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Y (7aTTi NpencTaBneHi pe3ynbTaTin BACHOr0 AOCNIMKEHHS, MeTol AKOro 6yno BUBUEHHA KNiHiK0-HEBPOMOTiUHMX Xa-
paKTepucTuK cnaakoBoi cenco-motopHoi Heiiponatii ((CMH) 1A Tuny. [letanbHo obcTexeHo 153 naiexTa (82 yonoBiki i
71 xiHka) 3 214 cimeid. 06cTexeHo bynn nauienTy Ak 3 paiwe aiarHoctoaoto (CMH 1A Tuny, TaK i 3 BnepLue BUABNEHOK.
MepeBaxHa BinbLuicTb navienTie (72,5%) manu TpuBanictb 3axBoptoBaHHA binbLue 10 pokis. Bcim o6cTexyBaHIM XBOpPUM
NPOBOAMBCA HACTYMHMIA 06CAT AiarHOCTUYHIX BOCAIAKeHb: 36ip CKApr Ta aHaMHe3 0CHOBHOTO 3aXBOPIOBAHHSA; OCNIIKeHHA
COMATUYHOTO | HEBPONOTIYHOTO CTATyCY; KAIHIKO-TeHeanorivHmit aHani3 pogoBogy. Komnnekc 40/aTkoBUX METOAIB JOCTI-
[PKEHHA BKNIOYAB: KNIHIYHWi aHani3 KpoBi i Ceui; JOCNIMKEHHA B KPOBI PIBHA MIOKO3M, CRYOBYMHM, KpeaTUHiHy, Kanblito,
neviHKoBYUX GepmeHTiB, binkoBoro cknagy; Y31 opraHiB uepeBHOi NOPOXHWHY, peHTreHorpadii opraHiB rpyaHoT KNITUHY,
rPYAHOTO | nonepekoBoro Biainis xpe6Ta, aHani3 kpoBi Ha BIN-iHdeKuito. [Tpu BUBYEHHI KNiHIYHOT KapTUHY 3aXBOPIOBAHHA,
obcTexeHi 6ynv po3gineHi Ha 3 rpynu B 3aneXHOCTi Bi TPUBANOCTI 3aXBOpIOBaHHA: 1-a rpyna — TpUBANiCTb 3aXBOPHOBAHHSA
MeHLue 5 pokiB; 2-A rpyna — TpUBaNicTb 3aXxBOPHOBaHHA Bif 5 A0 10 pokiB; 3-T4 rpyna — TpUBanicTb 3aXBOPIOBaHHA biNb-
we 10 pokiB. Ha niacTaBi gaHux npoBeaeHoro AOCTIZKEHHA 3a yuacTio 153 XBOPUX OCHOBHUMY KNiHIKO-HEBPOMOTYHIMM
XapaKTepucTKamIn CNaAKOBOT CeHCO-MOTOPHOI Heviponarii TA Tuny €: CimeliHnii aHaMHe3 3 ayTOCOMHO-AOMIHAHTHIM TU-
NOM YCNaaKyBaHHs; MaHiecTalis 3axBOptoBaHHA y Billi 40 20 POKIB; CUMETPUYHICTb YpaXeHHs; Mporpecykounii napes i
rinoTpodia M'A3iB HIKHIX BEPXHIX KIHLIBOK; 3HIKEHHA pedneKTopHOT chepu; NOpYLUEHHA BCiX BUAIB YYTAUBOCTI KIHLIBOK;
pedopmauia ctonu 3a Tunom Opuapeiixa; fedopmaLii kucteii; noBinbHO Nporpecytouwii TN nepebiry 3aXBoptoBaHHA 3 ne-
PEBAKAHHAM NErKOro Ta CePeSHbOr0 CTYNEHA TAXKOCTI 3aXBOPIOBAHHA.

KntouoBi cnoBa: cnajikosi ceHCO-MOTOpHI HeiiponaTii, KniHiuHi XxapaKTepucTUKIA, reHeTYHNI aHaMHe3, HeBPOoriy-
HUIA CTaTyC.

©Tosbax I. 0., [peyanina 0. fl., Monogan J1. B., 2020
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Bcryn. CnapkoBi xBopobu HepBOBOi cuctemin 3alima-
l0Tb Barome MmicLe B CTPYKTYpi 3aXBOPHOBaHb HEpBOBOI
CUCTEMN | CKNazarTb A0 5% Bif 3aranbHOi HEBPOOTiYHOI
naronorii. HainbinbLu nowmpeHoto Gopmoto Lii€i natonorii €
CnazikoBi ceHco-moTopHi Heiponarii (CCMH), yactka Akux
CTaHOBWTb 613bK0 20% YCix KNIHIYHMX BUNAAKIB CMAAKO-
BIX 3aXBOPIOBaHb HEPBOBOI cuctemu [1; 2; 6].

CnagkoBi ceHco-moTopHi Heitponartii ((CMH) — rete-
pOreHHa rpyna reHeTUYHo JeTepmiHOBaHNX 3aXBOPHOBaHb
HepBOBOI CUCTEMU, L0 XapaKTepU3yloTbCA MHOXUHHUM
ypaXeHHAM nepudepuyHnX HepBiB i PO3Pi3HAKTLCA Tu-
MOM YCNafKyBaHHA, KNiHIYHUM i reHeTUYHOro nonimop-
hi3amy, 0cobnMBOCTAMM Teuii, XapaKTepoM eneKTpoHeil-
pomiorpadiusnx (EHMI) i mopdorictoximiueckix 3miH [3].
Haz3BuuaitHe pisHOMaHITTA Ho3onoriyHux popm HMCH, ix
reHEeTUYHA TeTepOreHHICTb | BUPAXKEHWIn KMiHIYHWiA noni-
MOPI3M 3HAUHO YCKNAAHIOKTb PaHHI0 KNIHIYHY AiarHoc-
TUKY AaHoi natonorii [6; 8].

Anroputm piarHocTukI 6yab-AKOro CMaZKoBOro 3aXBo-
PIOBAHHA CKNAZAETbCA 3 HACTYMHUX MOCTILOBHUX eTaniB:
1) BUABNEHHA CUMNTOMIB i 03HaK, TUNOBUX AN KNiHIUHOT
KapTUHW CMAJKOBOTO 3aXBOPIOBAHHA; 2) YTOYHEHHA Aia-
rHO3y 3a JJ0MOMOr0K J0AATKOBUX METOAIB AiarHoCTUKM;
3) niaTBepAKeHHA AiarHo3y 3a AOMOMOrOK MoneKynap-
HO-TEHETUYHOTO JOCNIAKEHHA — BUABNEHHA NAaTONOTIYHOI
MyTaLjil reHa, BiANOBiAANbHOIO 3a BUHUKHEHHA 3aXBOPIO-
BaHHA. OfiHaK, TPYAHOLLi AiarHOCTUKN CNAJKOBOro 3aXBo-
PIOBaHHA 00YMOBNEHi HaCTymHUMM npuymuHamu: 1) Bnac-
TUBMIA BaraTboM CMajKOBUX 3aXBOPIOBaHb GeHOTUMIYHMIA
nonimopdi3M He 3aBXAW [03BONAE TOUHO BM3HAUUTH
HO30/10riuHy QOpPMY; 2) PYTUHHI METOAN JiarHOCTUKI He
J103BONAIOTb YTOUHUTY KNiHIYHWIA AiarHO3 BHACi 0K HU3b-
KoI CneumdiuHOCTi; 3) reHeTUHa reTeporeHHiCTb 3aXBOPH-
BaHb i HAABHICTb PIAKICHUX GOPM 3HAUHO YCKNAJHIOKTb
NiATBEPAXeHHA AiarHo3y 3a 0MOMOror MonekynAapHo-re-
HETUYHOrO JOCTIZAXKEeHHA, CNPAMOBAHOTO Ha MOLWYK KOH-
KpeTHoI BifoMoi myTauii [4; 5; 7].

