTPEKCATY.

Peszome oOoxazosocmi: basywounch Ha HHU3BKOMY piBHI J0Ka30BocTi (1 paHmomizoBaHe
JOCIIKEHHS B MapajenbHuX rpynax, 60 yuacHukiB) [180], 301U1beHHS 03U METOTPEKCATY 10
15 ™Mr moTwxkHs mpoTsroM 32 TIKHIB HE JO3BOJWIM y4YaCHUKAM 3HHU3UTH 103y
KOPTHKOCTEpOiiB abo B/B iMyHOTr;00yniHIB Ouiblie, HDK HAa 20% (TepBHHHA KIHIIEBA TOYKA).
Cepiio3Hi MoOIYHI sBHUIIA OYIM YHCTIIIMMH Ha METOTPEKcaTi (TpU BUNAIKW) y TOPIBHIHHI 3
mane6o (0JMH BUMAA0K).

Payionanvricme: ®opMyroud M0 PEKOMEHJAIlI0, HEAOCTATHICTh €(PEKTHBHOCTI B OJHOMY
JOCIIDKEHHI Majo BupimanbHe 3HadeHHs [180]. OmnHak, BuU3HAHO, IO BHOIp NAIli€HTIB
(HemocTaTHS OIIHKA AaKTUBHOCTI 3aXBOPIOBAHHSA TEpell BKIIOYCHHSM Y JOCHIDKCHHS) Ta
BIIHOCHO HH3bKa J103a MeToTpekcary (15 Mr moTwxkHS) y HbOMY IOCITIKEHHI, MOJXIIHUBO,
MPHU3BENIO J0 HEJOOI[IHEHOI MOTeHLiHHOT edeKkTUBHOCTI MeToTpekcary. OOcepBalliiiHi AaHi
MPUIYCKAIOTh TOTEHILIHHY e(eKTUBHICT, MeroTpekcary [29, 181-183]. Tum He wMeHIl,
BpPaxOBYIOUH IPOJIEMOHCTPOBAHY HEIOCTATHIO e€(EeKTHBHICTh Ta MOTEHIIIIHI MOOIYHI SBHIIA,
Taki SK TepaToreHHUH edexT, mnopymeHHs ¢(yHkuii nedinku Ta ¢idbpo3 nerenp [105],
METOTpEKCcaT He peKOMEHI0BaHuH i namieHTiB 3 X3/111.

(0) bera-intepdepon la
e Po0oua rpymna HanoJerIMBO HE PEKOMEHIy€E BUKOPHCTaHHs OeTa-iHTepdepony la.

Pestome ooxazoeocmi: T1o BITHOLIEHHIO 10 MOMIPHOTO PiBHA JOKa30BOCTI (2 AocCmipKeHHs, 87
y4YacHHKIB), OeTa-iHTeppepoH la y mopiBHAHHI 3 mianebo He A03BOJMB maiieHTam 3 X3/II1
BIIMIHUTH Tepamio B/B iMyHornoOyniHamu [184, 185]. MokinuBe 3pocTaHHS CepHO3HHUX
NOoOIUHUX SBUI HE MIATBEPIWIOCh (HU3BKUH piBeHb ao0KazoBocti). [Ipemapar moxe MmaTu
cepiio3Hi mo6iuHi sBUIIAa (y KOAHOTO i3 20 y4acHUKIB MEPEeXpecHOro JOCIIDKEHHs, alle y
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4OTUPBOX B Tpymi OeTa-iHTepdepoHy la 1y »koaHOTO B Tpymi mianedo cepen 67 ydacHUKIB
PaHIOMI30BaHOTO KOHTPOJIHOBAHOTO JOCITIHKEHHS).

Payionanvnicms: Pekomenpaailii He 3acTocoByBaTH OeTa-iHTepdepoHy la poboua rpyma Hajgamia,
IPYHTYIOUHCh Ha MPOJEMOHCTPOBAaHIA HEAOCTaTHIH e(QEeKTUBHOCTI mpemapaTty B JBOX
PaHJIOMI30BaHMUX KIIHIYHUX JOCTIDKEHHSAX, IO Majo BupimanbHe 3HaueHHs [184, 185].
[Ipemapat MoXxe MaTH cepito3Hi MOOIYHI SABHIIIA.

(r) ®i"romimon
e Po0oua rpymna nae cnabky peKOMEHIAII0 HE BHKOPUCTOBYBATH (PIHTOIIMO/T