Y 3B'A3Ky 3 UMM BUBYEHHA OCHOBHUX KNiHiKO-HeBpo-
noriynux xapakrepuctuk CCMH mae Benuke Megnko-eko-
HOMIYHE 3HaueHHs, 103BONAUN BU3HAUYUTY YiTKi KNiHiUHi
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KpuTepii AiarHo3y Ta onTUMI3yBaTin KOMIJIEKC MOAANbLLMX
AiarHOCTUYHUX JOCTIXKeHb, B TOMY 4uCi MoseKynap-
HO-TeHETUYHUX. 3 OrNAZY Ha Tol $aKT, WO Ha CbOroAHi
He po3pobneHi MeToAM NaTOreHeTUUHOI Tepanii JaHO
naTonoril, PaHHe BUABNEHHA 3aXBOPIOBAHHA Ma€ Benuke
MPaKTUYHE 3HAYEHHA, [O3BONAKOYUM CBOEYACHO NPOBOAUTH
KOMEKC NikyBanbHO-peabinitauiitHix 3axoAis i npodi-
NaKTUKY 3aXBOPHOBAHOCTI B 0OTAXeEHUX Cim'AX [2; 5].

MeTta po60Tu: BIU3HAUNTI OCHOBHI KNiHiK0O-HeBPONO-
FiYHi XapaKkTepucTUKK CNagKkoBoi CEHCO-MOTOPHOI Heilpo-
narii 1A tuny.

3aBpaHHA po6oTu:

1. BU3HauuUTh yacToTy CiMeliHUX BUNAAKIB 3aXBOPH-
BaHHA i TUN C(NajKyBaHHA B OOTAXeEHUX CiM'AX XBOPUX
(CMH 1A Tnny.

2. Bcranosutn Bik aebiory CCMH 1A Tuny y obctexeHmx
XBOPUX.

3. BU3HAuMUTU OCHOBHI KNiHIYHi CUMNTOMMN ypaXKeHHs
HUXKHIX KiHuiBok npu CCMH 1A tuny.

4. BU3HAUMTW OCHOBHI KMiHiYHi CUMNTOMU YpaXKeHHA
BepxHix KiHuiBok npu CCMH 1A Tuny.

5. BctanouTi vactoty nopywensb xoau npu CCMH 1A
mny.

6. BusHaunty cTyniHb TAXKOCTI Ta TN nepebiry CCMH
1A TUny y 06CTEXEHNX XBOPUX.

Martepianu i meToau pocnigKeHHa

06’ekt mocnigxenHa: xgopi CCMH 1A tuny. [iarHo3
(CMH 1A Tuny BCTaHOBNH0BABCA BIANOBIAHO 40 peKOMEH-
fauiin focnigamubkoi rpynu BOO3 3 BMBYEHHA HepBo-
BO-M'A30BMX 3aXBOPIOBAaHb HA MifCTaBi HACTYNMHUX Adia-
HOCTUYHUX KPUTEPiB: 0AHOYACHE HAABHICTb YOTUPbOX NO-
3UTUBHUX NYHKTIB KNiHIYHWX 03HAK | OAHOIO MO3UTUBHOTO
MYHKTY 1a00PaTOpHMX 03HaK ab0 NepLUOro i APYroro MyHK-
TiB nabopatopHux o3Hak. [liarHoctuuni kputepii CCMH 1A
TUny npefcTasneHi B 1aon. 13; 5].

Bcim obcTexyBaHuM XBOpUM MPOBOANBCA HACTYMHUIA
00cAr aiarHoCTUYHNX AOCNimKeHb: 36ip CKapr Ta aHamHe3
OCHOBHOTO 3aXBOPHOBAHHA; LOCTIAXEHHA COMATUYHONO i
HeBPONOTYHOro (CTaTyCy; KNiHIKO-reHeanoriyHmii aHanis
pozoBoay.

Tabnuys 1

RiarnoctuyHi kputepii CCMH 1A Tuny

KniHiuni 03Haku

Jla6opatopHi 03Hakm

3. 3HUKeHHA | BUNAZiHHA CyXOXUNbHIX pedneKciB;
4. [opyLweHHs YyTnnBoCTi;

5. (Tporo CUMeTpUYHMIl XapaKkTep CUMMTOMIB;

6. MoBinbHe nporpecyBaHHA 3aXBOPIOBaHHS;

7. lebioT 3axBOproBaHHA A0 20 pokis;

8. CimeiiHuii aHaMHe3.

1. TinoTpoii i nape3n M'A3iB, NepeBaxHO ANCTANbHYX BifAINIB HIXKHIX KiHLiBOK;
2. [ledopmauii cton (mo Tumy NopoxcHix / GpiapeiixoBCbKiX / eKBKHOBAPYCHMX);

1. IHK-piarHocTnKa

2. EHMI-gocnigKeHHA: 3HKeHHA WBMAKOCTI NPOBeAeHHS
iMnyNbCy MO PyX0BUM BONIOKHAM CEPeANHHOTO HepBa Hikue 38 M/c
(aemieniizytounii Tn) abo 3meHLweHHa amnniTyan M- Bignosigi
(akcoHanbHuii TN) Npyu cTUMynALitHiin EHMT;

3. bioncia HepBiB.
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Y Bcix obcTexxyBanux npu 360pi ckapr ocobnusy yBary
6yno npuaineHo BUABIEHHIO NepLLIX CUMITOMIB 3aXBOpI0-
BaHHA i BIKOBOMY nepiofy iX NposBiB, a TaKOX CKapramu
Ha MOMEHT ornagy. B aHamMHe3i 3aXxBOpIOBaHHA BPaxoBy-
BaNNCA TaKi XapakTepuCTUKIA: BiK JebIoTy 3aXBOPOBAHHS;
TeMNU NPOrPecyBaHHs; CTYMiHb TAXKOCTI 3aXBOPIOBAHHA
Ha MOMEHT OrfiAAY, CNaikoBa 00TAXEHICTb N0 JaHOMY 3a-
XBOPHOBaHHIO.

Bikom nebioTy 3aXBOpI0BaHHA BBaXaBCA Bik N0ABM nep-
LMX pyxoBuX Ta \ abo uyTAnBUX po3nazis, AKi BiA3Havanu-
€A CAMIM XBOPUM 260 /0r0 HabAMKUUMU POZNYAMMU.

Temnu nporpecyBaHHA 3aXBOPIOBAHHA OLiHIOBANNCA B
pe3ynbraTi aHanisy Cyb'eKTMBHUX CKapr NavieHTa i JaHuX
KNiHIYHMX XapaKTepuCTuK (pyXoBii uyTAuBi po3nagm) 3 Mo-
MEHTY Ae0l0Ty 3aXBOPIOBAHHS | NPOTArOM YCbOro nepiofy
XBOPOOU.

(TyniHb TAXKOCTI 3aXBOPIOBAHHA HAa MOMEHT ornagy
BCTAHOBJ0BA/NIACA HA MiACTaBi JAHUX HEBPOJIOriYHOro Or-
NAAY i BiANOBIAAB CTYNEHI0 PYXOBUX i UYTANBIX MOPYLUEHD,
a TaKOX (TaTo-NOKOMOTOPHUX QYHKLA (3aaTHICTb nepe-
CYBaTUCA CAMOCTINHO Ta HEOOXIAHICTb Y BUKOPUCTaHHI f0-
MOMiXXHIX 3aC00iB ANA NepecyBaHHA, Hanp. TPOCTUHA abo
Kpicno-KaTanka). Takox npu BU3HAYeHHi CTyneHa TAKKOCTi
33XBOPIOBAHHA BPAXOBYBANUCA CTYNiHb BUPAXEHOCTi Je-
dopmauii con, 0bmexeHHA pyXnuBoCTi B cyrnobax, ere-
TaTUBHO-TPOGIYHi po3naau.

B pe3ynbrati 360py CKapr i aHamHe3y 3axBOpIOBaHHA
YTOUHIOBANINCA TAKOX [aHi Mpo TePMiHU MepBUHHOI Aia-
THOCTUKI 3aXBOPIOBAHHA 3 MOMEHTY MOABM NepLunX cKapr,
CynyTHi 3aXBOPIOBAHHA, a TaKOX HaABHICTb NpodeciitHix
HecnpuATAuBUX $GaKTopiB, y TOMY YNCNT IHTOKCUKALLiIA, BIAKU-
BIB iOHi3yt0uol pagiaLii, eneKTPOMarHiTHUX nonis, BUCOKNX i
HIU3bKIX TemnepaTyp, Bibpaviit. Mpu HeobxiaHoCTi 36ip aHa-
MHe3y 3[ilCHIOBABCA 3a y4acTio POANYIB, AKI Jonomaraniu
YTOUHUTY NepLLi NPOABK i TePMiHU NOYATKY 3aXBOPHOBAHHS.

lpu [oCniZKeHHi COMATUYHOrO CTaTyCy NMPOBOAMBCA
3aranbHuil OMNAL NauieHTa 3a CTaHZAPTHOK METOANKOI
TepaneBTUYHOT0 0OCTEXEHHA Ta BUMIPIOBAHHA OCHOBHMX
KUTTEBUX NMOKA3HWKIB: apTepianbHOro TUCKY (CUCTORIYHOO
i 4iaCTONIYHOrO TUCKY B MM/pT. CT.); NyNbCy (YacToTu cep-
LieBIX CKOpOUeHb Ha 060X pyKax); Baru (Kr), 3pocTy (cm).

HeBponoriuHmii 0rnAf navLieHTa BKOYAB AOCNIIKEHHS
GYHKLiI YepenHo-M03KOBUX HepBiB; PYX0BOi, KOOPAUHA-
TOPHOI Ta uyTANBOI Chep; BereTaTUBHOI HEPBOBOI CCTEMMU i
BULLMX KipKoBIX QyHKLii. Ocobnusy yBary byno npugineHo
00CTeXeHHI0 nepudepuyHoi HepBOBOi CMCTEMY, Y T.4. BOCI-
[KEHHA BCiX BUAIB YYTAMBOCTI, M'A30BOr0 TOHYCY Ta M'A30-
BOI CUIN BEPXHIX i HUXKHIX KiHLBOK; 00CAry M'A30B0i Macu,
BU3HAUeHHA HAABHOCTI Ta Iokanizavi M'A30Bmx aTpodii abo
rinotpodiit, AepopMallii KicTkoBO-CyrnoboBoi cucTemm.

PSYCHIATRY, NEUROLOGY AND MEDICAL PSYCHOLOGY

lpu moCnimKeHHi pyxoBoi chepn ouiHOBanuCA obcar
AKTUBHUX i MAcUBHUX PyXiB, M'A30BUI TOHYC, M'A30Ba
Una, CyXoXUbHi pednekcu; NpoBOAUAACh OLHKA Xoau
XBOPOro.

M’A30B1iA TOHYC BU3HAYaBCA CMOCOOOM NaCUBHUX pyXiB
B Cyrnobi B cepefHbOMY Temni, NPUONN3HO KOXeEH pyX 3
4acToTol0 B 5 CEKYHA.

Mpn ocnigxeHHi M'A30BOI Cunu BPaxoByBanUCA Taki
0c06nMBOCTI, AIK BIK, CTaTb, piBeHb TPeHOBaHOCTI. M'A30Ba
(UNna BM3HAuanaca MpPOTUAIEID CKOPOUEHHSA LOCNiXYBa-
HUX M'A3iB. [poTuaia 3ycunnio XBoporo 3paiicHI0OBaNOCA B
PeXuMi i30METPUYHOr0 CKOPOUEHHA, NpK AKOMY Hanpyra
[OCNiAKYBAHOTO M'A3a 3pocTa€ 6e3 3MiHu (yKopoueHHa) i
L0BXMHN. [IpoBOAMNOCH NOPIBHAHHA M'A30BOI cunut i 06-
CATY BUKOHAHOrO pyXy 3 IBOX CTOPIH (MpaBopyu i niBopyu).
[ins ouiHKI M'A30B0I CUM BUKOPUCTOBYBanaca n'atnbanb-
Ha cuctema Bif 0 40 5, e 5 6aniB BianoBigae HOpManbHOI
(abo noBHoi) M'a30B0i cuni, a 0 6aniB — BiACYTHOCTI M'A-
30B0i Cunu — nnerii (Tabn. 2). ANbTepHaTUBHIM METOAOM
LOCNIAXEeHHA M'A3iB 3rMHauIB i po3ruHauis cTon byna diar-
HOCTUYHA Npoba 3 X0Ab00I0 Ha HOCKAX i N'ATax.

Tabnuys 2

Ouinka m'a30Boi cunu

Kpurepii ouinkm banu
HopmanbHa m'A30Ba cuna 5
(una 3HmKeHa, ane XBOPUI MOXe 3A1ICHIOBATY aKTUBHI 4
pyXu NpoTI onopu Nikaps
XBOpWit 38aTHNIA 34iTICHIOBATI PyXy NPOTI CUNN TAXKIHHA, 3
ane He npoTin onopu nikapa
XBOpWil He 37aTHUIA 34iCHIOBATY NPOTUAIATIA CUMI TAXKIHHA, )
ane 34ilCHIOE pyXu, Npu AKX i BINIMB 3BeAEHO [0 MiHIMyMy
MiHimanbHi akTUBHI pyxu 1
AKTMBHI pyXxu BiACyTHI 0

[insl TouHoT AiarHoCTUKN 06cAry M'A30BOT Macy i CTy-
neHA BUPAXeHOCTi rinoTpodii NpoBoAMNOCb BUMIPIOBAHHSA
OKPYXHOCTI CTErOH, FOMINOK, nieyei, nepeanniu.