Peztome ookaszoeocmi: PexomeHnanisi OCHOBaHAa Ha HEIOCTATHIN e€()EeKTHUBHOCTI (IHTOIIMOIY
(0,5 Mr omuH pa3 B J€Hb) B pPaHJOMI30BAaHOMY KOHTPOJHOBAHOMY AochikeHHi Ha 106
MalieHTax, [0 [ONEepPeIHhO0 OTPUMYBAJIM JIIKYBaHHA B/B  IMyHorjoOyiaiHamu  a0o
KOPTUKOCTEpOiNaMM, HaJalud TOMIPHUNA pIBeHb Joka3zoBocTi [186]. Onnak, au3aiiH
JOCIIIJKEHHSI MIT TMPU3BECTH JI0 HEJOOLIHKH TMOTEHIIITHOT e(eKTUBHOCTI, TOMY IO B/B
IMYHOTJIOOYJIIHM ~ BIAMIHSJIMCS IIBUAKO Yy BciX 41 rmamieHTiB, $KI OTpUMYBajdud B/B
IMyHOTJIOOYNIHM 1 gKUM OyB mnpu3HaueHuil ¢inromimMon. Tomy, nAeskl HalieHTH Maiu
3arOCTPEeHHsS BiIpa3y MiCIs TMOYaTKy IOCTUDKEHHs caMe JI0 TOTO KOJU (PIHTOJIIMOJI 3MIr
MPOJIEMOHCTPYBAaTH e(PEeKTUBHICTh. BHACIIIOK HEKOPEKTHOTO IU3aiHy MOCTIKEHHS JesKi
MaIi€eHTA MOTJM HE MaTH aKTUBHOCTI 3aXBOPIOBaHHA Tia vac panmomizamii. [1o6iuni sBuIIa
BUHUKAIU y 76% mariieHTiB Ha ¢iaroniMosi Ta y 85% - Ha muranebo, cepiio3Hi MOOIUHI SBUIIA,
TakKi SIK TOJIOBHUH OLIb, riepTeH3ist Ta OUTb B KiHIIIBKaX BUHUKAIH y 17% Ta 8% BiAmoBiIHO.

Payionanvnicme: Poboua rTpyma He MIATPUMYE BUKOPHUCTaHHS (IHTOIIMONY Yy JIKYBaHHI
namienTiB 3 X311, mio oOyMOBJIEHO HENOCTATHHO IMPOJAEMOHCTPOBAHOIO €(PEKTHBHICTIO Ta
acoIlifoBaHUM HETaTUBHUM TpoduieM Oe3neku (GiHroaiMory.

Komenmap po6ouoi epynu: na momenm po3spoOKu KiiHIYHOI HACMAHOBU NIKAPCbKULL 3AciO 3a
MINCHAPOOHOIO HENaAmeHmoOBaAHOW HA38010 (HIHeONIMOO GIONOGIOHO 00 HUHHOI IHCMPYKYIL 3
MeOUUHO20 3ACMOCYB8AHHS JIIKAPCLKO20 3ACO00Y MAE NOKA3AHHS PO3CIAHULL CKIEPO3.

() [ iIMyHOCYTIpEeCUBHI MEAMKAMEHTH

e Xoya HasBHUU Jy)K€ HU3bKHW pIBEHb JOKA30BOCTi, pobOodYa Tpymna paguTh 0
BUKOPHUCTAHHS a3aTioNpuH, HuKiodochamin, mUKIOCIOprH, MiKoQeHoJIaT MOGETHI Ta
puTykcuMad (ITicias OTpUMaHHS BIICYTHOCTI e(eKTy Bia jJoka3aHoi eeKTUBHOI Tepartii
a0o0 sIK J0JIaTKOBOI Tepartii)

e Po6oua rpyna paguTh HE BUKOPHCTOBYBATH aleMTy3ymald, OopTe3omi0, eTaHeplent,
dbamnpinuH, ¢uayaapabin, iMMyHOancopOuio, iHTeppepoH anbda, abaranent,
HaTani3ymal Ta TakpoJimyc.

Komenmap poéouoi zpynu: cmanom na 01.12.2022 nixapcoxi 3acodu 3a MIidDCHapoOHUMU
HenameHmoBaHUMU HA368aAMU: OOpme30Mib, pamnpioun, ¢ayoapabin, abamayenm, Hamanizymaod
6 YKpaini He 3apeecmpo6aHi.

Hanexxua xiriHiuHA OLIHKA

o AsarionpuH, MikopeHonmaT ModeTua abo UUKIOCHOPHH MOXYTh OyTH
PO3IIISHYTI, SIK KOpTHUKOCTepoin-30epiratounii arent npu X311 y nauieHris, mo
JIKYyI0ThCs 200 B/B IMyHOIJIOOyJaiHaMM, ab0 KOPTHKOCTEpOinamu, sk 0a3ucCHOIO
Tepaniero
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o Huxnodochamin, HUKIOCHOPUH a00 PUTYKCHMA0 MOXYTb OYTH PO3IIISIHYTI Y
mamieHTiB  sAKki  pedpaxtepHi 10 nmokazaHoi edexTuBHOI Tepamii  (B/B
IMYHOTJIOOYJIiHM, KOPTUKOCTEPOiu Ta tuiazmadepes)