lpu BocnifxeHHi pednekciB MOCNIJOBHO MOPIBHIO-
Ba/INCA NpaBa Ta NiBa CTOPOHMU, OLiHIOBANACA LBNAKICTb,
cuna peneKTopHOI peakLii Ta amnAiTyaa pyxis B cyrnobi.
(yxoxunbHi i nepiocTanbHuX pednekcn ouiHBaNNCA 3a
4-x 6anbHoto Wwkanoto (Bia 0 ao 4), ae 0 6anis BignoBigano
BiAICYTHOCTI (BUNapaHHA) penekcy, a 4 6anu - piskoro nig-
BULLEHHA pedneKcy.

lpn BoCnigKeHHi uyTnuBoi cpepu BUBYANUCA Mo-
BEepXHeBi Ta IMMOOKi BUAM UYTAMBOCTI Ha BEPXHIX i HIKHIX
KiHUiBKax. [locnifkeHHa uyTnuBoi chepu npoBoamnoca B
nepLuiit NonoBuHI 4061 B yMOBaX MiHiMi3aLlii adepeHTHMX
NnoApa3sHuKIB npu Temneparypi HaBKONNULLIHBOMO Cepefo-
BULA He MeHLe HiX 23° C. locnifKeHHs noBepxHeBuX i
rAMOOKNX BUAIB YyTAUBOCTI NPOBOAMNOCA B YMOBaX BU-
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KNKOYEHHA 30p0BOr0 KOHTPONIO (MY 3aKpUTMX 0Yax fOCNI-
[KYBaHOr0).

[poBOAMBCA KOMMAEKCHUIA aHani3 Cy6'eKTUBHIX CKapr
i BUABNEHNX 3MiH B COMATUYHOMY i HEBPONOTiYHOMY CTa-
Tycax.

Komnnekc JOAATKOBIUX METOAIB AOCNIAXKEHHA 3 METOI0
YTOUHEHHA XapaKTepy Heilponarii Ta MiATBepAXeHHsA a0o
BUK/IOYEHHA CNaZKOBOI NMPUPOAN 3aXBOPIOBAHHA BKJIIO-
YaB: KNiHiYHMI aHaNi3 KpoBi Ta Ceyi; A0CNiAXEHHA B KPOBI
PIBHA: [NIOKO3U, KPeaTUHiHY, Kanbliito, neviHkoBux dep-
MEHTIB, 6iNKOBOro CKnagy; AOCNIZKeHHA cevoBuHu; Y3[1
OpraHiB YepeBHOi MOPOXXHUHW; PeHTreHorpadii opraHis
FPYLHOI KNiTUHN, TPYAHOTO | NONepeKoBoro Biajinis xpeo-
Ta, aHani3 KpoBi Ha BIT-iHdekuito [3; 5; 8].

BMBUEHHA KNiHIKO-TeHeanoriyHoro aHamHesy 3fii-
CHIOBANOCA 3riAHO MiXKHApPOAHMX CTaHAAPTIB MeLNUHOI
reHeTukn. Bcim 06CTexyBaHUM XBOpUM MPOBOAUNOCA
KNiHiKO-reHeanoriyHnit aHanis pofoBody 3 BU3HAYEHHAM
cimeitHoi 06TsxeHHA i3 CCMH, Tunom ycnaakyBaHHs, pos-
PaxyHKOM FeHETUYHOT0 PU3NKY PO3BUTKY 3aXBOPIOBAHHS
ANnA npobaHfa, ioro Hawaakie i poguuis. MonekynapHo-
reHeTUyHe JOCiAXKeHHA NPOBOANIOCA Ha NPeaMeT NnoLwy-
Ky Aynnikauii 17p11.2 [2; 6; 8].

[eHeTUYHMIA aHaMHe3 rpadiuHo Bigobpaxasca y BUrna-
Ai TeHeasnoriyHoro epeBa, ie KOXeH uneH Cim'i Mae inau-
BiflyanbHUil IHAEKC i3 UMPp, LL40 NO3HAYAIOTb MOKONIHHA i
0C0OMCTUIn HOMEp B MOKONIHHI; KNiHIYHO XBOPI iHAMBIAYY-
MIA BUGINANUCA LUTPUXYBAHHAM.

B AKoCTi MeToZiB NOPIBHAHHA BUKOPUCTOBYBaNNCA Me-
TOAN ONUCOBOI CTATUCTUKM. [MOpPiBHAHHA NPOBOAMUNOCA 3
BUKOPUCTAHHAM CTaTUCTUYHOTO naketa SPSS19.0.
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Pe3synbratn gocnigxeHb

JletanbHo obcTexeHo 153 nauieHta (82 uonoBiKN i
71 XiHKa) 3 214 cimeit.

bynu obctexxeHi mauieHT AK 3 paHilue AiarHocTo-
BaHo (CMH 1A tuny, TaK i BnepLe BusAsneHi. llepsuHHe
BMABMEHHA XBOPUX 3AINCHIOBANOCA NpK 1X 3BEPHEHHI [0
XapkiBcbkoro MmixobnacHoro cneujanizoBaHoro meau-
KO-TeHeTUYHOro LieHTpy. BuaBneHHA XBopux 3 paHitue Ji-
arHoctoBaHor CCMH 1A tuny 3giiicHioBanoca 3a aHuMm
KapT nauieHTiB XapKiBCbKoro Mixo6nacHoro cnewiani-
30BaHOr0 MeJNKO-TEHETUYHOr0 LIeHTPY, MeANKo-TeHe-
TUYHUX KOHCYNbTaUi, AUCNAHCEPHUX CNOCTepeXeHb B
nonikNiHikax, apxiBiB HeBponoriyHux crauioHapis i MCEK
M. XapKoBa.

[JlaHi npo KoXHOro navjieHTa bynn BHeCeHi B CnewianbHo
po3pobneHy iHAMBiAyanbHy kapty xaoporo (IKX), a Takox
Komn'loTepHy 6a3y AaHuX, Ha MiACTaBi AKoI (hopMOBaHO
reHeTUYHWil perictp «CnagikoBi CEHCO-MOTOPHI HeliponaTil
1A Tnny».

JocnigxenHa nposogunoca 3 nucronaga 2014p. no nu-
cronag 2018 p. Po3nogin xsopux B 3aneXHoCTi Bif Biky Ta
CTaTi npecTaBNeHo B Tabnui 3.

Tabnuys 3
Po3nopin xBopux B 3anexHocTi Bif Biky Ta cTaTi
BikoBa . . 3aranbHa | YacTKa naulienTiB B
.| Yonosiku, | KiHku, A o )
Kateropis, ) R KinbKicTb, | 0bCTexyBaHiil rpyni,
poKH n %
18-30 14 9 23 15
31-60 36 27 63 41,2
611 cTapuwe 32 35 67 43,8
Bcboro 82 71 153 100

FeHeanoriyHe aepeso

| O

n.Oﬁﬁ Q.

PucyHok 1
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flk BUAHO 3 HaBeeHOi TabnNLi 3, nepeBaxHa KiNbKiCTb
navieHTia (85%) 6ynu y Biui ctapwe 30 pokis. Po3nogin
nawienTiB y BikoBux rpynax «31-60 pokiB» i «61 piK i
cTapuue» 6yno nopisHaHHUM: 41,2% (63 xBopux) | 43,8%
(67 xBOpWX) BiANOBIAHO. ICTOTHO MEHLUA KiNbKICTb NaLlieH-
TiB BiA3Hauanoca y Bikosiit rpyni Big 18 no 30 pokis: 15%
(23 xBopux).