Pe3stome 0okazoeocmi: AzarionpuH Ta MiKO(pEHONIAT MOMETHII YacTO BUKOPUCTOBYIOTHCS IMPHU
X311 sx imyHOTHOOYINIH- 200 KOPTUKOCTEPOiA-CIIAPUHT areHTH, X04a iX e(peKTUBHICTh MpHU
3HIKEHHI IMYHOTJIOOYNiHIB a00 KOpPTHKOCTEepoiniB He Bu3HaueHa [187-194]. Xowa noomi
HE3HaYHa JIOKA30BICTh 13 cepil BHmajkiB, mo mukiodochamia [195-200], mukmocnopun [201-
204] Ta purykcumad [205-207] MOXyThb PpO3IIAJATHCh Y TALI€HTIB 3 HEIOCTAaTHHOIO
edeKTUBHICTIO 200 pedpakTepHICTIO 10 3BHYaiHOI Tepamii. Poboda rpyma mpomoHye, 10
pUTYKCHMMa0 MoOke OyTH BUKOPHCTAaHHWH y JiTeH micis Hee(heKTUBHOCTI J0Ka3aHO1 e(peKTHBHOI
Teparii, MOPIBHIOWOYM 3 IUKIO(ochamMiioM, TOMY L0 Ma€ Kpalmuid npoduib 1100 HOOIYHUX
sBuml. Pobouya rTpyma posrisgae 0OMEXKEHOK JIOCTYMHICTh JOKa30BOCTI €(EeKTUBHOCTI
aneMTy3ymaly Ta JI0BOJII BUCOKHMM HOro MOTEHUIMHUNA pU3MK, 1100 MIATPUMATH BUKOPUCTAHHS
npenapary [208]. Te came crocyerbest 6opre3omiOy [209], eranepuenty [210], dammnpinuny
[211], dnynapabiny [212], imyHOabcopOuii [213, 214], ansda inTepdepony [215], abarauenty
[216], natanizymaOy [217] ta Takposimycy [218]. Poboua rpymna Takox BiAMITHIIa HEJOCTATHIO
J0Ka30By 0a3y MIOJ0 TO3WTHUBHOTO e(eKTy TpaHCIUTAHTAIlll TeMOIMOETHYHHX CTOBOYPOBHX
KJIITUH, OCKUTbKM HAsiBHUW 3HAUHUN PU3MK CMEPTHOCTI Ta 3aXBOPIOBAHOCTI MICHS MPOBEICHHS
TpaHCIIAHTAIlll TeMOMOCTUYHUX CTOBOYpOBUX KIITHH. lle JiKyBaHHS MOBHUHHO PO3IJISIIATHUCH,
SIK OCTaHHSI OTIIisl, 110 TIPOBOUTHCSA B crierianizoBanux moao X311 mentpax [219, 220].

2.5 ®apMmakoJoriyHe JIiKyBaHHs 00JI0
HanexHa kiiHIYHA OIIHKA

e PoOoua rpyna pekoMeHIy€e TPOBOJIUTH OIIHKY Ta JIIKyBaHHS 00JIO, SIKIIIO BIH BUHUK Y
xBopux Ha X3/II

e OmiHIOEThCS TpUYMHA(M) OO0 UM TO HEBPONATHYHHM, UM HOIUIIEITUBHUHN (0COOIHBO
M’SI30BO-CKeJIETHHM) OUTh. | TOMH, 1 1HmMA MOXyTh OyTu Hachigkom X3/[I1 aGo He
saniexkatu Bim X3/I1. Tpeba po3risiHyTH ambTepHATUBHI JiarHO3H, 10 HaraayroTh X311
(taki sk POEMS, Backymit, aiadet, aminoino3, CMT1B), npu skux HEBpOIaTHUHUN OiTh
3yCcTpiyaeTbcsi HabaraTo vacrimie.

e Jlna wHeBpomaTu4yHOro Oomro abo jau3ecTe3ii PEKOMEHJIOBAHO JIIKYBaHHS  3a
OnyOJIIKOBaHUMH HAaCTaHOBaMHU [221,222]. PexomennoBani TPUITUKIITYH1
AHTUJCTIPECAHTH, Tperadaiid, rabameHTHH a0o 1HTIOITOpPU 3BOPOTHOTO 3aXOIUJICHHS
CEpOTOHIHY Ta HOpaJpeHaliHy (1yloKceTuH abo BeHsadaKkCUH), SIK Teparis Nepioi JiHii.

Mipxyeanns, wo niompumyroms Hanesicrny npakmuuny oyinky (niompumyroua inghopmayis)

Peztome doxazosocmi: Ilommpenictb 0ot (Oyap SKOro Tumy, ane 0e3 IHIIOI MPUYMHU, HDK
X3I1) B Oyne skwuit yac nepediry X3/II1 BctanoBneHo Ha piBHI 46% B CHCTEeMaTUYHHUX OTJSAAX
[223] Ta Bapitoe MK 7% 1 72% B pi3HUX HOCHIKEHHSX, po3risinyro Thakur et al[224].
HeBponatuunwuii 6inb 3yctpivaerscs B 20% cepen 79 mamientis 3 X311 B nocmimkenHi Bjelica
et al [225], nogatkoBo 20% momepeaHbO MpUIMAT MEIUKAMEHTH BiJl HEBPOMATUYHOTO OOIIIO.
SIkicHa XapaKTepUCTHKA OOJII0 OXOIUTIOE 0araTo Pi3HUX TUMOBUX CHMITOMIB HEBPOMATUYHOTO
0010, TakuX SK meyvis, nausecresis Ta iHm. He neBpomartmunmii Oine mpu X3/II1 okpemo He
BHMBYABCS, aJie HOLUUIENTUBHUI/MeXaHIUHUN OLTh MOKe OyTM BTOPMHHUM JI0 JIeT€HEpaTHBHUX
3MIH BHAcliZIOK M’s30BOi CIAOKOCTi, 3MIHEHOI XOJIM Ta NaTepHy BUKOPUCTaHHA M’S3iB,
wiockocronocTi. KopiHueBuir Outb BHAcHiZOK Kowmmpecii rimepTpodoBaHUX CHIHAIBHUX
KOPIHI[IB 3yCTpiuaBcs B myOmikamisax, sk He yactuid npu X311 [226]. HasBuuil HU3bKUI piBeHb



39

JI0Ka30BOCTI MIOJ0 METOJIB JiKyBaHHS 000 npu X3/II1. BukopuctanHs aHTHHEBPONIATHYHUX
3HeOomorounx MenukamenTiB npu X3/l ommcane B HeBeNMKii KiTBKOCTI HEKOHTPOJIbOBAHUX
nocmipkens [223, 225]. Lls oOmexeHa noka3oBa 0a3a He mependadae, IO JIKyBaHHS
HeBponaruyHoro Oomto mnpu  X3AIl NOBMHHO CHUJIBHO BIAPI3HATUCH BiA JIIKYBaHHS
HEBPONATUYHOTO OO0 iHIIOT npuunHU. IMyHHA Tepamnis (B OCHOBHOMY B/B IMyHOTJIOOYJIiHU Ta
KOPTUKOCTEPOifM), XO4Ya MEPBUHHO [AIOThCS JUIS JIIKYBaHHSA MOTOPHOTO Ta CEHCOPHOTO
nediuTy, TaKoX 3MEHIIYIOTh 011 B 89% 13 46 marrienTiB 3 601p0B0t0 X3/II1 B 00’ eqHaHOMY
OTJISII HEBEIIMKOI HEKOHTPOJIBOBaHOI cepii, 3pobienoro Michaelides et al [223]. Xoua, Taki
JI0Ka3W MalOTh HU3bKHH piBeHb, a OUTb HE OIIHIOBAJIACH SIK KIHIIEBA TOYKA B KOHTPOJIbOBAHUX
JOCITI/DKEHHSX, IMyHHa Teparis JeMOHCTpye edekTuBHICT. Poboda rpyma He peKOMeHIye
BUKODHUCTOBYBATH IMYHHY Tepamilo s JIiKyBaHHS Oomro B mepmry uepry. JIikum Bifg
HEBPOMATUYHOrO OO0JII0 YacTo JaroTh NOOIUHI SIBUIIA, ajleé y MAalll€eHTIB 13 CHUJIBHUM OoJieM
MOTEHIIIHHI pe3yNbTaT 3HAuYHO NepeBakaidu. JIiKyBaHHs OOJII0 € MOJKJIMBUM, NPUHHATHUM 1
PO3YMHO JIOCTYITHHM.

3. Orasa KiarHOCTHKH Ta JIiKYBaHHA
PexoMennanii Ta Haje)XHa KJIIHIYHA OL[IHKA
Hiarnoctuuni kputepii aiis X311 (biok-cxema 1):

1. Kuiniuno: Tumoa X3/1I1 ta Bapiantu X311 (Hanexna kniniuna ominka) (Tadmums 1)

2. EnextpoaiarHocTvka: CHIIBHO Ta C1a0KO0 MiATBEPPKYE AeMieninizaitito (pekomenaitii) (Taomurs
2 1a3)

3. Jomomixue: LICP, Bizyamizanis (¥Y3/], MPT), Giorcist HepBa Ta BiIIOBiIb Ha JIKYBaHHS
(Hamexxna mpakTUIHA 1TOpajIa)

4. Kareropusaris: X311 ta moxmmBoi X311 (Tabmums 6)

JlikyBanns X3/II1 (brok-cxema 3)
JUtst IHIYKITIHHOTO JTIKYBaHHS

1. B/B iMyHOrnoOymiHM Ta KOPTHKOCTEpPOInW MOBWHHI OyTH po3risHyTi mias tumoBoi X3II Ta
BapianTie X3/l mpum mnpucyTHOCTI IHBaNiAM3YIOUMX CHMIITOMIB (CHJIbHA PEKOMEHAIIS).
[Tmasmadepes Mae cxoxuii edekT (CHIIbHA PEKOMEHIAINISI), ajle MOJKE TipIe MEePEHOCHTUCh Ta
CKJIaJHiNIe BUKOHATH. HasBHICTP MPOTHIOKA3iB A0 OMHOTO 3 IIMX BapiaHTIB JIIKYBaHHS MOXE
JIOTIOMOT'TH 3pOOHUTH BHOIp Ha KOPHCTH iHIIOTO (clabka pekomeHaaris). IlepeBaru ta HETONIKH
HEOOXiTHO PO3’SICHUTH MAIlIEHTY, SKUHA MOBHHEH OYTH BKIIOYEHUH Y TIPOIIEC TPUHHSTTS PillleHHS
(HanexxHa mpakTryHa mmopaja).

2. Sxmo o0’eKTWBHa BINOBiMs Ha iHIMIaNBHY Tepamilo HeaJeKBaTHa abo MiATpUMYyrOUYa 1032
JikyBaHHS (B/B IMyHOTJIOOYJiHH, KOPTHKOCTEpOinn ado masMadepes) MPU3BOAUTH 1O 3HAYHUX
MOOIYHIX SBUII, IOBUHHA OYTH BHKOPHCTAHA IHIIA Tepallis MepIoi JiHii mepes mepexoaoM Ha
KOMOiHOBaHy Tepamito (CHiIbHa peKoMeHmallis). Moxe OyTH pO3IJISHYTE I0JaBaHHS
IMyHOCYTIpecaHTiB 200 IMyHOMOAYIISITOPIB, ajie HeMa€e JOCTaTHIX JOKa3iB [T peKoMeHallii 0ya1b
SIKUX KOHKPETHHUX TIpernapariB (Halle)kHa KJIiHIYHA OIiHKa). [Ipy mpuiHATTI pilieHHS TOBHHHO
OpaTuch 70 VyBarm aKTHBHICTh 3aXBOPIOBAaHHS: HAasBHICTh IIporpecii, 3aroctpeHb abo
JIEMOHCTpAIlii CTIKOI 3aJIeKHOCTI BiXl JIIKyBaHHS, 3 IHIIOr0 OOKY - HAasABHICTh Ne(IilUTY, SKAN HE
MOKe OyTH TOKpaIleHWi BHACHIJOK TSHKKOI XPOHIYHOI aKCOHanmbHOI nereHepamii (Hanexna
NpaKTHYHA [T0paja)