[eHepHuMiA po3nogin 06CTeXyBaHUX XBOpUX Npej-
CTaBNeHuii B 53,6% Bunaakis (82 xBopux) 4onosikamu Ta
B 46,4% (71 xBOpWi1) BUNAAKiB — XiHKaMN. Y Pi3HMX BiKo-
BUX rpynax Bi3Hauanuca HacTynHi reHaepHi BiAMIHHOCTI.
Tak, y BiKkoBiit rpyni «18-30 pokiB» iCTOTHO nepeBaxanu
yonoBiku (61% — 14 xBopux) B nopiBHAHHI 3 XiHKamu
(39% — 9 xBopwux). ¥ BikoBiii rpyni «31-60 pokiB» yono-
BiKiB 3a3Hauanoca 57,2% (36 xBopux), XiHok — 42,8%
(27 xBopux). Y BiKoBilA rpyni «61 piKk i cTapLue» nepeBaxa-
nn XiHKK (52,2% — 35 xBopux) B nopiBHAHHI 3 Y0s0BiKa-
mu (47,8% — 32 xBopux).

Takum unHOM, pe3ynbraTi HaWOoro AOCTIAXKEeHHs, Ha
OCHOBI JAHNX CTATUCTUYHUX MOPIBHAHD 3 BUKOPUCTAHHAM
KpuTepito (TblofieHTa, (BiAYaTb NPO iCTOTHE NepeBaXaHHs
(CMH 1A Tuny y oci6 ctapwe 30 pokiB; B MONOAOMY Billi
(80 30 pokiB) 3aXBOpIOBAHHSA YaCTiLLIe 3yCTPIYAETHCA Y 0Ci6
40/10BiY0I CTaTi; B BIKOBUX rpynax ctapiue 31 poky icToTHUX
reHfepHNX BiAMIHHOCTeN He Bifj3Haya€eTbCA.

3anexHo BiJ TPUBANOCTi 3aXBOPIOBAHHA XBOPUX bynu
po37ineHi Ha 3 rpynu NOPiBHAHHA: 3 TPUBANICTIO 3aXBOPIO-
BaHHA MEHLLE 5 POKiB; 3 TPUBANICTIO 3aXBOPHOBAHHA Bifj 5
£0 10 pokiB; 3 TPMBANICTIO 3aXBOPIOBaHHA binblue 10 po-
KiB. Po3nogin xgopux 3a TpMBanicTio 3aXBOPHOBaHHA Npef-
(TaBneHo B Tabnuui 4.

Tabnuys 4
Po3nopin xBopux CCMH IA Tuny B 3anexHocTi
Bif TPMBanNoCTi 3aXBOPIOBAHHA

KinbKictb nauientis,

TpVIBa!IICTb 3aXBOPIOBaHHA (% Bijg 3aranbHoi KiNbKoCTi)

MeHLLe 5 pokis 12 (7,8%)

5-10 pokiB 30(19,7%)

6inbLe 10 pokiB 111(72,5%)

lMepeBaxHa 6inbLwicTb nauienTiB (111 xBopux — 72,5%)
Manu TpUBaNiCTb 3aXxBOploBaHHA binbiue 10 pokis. Y 7,8%
(12 xBopux) BUNAAKiB TPMBANICTb 3aXBOPHOBAHHA CTAHOBI-
na MeHuwe 5 pokis; i B 19,7% Bunapkis (30 xBopux) — Bia
5 1o 10 pokis.

3anexHo Bia BiKy AeOKTy 3aXBOPIOBAHHA NaLieHTy
Oynu po3nogineHi 4 rpynu, AKi BiANOBIAAKTb TaKNUM BiKO-
gum nepiogam: I, 11, I1l, IV gecatunitta;

Po3nopin xBopux 3a Bikom Ae0KTy 3aXBOPHOBaHHSA
npeAcTaBNeHo B Tabnnui 5.

PSYCHIATRY, NEUROLOGY AND MEDICAL PSYCHOLOGY

Tabnuysa 5
Po3nopin xsopux CCMH IA Tuny 3a Bikom pebioty
3aXBOpOBAHHA
BikoBwuii nepiop, Ifi"bKi"b "a.HifHTiB .
(% Bip 3aranbHoi KiNbKoCTi)
| pecatunitta 62 (40,5%)
Il pecatunitTs 56(36,6%)
Il pecatunitTa 21(13,7%)
IV gecatunitta 14(9,2%)

[Nle6ioT 3axBoproBaHHA Y Biui 40 20 POKiB BiA3HaYaBCA
B 77,1% sunagkis (118 xgopux), [pyn uboMy Ha nepLiomy
AEeCATUNITTI XUTTA NOYATOK 3aXBOPIOBAHHA Bifj3Hayanocs
B 40,5% Bunaakis (62 xopux); Ha lI-My aecaTuniTTi XuT-
T4 — B 36,6% Bunagkis (56 xsopux); Ha lll-my gecatunitti
xutTa (Big 20 no 29 pokis) — B 13,7% Bunaakis (21 xgo-
puit); Ha IV-my gecatunitti xutTa (Big 30 Ao 39 pokis) —
B 9,2% Bunaakis (14 xsopux); nicna 40 pokis MaHidecTauii
3aXBOPIOBAHHA He CNoCTepiranoca.

[pn BMBYEHHI KANIHIYHOI KApTUHU 3aXBOPIOBAHHA,
00cTexeHi Oynu po3gineHi Ha 3 rpynn B 3aneXHocTi Big
TPUBANOCTI 3aXBOPIOBaHHA: 1-a rpyna — TpuUBanictb 3a-
XBOPIOBAHHA MEHLL HiX 5 pOKiB; 2-A rpyna — TpuBanictb
3axBoptoBaHHA Bif 5 10 10 pokis; 3-T4 rpyna — TpuBanictb
3aXBOptoBaHHA binbLu Hix 10 pokiB. OCHOBHI KMiHiuHi npo-
ABM 3aXBOPOBAHHA Y 00CTEXEHNX NaLliEHTIB NpeaCcTaBNeHi
B Tabnuui 6.

3a pe3ynbTaTamu HaLLOro JOCAIXeHHS, Y BCiX 00CTexe-
HUX NALli€HTIB Bi3HAYaBCA ANCTAIbHII NAPe3 HMKHIX KiHLi-
BOK. Jlerka cTyniHb BUPaXeHOCTi ANCTaNbHOTO Napesy HK-
HiX KiHLiBOK Bia3Hauanaca B 15,7% Bunagkis (24 xgopux);
cepeaHA CTyMiHb BupaxeHocTi — B 53% Bunaakis (81 xBo-
puin); BUPaxeHui cTynib — B 31,3% Bunaakis (48 xBopux).

(TyniHb BMpaXeHOCTi napesy Kopentoana 3 TpuBani-
CTI0 3aXBOPIOBAHHA i 3pocTana npu 30inblUeHHi TpuBano-
cti. Tak, npu TPMBanoCTi 3aXBOPHOBaHHA MeHLUe 5 PokKiB
Nnerka CTyniHb BUPAXEHOCTi AUCTANbHOIO Napesy HUKHIX
KiHLIBOK Bifi3Hauanaca B 41,6% Bunapkis (5 xgopux); ce-
peaHA CTyniHb BUpaxeHocTi — B 58,4% Bunagkis (7 xBo-
PUX); BUpaXEHWA CTyniHb nape3y AMCTanbHUX BifAinis
KiHLIBOK He Bi3HauaBcA. [pu TpUBanoCTi 3aXBOPOBaHHA
Biad 5 #o 10 pokiB nerka CTyneHb BUPaXXeHOCTi AUCTalbHO-
ro napesy HUXKHix KiHLiBoK cnoctepiranacs 8 10,0% sunaa-
KiB (3 xBOpWX); cepeaHA CTYMiHb BUPaxeHOCTi — B 76,6%
BUNAJKIB (23 XBOpWX); BUpaxeHwii CTyniHb — B 13,4% Bu-
nagkis (4 xsopux). lpu TpuBanocTi 3axBoptoBaHHA binbLue
10 pokiB nerka cTyniHb BUPaXeHoCTi AUCTaIbHOro napesy
HIKHIX KiHLiBOK Bia3Hauanaca B 14,4% Bunaakis (16 xBo-
pUX); cepeaHA CTYMiHb BUpaxeHOCTi — B 45,9% BuUNaaKiB
(51 xBopwi); BupaxeHuii cTyniHb — B 39,7% BUNaAKIiB
(44 xBopux).
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Tabnuys 6
Kniniuni cumnromn CCMH IA Tuny
Tpusanictb 3axsoptoBanHa, %
KniHiuHa 03HakKa MeHLU HiX 5 pokiB, Bia 5 10 10 pokis, binbw Hix 10 pokis,
n="12xs. n=30xB. n=111xs.
[lnctanbHit napes HKHiX KiHLIBOK CTyMiHb:
—fierka 41,6 10,0 14,4
— cepeaHa 58,4 76,6 45,9
— BUpaXeHa _ 13,4 39,7
[TpokcuManbHuii nape3 HIBKHIX KiHLiBOK 25,0 56,7 72,0
[lnctanbHmit napes BepxHix KiHLiBOK CTYNiHb:
—nerka 41,6 30,0 18,9
— cepegHa 334 60,0 45,0
— BUpaXeHa - 10,0 36,1
[TpoKcUManbHuii nape3 BepXHix KiHLiBOK 16,7 43,3 66,7
BiacyTHicTb/3HMMKEHHA peQneKciB 3 HUKHIX KIHLIBOK:
— KONiHHWI 66,7 80,0 92,7
—axinnos 100,0 100,0 100,0
BifcyTHiCTb/3HIKeHHA pedneKCiB 3 BEPXHIX KiHLiBOK:
— 3MMHANbHO-NIKTbOBMIA 41,6 56,7 84,7
— KapnopagianbHui 50,0 63,3 88,3
Jedopmauia cton:
— 33 Tunom OpigpeiixoBux 75,0 76,6 86,5
— 32 TUMOM MOPOXKHbBOI CTOMK 16,7 13,4 8,1
— 32 TUMOM €KBiHO-BapyCHUX 83 10,0 54
Nledopmadlia kucteit 25,0 46,6 73,9
linotpodis / aTpodii m'A3iB BepXHiX KiHLIBOK:
— NPOKCUMANbHI BigAINK 8,3 16,7 441
— AUCTanbHi BigAinu 25,0 36,7 85,6
linotpodis / aTpodii M'A3iB HINKHIX KiHLiBOK:
— NPOKCUManbHI BIAAINM 41,6 23,3 55,9
— AUCTanbHi BigAinu 100,0 100,0 100,0
[TopyLueHHsA Yy TAMBOCTI HUMHIX KiHLiBOK:
— 3HIDKEHHA NOBEPXHEeBOI Yy TNNBOCTI 50,0 93,3 100,0
— 3HIKEHHA TMOOKOT Yy TANBOCTI 25,0 76,7 83,8
MopyLueHHA YyTANBOCTi BEPXHIX KiHL|iBOK:
— 3HUDKEHHA NOBEPXHeBOI Yy TNNBOCTI 25,0 53,3 73,0
— 3HIKEHHA TMOOKOT Yy TANBOCTI 16,6 23,3 51,7
(renax 41,6 83,3 100,0
locTypanbHuii Tpemop 25,0 63,3 78,3

[poKcMmanbHMi Nape3 HUKHIX KiHUIBOK, 33 JaHUMN
HaLIoro JOCNiAXKeHHd, BiA3HauyaBcA B 65,3% Bunajkis
(100 xBopux) Tak, npu TPUBANOCTi 3aXBOPHOBAHHA MeH-
Le 5 pOoKiB NPOKCUMANbHIA Nape3 HUXKHIX KiHLiBOK Bif-
3HauaBca B 25,0% Bunaakis (3 xBopux); npu TpUBanocti
3axBOptoBaHHA Big 5 fo 10 pokiB — B 56,7% Bunagkis
(17 xBopux); mpu TpUBanOCTi 3axBOpIOBaHHA Oinblue
10 poki — B 72% Bunagkis (80 xzopux).

3a pe3ynbratamin HawWworo JOCNIAKeHHA, AUCTabHUIA
nape3 BepxHix KiHLiBOK Bia3HauaBca B 98% Bunagkis
(150 xBopux). CTyniHb BUpa<eHOCTi nape3y Kopentoana
3 TPUBANICTIO 3aXBOPKOBAHHA i 3pocTana npu 30inbLLEHHI
TPMBANOCTI 3aXBOptoBaHHA. [1p1 TpMBaNoCTi 3aXxBOpHOBaH-
HA MeHLe 5 poKiB AUCTanbHUIA Nape3 BepXHiX KiHLiBOK

BiAi3HauaBcA B 75% Bunagkis (9 xsopux). B 41,6% Bunaa-
KiB (5 xBOpHX) CnocTepiraBca Nerkuil CTyniHb BUpaXKeHoCTi;
B 33,4% Bunaakis (4 XBopux) — cepefHiii CTyniHb BUpaxe-
HOCTI; BUPaXeHuii CTyNiHb He crocTepirascd. Mpu Tpusa-
N0CTi 3aXBOPIOBaHHA Bif 5 40 10 poKiB ANCTanbHuiA nape3
BEepXHiX KiHLiBOK Bi3HauaBcA B 100% Bunaakis (30 yon.);
B 30,0% Bunagkis (9 uon.) cnocTperiraBca nerkuii CTyniHb
BUpaxeHocTi; B 60,% Bunaakis (18 yon.) — cepepHii cTy-
NiHb BupaxeHocti; B 10,% BUNaaKi. (3 uon.) — BUpaxeHuit
CTYNiHb.

[poKkcuManbHuii Nape3 BepxXHixX KiHLiBOK Bifj3HauaB(s,
3a JaHUMI NPOBEAEHOr0 OCiAXeHHA, B 58,2% Bunaakis
(89 xBopux). Tak, npoKcUManbHuil nape3 BepXHix KiHLiBOK
npu TPUBANOCTI 3aXBOPIOBAHHSA MeHLLEe 5 POKiB Bif3Ha-
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yaBcA B 16,7% BuUNaaKie (2 XBOpuX); Npu TPUBaNoCTi 3a-
XBOptoBaHHA Big 5 Ao 10 pokiB — 43,3% (13 xBopux); npu
TPMBANOCTi 3axBoptoBaHHA binblie 10 pokiB — B 66,7%
(74 xBopux).