3. IIpm motopuin X3/II B/B iMyHOrnoOymiHM IOBMHHI OyTH PO3IJISIHYTI SIK iHILiaJibHA Tepais
(HanexxHa mpakTryHa 11opaja).

Jns migrpumyrodoi tepamii
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SAxmo Tepamis mepmoi JiHii epeKTUBHA, TOBUHHO OYTH PO3IJIIHYTO MPOAOBXKEHHS Ii€l Tepamil
J0 AOCSTHEHHST MaKCUMAallbHOTO pe3yjbTaTy (CHJbHAa PEKOMEHJallis) Ta MOTIM J03a MOBHHHA
OyTu 3MeHIIeHa abo 30UIbIICHNH 1HTEpBa AJIsl MOUIYKY HaiMEeHIIOi e()eKTUBHOI MiATPUMYI0YO01
no3u (Hanexxna npakTuyHa nopaja)

[MigmxkipHi iMyHOrIOOYiHN Ta B/B IMyHOIJIOOYJIiHM MOXYTH OYTH MiATPUMYIOUOIO TEpaIMi€o y
IMYHOTTIOOYJTIH-4yTIMBUX MAIi€HTIB 3 aKTHBHUM 3aXBOPIOBAaHHSM (CHJIbHA PEKOMEHIAIlist)
HeBponatuunuii Ok moBWHEH OyTH JIKOBaHWI mMperapaTaMH BilIIOBIIHO A0 OMYyOJiKOBAaHMX
HAaCTaHOB JIIKyBaHHS HeBponaTuuHoro 6omo (HanexHa npaktuuHa nopanaa)

[ToBuHHI OyTH HajaHI MOpaM IO IOTJISAY 3a CTOIIAMU, BIIPaBaM, JI€Ti, KEPYBaHHIO aBTOMOOLIEM
Ta CTHJIIO XUTTS. B 3ajexHOCTi 10 moTped mamieHTa NOBUHHI HalaBaTUCh opTe3H, (izioreparis,
peabimitamilina Ta mcuxonoriuHa Ttepamisi (Hanmexna mnpaktuuna mnopana). [loBuHHa OyTH
mouMpena iHpopMallis po rpymnu gonomory namieHTam (HanexxHa npakTuyHa ropana).
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\ Kniniuni kpurepii (quB. Tabmuio 1)

. Iapes

®  JlopymeHHs
Yy TIMBOCTI

1 IMCTaIbHUI

y >2 KiHIiBKax

KIHI[IBKaX, TIPOKCHMAaIbHUI

JUCTaJIbHO

y >2 KiHIiBKax

noumpeni, abo Tineku B 1 KiHMiBLi
(dpoxanbHa)

IOIIUPEHE B YPAKCHUX HEPBAX

IPOKCUMAIIBHUM 1 U CTaTbHUI

Hemae

Tunosa X311 Jducranbua X311 MyabrudokanbHa/ Motopna X311 Cencopna X311
DoxaabHa X311
CHUMETpHYHA B 4-x | JlomiHyrode y HIDKHIX KiHIIBKaX, | y >2 KiHIIBKax y MyJIbTU(OKaIbHOMY | CHMETpHYHA B 4 KiHniBkax, | Hemae

CumerpryHe y 4-X KiHI[iBKax

IIPOBiAHOCTI
. Iopymenns
CEHCOPHOI
MIPOBiAHOCTI
o Kputepii
CEHCOPHOI
HPOBITHOCTI

. Kpurepii MoTopHOI +

i

EnexrponiarnocTruHi kpurepii (quB Tadmui 2 ta 3)

HopmaibHa ceHCOpHa HPOBiJHICT

HopmaiibHa MOTOpHA IPOBIIHICTH

Tunosa X311 Jucranbua X311 MyabTudokanbHa/ PokanbHa Motopna X311 Cencopna X311
X311
7 CencopHo-nipeoMinanTHa X3I1
. Kuniniuni kpurepii + + + +
. Kpurepii  moropnoi + + (y BepxHiX KiHIiBKax) + + I
MpOBITHOCTI B 2-X
HepBax
. Kpurepii cencopnoi CeHcopHa IPOBiIHICTH B 4-X HEPBAX .
nposizHocTi B 2-X + + + _
HepBax MortopHo-npeoMiHaHTHA
X3AI1
SIKIIIO CEHCOpPHI MOPYLICHHS Y
>2 KiHIiBKax
ﬂ Mosksmea X311 + 2 miarpumyrounx kputepist (LICP, MPT/Y3]] uepBy, BiANOBiAb HAa TiKyBaHHs a00 OIOMCis HEPBY) ﬂ
= X311
MozsiuBa X311 -
e Kniniuni kpurepii Cencopro-nipenominanTaa X3/II1
e  Kpurepii MoTopHOI + + + + "
mpoBigHOCTI B 2-X + + (y BepXHiX KiHIiBKaX) + + N
HepBax
Kputepii CeHCOopHOI
MPOBIHOCTI B 2-X HEPBax CeHcopHa MTPOBiHICTH B 4-X HEpBax .
+ + +
MoTopHO-TIpeOMiHAHTHA
X3AI1
SIKIIO CEHCOPHI MOPYIICHHS y
>2 KiHIiBKaX