3HINKEHHA peneKTOpHOI Chepn HIDKHIX KiHLIBOK 3a-
3Hauanoca B 100% Bunagkis (153 XxBopux). He3anexHo Bi
TPUBANOCTI 3aXBOPIOBAHHA. BifICYTHICTb/3HIXKeEHHA axin-
noBoro pednekcy 3a3Hayanoca B 100% Bunagkis (153 xBo-
PUX). He3aNeXHO Bif TPUBANOCT 3aXBOPHOBAHHA.

BiaCyTHICTb/3HIKEHHA KOMiHHOTO pedrekcy 3a3Haua-
noca B 88,2% Bunagkis (103 xgopux). Yacrota 3ycrpivae-
MOCTi 03HaKM 36inbluyBanaca NponopuiiiHo 36inbLUEHHI0
TPUBANOCTi 3aXBOPIOBaHHA. Tak, 3a pe3ynbTatami HaLLOro
LOCTIIKEHHS, 3HUXKEHHSA/BIACYTHICTb KOMHHOTO pednekcy
3a3Havanoca B 66,7% Bunagkis (8 xsopmx) Mpu TpuBano-
CTi 3aXBOPI0BaHHA MeHLwe 5 pokis B 80,0% (24 xBopux) —
npy TPUBaNoCTi 3axBopioBaHHs Bif 5 Ao 10 pokis B 92,7%
(103 xBopux) — npwu TPMBANOCTi 3aXBOPHOBaHHA Binblue
10 pokis.

3HIKEHHA peneKTOpHOT chepn BepXHiX KiHLiBOK Bif-
3Hauanaca B 80,3% Bunagkis (123 xBopux). BigcyTHicTb/
3HIDKEHHA 3rUHaNbHO-NIKTLOBOrO pednekcy 3a3Havanocs
B 75,8% Bunaakis (116 xgopux). Yactora 3ycTpivaemocTi
03HaKM 36inbLuyBanaca nponopLiiHo 30inbLUEHHI0 TPUBa-
NOCTi 3aXBOPIOBAHHA. TaK, 3a pe3ysbTaTamMu HaLLoro Joci-
[KEHHA, 3HUDKEHHA/BIACYTHICTb  3MUHANBHO-NIKTHOBOIO
pednekcy npu TpUBANOCTi 3aXBOPIOBAHHA MeHLLE 5 poKiB
Bifi3Hauanoca B 41,6% Bunagkis (5 xgopux); npn Tpusa-
nocti 3axoptoBaHHA Big 5 Ao 10 pokis — B 56,7% Bunag-
KiB (17 xBOpUX); Npu TPUBANOCTi 3aXBOPIOBAHHA binbLue
10 pokiB — B 84,7% Bunaakis (94 xsopux).

BiacyTHiCTb/3HIXKeHHA KapnopagianbHoro pednekcy
3a3Havanoca B 80,3% sunagkis (123 xBopux). SHKEHHSA/
BIZICYTHICTb KapnopaauanbHoro pednekcy npu TpuBanocTi
3aXBOPIOBAHHA MeHLLe 5 pokiB 3a3Havanoca y 50.0% Bu-
nazKis (6 XBOpYX); Npy TPUBANOCTI 3aXBOPIOBAHHA Bif 5 A0
10 pokiB — B 63,37% Bunagkis (19 xgopux); npu TpuBano-
CTi 3axBopioBaHHA binble 10 pokis — B 88,3% Bunagkis
(98 xBopux).

lledopmauia cronu, 3a pesynbratamu Haworo [o-
CNifKEHH, Bif3Hayanaca y BCX 00CTeXeHMX MavjieHTiB
(100% Bunagkis). Cnoctepirannca Taki Tunu aedpopma-
uii cronm y obcrexenux xgopux CCMH 1A tuny: no Tuny
OpuapelixoBux — 83,6% Bunagkis (128 xgopux), no tuny
NopoXHboi ctonu — 9,8% Bunagkis (15 XBOpuX); eKBi-
HO-BapyCHWIA TN cTonn — 6,5% Bunagkis (10 xgopux).

Nledopmaulia cronn 3a Tunom cronn Opuapeiixa Bif3Haua-
NacA npu TPUBANOCTI 3aXBOPIOBAHHA: MeHLLe 5 pokiB y 75,0%
(9 xBopux); Big 5 no 10 pokiB — B 76,6% Bunagkis (23 xBo-
pux); binbLue 10 pokis — B 86,5% Bunaakis (96 xgopux).

PSYCHIATRY, NEUROLOGY AND MEDICAL PSYCHOLOGY

Nledopmaiia cTonu 3a TUNOM NOPOXHbBOI CTONN 3yCTPi-
Yyanaca npu TPUBANOCTI 3aXBOPHOBAHHA: MEHLLE 5 POKiB —
y 16,7% (2 xBopux) BuNagkis; Big 5 40 10 pokiB —y 13,4%
(4 xBopux) Bunagkis; binbLue 10 pokis —y 8,1% (9 xsopux)
BMNAJKIB.

Nledopmauiia ctonu 3a TUNOM eKBiHO-BapyCHMX 3yCTpi-
yanaca npu Tpusanocti 3axsoproBaHHa (CMH 1 A tuny:
MeHLe 5 pokiB — B 8,3% Bunagkis (1 xBopwuii); Big 5 4o
10 pokiB —y 6,7% Bunaakis (2 xgopux); binbe 10 pokis —
B 5,4% (6 XxBOpMX).

NledopMmallis KucTeli, 3a pe3ynbraTamu HaLworo 4oci-
fkeHHa, y xopux CCMH 1A tuny Big3Hauanuca B 64,7%
Bunagkis (99 xsopux). Yacrota 3ycrpivaemocTi sedopma-
Ll K1CTeli y XBOpUX 3pocTana B Mipy 30inbLLeHHsA TpUBano-
CTi 3aXBOpIOBaHHA. Tak, aedopmaLiis KicTel Bia3Havanaca
Mpy TPUBANOCTi 3aXBOPIOBAHHSA: MeHLLe 5 pokis —y 25,0%
BUNazKiB (3 xsopux); Bia 5 Ao 10 pokis —y 46,6% Bunag-
KiB (14 xBopux); binbwwe 10 pokis —y 73,9% Bunagkis
(82 xBopux).

linoTpodia/atpodis M'A3iB HIXKHIX KIHLIBOK, 3a pe-
3yNbTatamu HaLworo AOCMiAXeHHs, Bia3Hauanaca B 100%
BUNazKiB (153 XBopux); Npu LbOMY B AUCTANbHUX BifAiNax
KiHLiBOK — B 100% Bunagkis (153 4on.), a He3aneXxHo Big
TPUBANOCTI 3aXBOPIOBAHHA B MPOKCMMANbHUX Biajinax
B 46,4% Bunapkis (71 xsopuii). Tak, rinotpodia / atpodii
M'AA3iB NPOKCMMAanNbHIX BiAAiNiB HUXHIX KiHLIBOK Bifj3Ha-
YaNUCA Npu TPUBANOCT 3aXBOPIOBAHHA: He Binlblue 5 po-
Kig — B 41,6% Bunagkis (5 xsopux); Big 5 8o 10 pokis —
B 23,3% Bunagkis (7 xgopux); binbLue 10 pokis — B 55,9%
BUNaAKIB (62 xBopwx). K BUAHO 3 OTPUMAHMX pe3ynbTa-
TiB, YacTota rinotpodiii/aTpodili NPOKCMManNbHUX Biajinis
M'A3iB HUXKHIX KiHLIBOK Mana TeHAeHL;ito A0 30inblueHHA 3i
3pOCTaHHAM TPUBANOCTi 3aXBOPIOBAHHS.