[Iponosxkenns momatka 1

- . Koninivni kpurepii . Koninivni kpurepii @okanbHa: Kiiniunmit kpurepiit + . Kuniniuni kputepii
Moxamnsa X3/ e He-ngiarnocruuni e Kpurepii moropHoi | Kpurepiit MoTopHoi npoeigHocti + e Kpurepii cencopHoi mpoBiaHoCTI
MOPYLIEHHS] MOTOPHOT MPOBIZHOCTI TiJBKA B | HOPYIIEHHS CEHCOPHOI IIPOBITHOCTI B -
Pienb piarnoctunol nggl}alimiocﬁ oTopHe Hfl())KH?X 1(<)iCHuiBKax 1 IfeypBi B 1-iit KiHul?Bui P ° Moropra IPOBIAHICTD
3HAYUMOCT] He , ) HOpMaJlbHa B 4-X HEpBax
i ABHLYETHCA ° Q6 €KTUBHA ° Hopy.meHH;f CEHCOPHOI
TiATpHMYIOqHMH BiZIOBIE Ha HPOBIAHOCTI B 2-X HEpBax
KPHTepisAMH JIKYBaHHSA “+ 1
[ ATPUMYIOY U
KpuUTepii
CreuianbHi o3Haku (nuB. PICO 3anuranns 5)?

ﬂ ko € «TAK»

ABTOIMYHHI HEBpO
. AHTHTINA Antu-NF155 AnTu-CNTN1 Antu-Casprl Antu-NF140/NF186
° Tunosi Kiliniyni | MOTOPHA>CEHCOpHa, ' MOTOPHa>CEHCOpPHa, . MOTOpPHa>CEHCOpHA, 3 MortopHa Ta ceHcopHa, KpaHiajbHi HEPBH Ta
O3HAKH JIMCTaJIbHA>IPOKCUMAaIIbHA, aTaKCis, JIMCTaIbHA>MPOKCUMAIIbHA, aTaKCis, JMCTaIbHA>IIPOKCUMANbHA,  HEBPONMATHUYHUH | OyiabOapHe 3aTydyeHHs, MOXKe IPU3BECTH JI0
TPEMTIHHS, B OCHOBHOMY MOJIOZIi 1OpOCITi TPEMTiHHSA, HePPOTUUHUH CHHIPOM 6inb, iHOMI 3aydeHHs KpaHiaJbHUX HEPBIB Ta | TeTpamapesy Ta AUXajbHi HOPYIIEHHS
TIOPYLIEHHS! IUXaHHs

brok-cxema 1. [liarnoctuuni kpurepii Ta kareropii X3/IIT ta X3/III Bapiantis (PICO 1-4, 6). CrioyaTky BU3HAYUTH MAIIOHOK PYXOBUX Ta UYTJIHBUX
MOPYIIEHDb I PO3MOJUICHHS TAIliEHTIiB B oauH 31 croBmumkiB s tumoBoi X3I1 Tta X3/III BapianTiB.  BpaxyiTe 4epBOHI mpamopiii s
MOXJTMBOCT1 aJIbTEpHATUBHUX JiarHo3iB. Jlami, mpoBeniTe enekTpoiarHocTuuHi Tectu. [lo-Tpete, o00’emHaiite ix, /Ui BUSHAYCHHS TIarHOCTHYHOI
kareropii. Bepxus yactuna Bu3navyae tunoBy X3/II1 Ta koxuuit Bapiant. CepeHs 4acTHHA BU3HAYAE «MOJKJIMBHIN 3HAYUMOCTI JUIsl BCiX BapiaHTIB,
110 TOTEHIIIMHO MO’Ke OyTH MiABHUIIIEHA 32 JOTIOMOTO0 JBOX JOJAATKOBUX KPUTEPIiB /10 BU3HAYEHOTO JiarHo3y. Hukue, BKa3zaHi JAesKi KaTeropii, 1o
HE MOXXYTh OYTH MIIBHUIIEHI JO 3HAYUMOCTI OLIbIIE HDK «MOXMJIMBHI» JiarHo3. BHH3Y, 03HaKH, 110 BCTAHOBIIOIOTH HEOOXIIHICTH MPOBEICHHS
TECTYBaHHS HAa aHTHTLJIA , TO3UTUBHUM aHaJI3 SAKUX Mepeadavae iHIIHMHN TiarHos.



‘ UYepBoHI Ipanopiii, Mo neperdavaroTh IHIIHHA JiarHo3
HMucrtansna X311 MyabTudoxanbua/ Motopna X311 Cencopna X311

U

1gM MoHOKJIOHaJIbHA FraMMaIaTis

I
Autn-MAI HeBpomnatis?

IgA a60 1gG MOHOKIIQHAIBHA TaMMarIaTis

l

BackynitHa HeBpomnaTisa?

Tunosa X311
DoxanpHa X311
Kuninigno Cimeiina icropist Bims JlucriHoe, nu3aptpis, qucharis Iniomatiyna ceHcopHa
l l aKCOHAJIbHA HEeBPOIMaTisi?
CMA, aminoiguuii TTR Bapiant Jliabetn4yHa paguKyJIo- XBOpoOa MOTOHEHPOHY,
IUICKCOMATisl, HeBpaJIridHa MmiacreHis? Cimeitaunii aHami3
BereratuBHi 03HaKH, 0611 HeBporaTis? |
l CimeliHuil aHaMHEe3 CragxoBa CeHCOpHA HeBponaris?
aminoigauii TTR BapiaHT HopmansHa 4y TiuBicTh !
HeBpoIaris, JiabeTnuHa CriazgkoBa MOTOpHA HEBPOIATIsI
HEBpOIIATist MynbTroKaabHa MOTOPHA (BAC, CMA)?
HeBponarisa?
. . L . Bupaxena acumerpis Big
MiarocTpa, HU3bKOAMMAITYAHU} TPEMOD, BUPAXKeHa aTaKcin, Doxanbua: Tinbke 1 Heps B 1-iif TouaTKy
AUCTanbHA NPEAOMIHAHTHO KiHIBLI !
| MynsTH(OKaNTEHA MOTOPHA
J TTonIKoKeHHs HepBY/MyXIHuHa? HeBpomnaris?
CimeiiHuii anamHe3
J
HNPP?
JlaGopaTopHo Ry e Sl 11 0I5B A TeMOTTIOBIH ANA/ANCA + ITigeuiennii pisens KOK l'Im_BmueHa TJOKO3A HaTIle g.60

! | IJIIKO3MJIbOBAHU I FeMOrJI001H

3ananbHa mionaris?

Y

JiaGetnyHa HeBponaTisi?

Hwusbkuii piBenb Bitaminy b12,
XimioTeparmist

YyTtauBa HelpoHomaTis?

IgM MoHOKJIOHaIbHA TaMMaImaTis

b
Antu-MAI HeBpomnaris?

HopmaibHe MOTOPHE Ta CEHCOpHE
[IPOBEICHHS

XpoHiuHa IMyHHa CEHCOpHA

nonipagukyionarist (XICIIT)?

bnok-cxema 2. YepBoHi mpamnopiii, 1o nepeadavarots iHmi jgiarnosu 3a X311 ta X311 Bapiantu (Tabnurs 4).



JHiarno3 X311 a6o moxuBa X311

\

ITape3/mopynrenns ayrmBocTi (1)

v

JlokazaHe e(eKTUBHE JTiKyBaHHS
3HaYHHUII/BUCOKHI PiBEHb 0Ka30BOCTI

Taykuis
eKoprukocrepoinu (IM0Hs HepopaabHo/myibe) (2), abo
*B/B imyHor00yniHH (3), a60

Bukopwucrtatn
BanigosaHi
ouiHkm (P1CO2)

Jlikysaunst 6outro (P1CO 12)

=&
=
&
\ 4

IMinTpumytoua Teparmis
(BHCOKUIi/3HAYHUI PIBEHb JOKa30BOCTI)

. Koprukocrepoinu (1oaHs

nepopaibHo/myisc) (7), abo
. B/B imyHorno0yninu (8), abo
. TTnasmodapes

TlepionnyHO 3MEHITYBATH
o3y (10)

Crpoba npUIHHEHHS
HiATpUMYI04Ol Teparii

A\ 4

eIlnasmodapes (4)

Ilepeoninka giarosy
PO3rIIsHYTH MOXKJIMBICTb BIAIIPABUTH 10
Crieliani3oBaHoro LUEHTPY

]

Slxo giarno3 X3/1I1 BiporiaHo BipHHI

Po3mouHiTh iHIIE eeKTHBHE TiKyBaHHS
(KOPTHUKOCTEPOIaH, B/B IMyHOrI00Y TiHH 260

iazmobapes) ,

v

[lepeoninka giarHo3y
PO3rJIsHYTH MOXKIIHBICTB BIAIPABUTH 10
CIIelialli30BaHOr0 LEHTPY
1

g

Skmo aiarno3 X311 BiporigHo BipHUit

. Po3no4HiTh Tpere eeKTUBHE JIIKyBaHHS

(KOpTHKOCTEPOiaH, B/B iMyHOr100YniHH 260
miazmodapes)

n

Y

v

Tepeouinka aiarHosy

4

!

Po3rnsHyTH anbTepHATHBHY IHAYKLIHHY Tepario
(myxe HU3bKa JoKa3oBa 6asa) (11,12,13)

Putykcuma6, Huknodocdamin ado Lukmocnopun

(pemicis)

\ 4

PO3rIISIHYTH MOXJIMBICTD OJ{HE 3 HACTYITHOTO ISl 3MEHILICHHSI
KOPTHKOCTEpoixiB: miasmodape3 abo B/B iMyHorno0yminu (9)

v ~

BinHOBIECHHS TiKyBaHHS
IpU HoTipIIeHHi (XBopoba

Huspkuii piBeHb 10Ka30BOCTI aKTMBHA)

e Asarionpun
e lluknocrnopun
. Mikodenonat Mmoderin

e PO3rJIsHYTH MiABHIICHHS O3 /4aCTOTH JIIKyBaHHS ab0
kombiHoBana Tepamis (11)

\ 4

1)
2)

3)

4)
5)
6)

7)
8)

9)

10)
11)
12)

13)

Posmouaty JlikyBaHHS TiIbKH SIKIIO € BIUIUB HA SKICTh )KMTTA 200 00’ €KTHBHI CHMITTOMH HE ITOKPAIIYIOThCS

KoprukocTepoii oaeHHo nepopaibHo (3a3BH4ail po3nourHaTh 3 60 Mr 4 THXHS 3 HACTYITHHM 3HIKCHHSM 103H1) a00 MyJbe Tepartis
(manpuxiazn 500 mr B/B 4 Hi, TOBTOPIOBATH 1110 4 TIDKHI, a00 OpajbHO AekcameTa3oH 40 Mr moaHs 4 AHI KOXKHI 4 THKHI), 3a3BHYall 6 MiCsLB.
JloOpe nepeHocaTbes iTbMU.

CraproBa 1032 (IHAYKIis TiKyBaHH): B/B IMyHOrI00ymiHH (poTsiroM 2-5 qHiB). SIKII0 HEMae MOKPaLICHHS IPOTAroM 2-3 THIKHIB, 2-5
MOBTOPHHX 103 | I/Kr B/B iMyHOrI00YJTiHIB KOXHI 3 THOKHI (Ha OCHOBI KJIiHIYHOTO TOCBiAY), MOTPIOHO IPOBECTH L€ OJHH Kypc 2 I/KI MacH Tina
repes MPUAHSATTAM PiLlIeHHs PO Te, IO TEepalis € Hee(PEKTUBHOIO.

[na3modapes 3a3BH4ail HA3HAYAIOTH ITICIST HE3aA0BUTBHOrO JiKyBaHHS KOPTHKOCTEPOiIaMu Ta/abo B/B iIMyHOr 100y TiHAMH, B OCHOBHOMY 3
MIpKyBaHb IPAKTHYHUX IPUYUH (TOCTYMHICTh, HOTpeda B JOCTYI A0 BeHH). MOXIMBHI JKyBaIbHUH PEKUM: TUBUCH OCHOBHHUI TEKCT.

THoni moTpiGHO nocnocrepiraty 3 MicALIB 3a eEKTUBHICTIO JIKyBaHHA. SIKII0 HeMae eeKTUBHOCTI, TpeOa MOAYyMATH PO AyTOIMYHHY
HOZIOMATIIO.

MOHITOPHHT BiJIIOBIJli BaJliJOBaHUMH OL[IHKAMH

Kpara n103a KOpTHKOCTEpPOIi/iB Ta cXeMa 3HWKEHHS 103U HEBioMi

J1030BUii peKUM NEPCOHANI30BAHMN. SHIKYHTE 103Y/4acTOTY JUIsl MOLIYKY MiHIMaibHOI edexTrBHOI n1o3u. [TinTpumytoda 1o3a B/B
IMYHOIJIOOYJTiHIB: HalO1JIbIIl YaCTO BUKOPUCTOBYETHCA B KJIIHIYHUX TOCTIIKEHHAX | T/KT KOXKHI 3 TxkHI, ab0 migmmkipHo 0,2-0,4 r/kr Ha
TIOKZCHB. JlesKi naieHTn noTpedyTh MeHIoi abo OibIol 103H (IMBUCh OCHOBHHMN TeKCT). J[J14 monepemkeHHs Mo0i4HUX SBUIL B/B
IMYHOrJI00YJTiHIB, PEKOMEHIOBaHO He nepesuiryBatu 103y 40-80 r/nens. [lanieHTaM MOXKyTh OyTH 3aMiHEeHI B/B iMyHOrJI00yJIiHM Ha MiAMIKIpHi,
Haifyacrille po3MoYnHAIOTh 3 Ti€T K caMOl 1031 Ha THIXKACHB.

A3zationpuH ( 1oKa3oBa 0a3a BigoMa 3 iHIIMX 3aXBOPIOBAHb), Ta TAKOXK MOXIIMBO [IUKJIOCIIOPHH a00 MiKO(eHONaT (aHeKJOTHYHA JIOKAa30BiCTh 10
X3/IT) moxxe OyTH KonaHuit 10 KOPTUKOCTEPOINiB, B/B IMYHOIIIO0YIiHIB 200 muasModapesy AJisi 3SMEHIIEHHs IXHbOT J031/4aCTOTH..

Jlnst 3anmo0iranHst MapHOTO JIIKYBaHHS, IPOOYyHTe 3MEHITYBaTH 103y a00 MPUNUHINTE JIKYBaHHS, 1100 M00a4uTH 30epeKeHHs oTpedu B
JKyBaHHi: 3a3BU4ail Ha NOYATKY KOXKHI 6-12 MicAIiB, HOTIM MEHII YacTO (HANPUKIAA KOXKHI 1 -2 pOKHU y Mali€eHTIB 3 TPHBAIUM JIiKYBaHHSM)
Eckanarist Tepamnii mOBUHHA PO3TJISIATHCh TiJIbKKA ITPU HeaJeKBaTHIN BiIOBIII HA CTaHAAPTHE JIIKYBaHHS, IIPH aKTHBHOCTI XBOPOOU 200 03HaK
BTPaTH aKCOHIB

JlocmipKeHH s KIIHIYHUX BUIMA/IKIB TI0OKa3aJM MOKIIMBICTh €()EKTHBHOCTI PUTYKCHMAaO0y y MaIli€HTiB 3 HOJaIbHUMU/TIapaHOAATFHUMH aHTHTITIAMH
micnst Hee()eKTUBHOCTI KOPTHKOCTEPOiIiB a00 B/B iMyHOITI00YIiHIB

Huxnodocdamin moBuHeH OyTH BUKOPUCTAHUHN 3 HAJUTUIIIKOBOIO YBAro y 3B’sI3Ky 3 TOKCHYHICTIO. MaJleHbKi JOCIIDKEHHS BKa3yIOTh Ha
MOXIUBUM €PeKT HUKIOCIIOPIHY.

brok-cxema 3. Tnaykiiiina ta ninrpumyroua teparmis X311 (PICO 8-11)