linotpodia/atpodis M'A3iB BepxHiX KiHLIBOK, 3a pe-
3ynbTatamu Halloro AOC/iAXeHHs, Bia3Havanaca B 71,2%
Bunaakis (109 xgopux), Mpu uboMy y NPOKCUMANbHKX Bif-
Zlinax M'A3iB BepXHiX KiHLiBOK B 35,9% Bunaakis (55 XBo-
puX); y AUcTanbHux Biaginax B 71,2% sunagkis (109 xgo-
pux). linoTpodia/atpodis m'A3iB NpoKcUManbHUX BifAINIB
BEepPXHiX KiHLiBOK Bifi3Hauanuca npu TpuBanocTi 3axsopio-
BaHHA: He binblue 5 pokiB — B 8,3% Bunaakis (1 xBopwii);
Bia 5 0o 10 pokiB — B 16,7% Bunaakis (5 xzopux); binbLue
10 pokiB — B 44,1% Bunaakis (49 xsopux).

linoTpodia/atpodis M'A3iB AUCTaNbHUX BiAiNiB Bepx-
HiX KIHLiBOK Bifj3Hayanuca npu TpUBanoCTi 3aXBOPHOBAH-
HA: He Binble 5 pokiB — 25,0% Bunaakis (3 xBopux); Big
5 po 10 pokiB — B 36,7% Bunagkis (11 xgopux); inbLue
10 pokiB — B 85,6% Bunagkis (95 xsopux). Ik BUAHO 3
OTPMMAHUX Pe3ynbTaTis, YacToTa 3yCTpiyaemocCTi rinoTpo-
ili/aTpodili NpOKCMManbHNX | AMCTaNbHUX BiAAINIB M'A3iB
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BEPXHiX KiHLiBOK Mana TeHAeHLto [0 30inbLueHH 3i 3poc-
TaHHAM TPUBANOCTi 3aXBOPIOBAHHS.

Pe3ynbraTit AOCAIAKEHHA YyTAUBOI Chepu BEPXHIX KiH-
LiBOK MOKa3a/nu, L0 MOpYLIeHHA BCX BUAIB YyTINBOCTI
3a3Havanoca B 65,4% sunagkis (100 xgopux), npu LbOMy
MopyLeHHA rnboKoi uyTAnBOCTI 3a3Havyanoca B 43,8%
BUNAZKIB (67 XBOpPHX); NOBEPXHEBOI Yy TAMBOCTI — B 65,4%
Bunaakis (100 xgopux). ¥ BCiX NaLi€eHTiB 3 NOPYLIEHHAM
rAMBOKOT Uy TAMBOCTI BEPXHIX KiHLIBOK 3a3Hauanoca Takox
MOpYyLUEHHs MoBepxHeBol YyTnuBocTi. [pu TpuBanocTi 3a-
XBOPIOBAHHA MeHLLEe 5 POKIB NOPYLLEHHA Yy TNNBOCTI BepX-
HiX KiHLIBOK 3a3Hauanoca B 25,0% Bunagkis (3 xsopux),
Mpu ubomy nopywenHa rmubokoi uyTamBocTi — B 16,6%
BUNAZKIB (2 XBOpKX), NOBepPXHEBOI uyTAnBOCTI — B 25,0%
BUNaKiB (3 xBopux). Mpu TpnBanocTi 3axBopioBaHHA Bif
5 Bo 10 poKiB MOpyLIEHHsA YYTAMBOCTI HUXKHIX KiHLiBOK
3a3Havanocs B 53,3% Bunagkis (16 xBopux); npu LbOMy
MOpyLIeHHA ranbokoi uytnmBocTi — B 23,3% BUNaAKIB
(7 xBOpuX); NoBepXHeBOI YyTAMBOCTI — B 53,3 % BMNagkiB
(16 xBopux). lpu TpuBanocTi 3axBoptoBaHHs binbLue 10 po-
KiB MOPYLLUEHHA YyTAUBOCTI HUXKHIX KiHLIBOK 3a3Havanoca
B 73,0% Bunaakis (81 xBopuii); Npu UbOMY NOpYLLIEHHA
rnubokoi uytnuBocTi — B 51,7% BuUnagkis (58 xgopux); no-
BepXHeBOi uyTAMBOCTI — B 73,0% Bunazkis (81 xsopwuit). ik
MoKa3asnu pesynbTati NPoBeAEHOr0 A0CiXKeHHs, YacToTa
UYyTAUBMX PO3NAJIB BepXHIX KiHLIBOK 30inblUyeTbCA Npu
3pOCTaHHi TPUBANOCTi 3aXBOPHOBAHHA.

Mo pe3ynbratam JOCTIIKEHHSA, Y BCiX 06CTeXeHMX XBO-
pux (100% BunaaKie) BiA3Hauanoca CUMETpUUHE ypaxeH-
HA BEPXHIX | HUXHIX KiHLiBOK.

lopyweHHa Xoan y BUINAAI CTennaxy, 3a pe3yfb-
Tatamn JOCMIAXeHHA, Bif3Hauyasca B 92,2% Bunagkis
(141 xBopuin). Crennax cnoctepiraBca Npu TPUBANoCTi 3a-
XBOPIOBAHHA: MeHLe 5 pokiB — B 41,5% Bunaakis (5 xgo-
pux); Big 5 Ao 10 pokis — B 83,3% Bunaakis (25 xBopux);
binbLwue 10 pokis — 100,0% Bunaakis (111 xsopux). Takum
YMHOM, K TOKa3anu pe3ynbTaTi NPOBeJeHoro JOCNIIKeH-
HA, 4acToTa 3yCTpiyaemMoCTi CTeNNaxy mana TeHAeHLilo 4o
30iNbLUEHHA 3i 3pOCTaHHAM TPUBANOCTi 3aXBOPIOBAHHA.

3a pe3synbraTaMu HaLOro AOCTIAXKEHHA, NOCTypanb-
HUiA Tpemop Bif3HauaBcA B 71,2% Bunaakis (109 xgopux).
locTypanbHuii Tpemop CnocTepiraBca npu TpUBaNoCTi 3a-
XBOPHOBAHHA: MeHLLe 5 pokiB B 25,0% Bunazkis (3 xBopux);
Biat 5 40 10 pokiB - B 63,3% Bunaakis (19 xgopux); binbLue
10 pokiB — 78,3% Bunagkis (87 xBopux). Takum UnHoM, AK
MOKa3anun pe3ynbrati NpoBeAeHoro AOCIAKeHHS, YacToTa
3yCTpiYaeMoCTi cTennaxky Mana TeHAeHLito A0 36inbLueHHA
3i 3pOCTAHHAM TPUBANOCTi 3aXBOPIOBAHHA.

Tak, 3a pesynbratamu OTPUMAHUX AAHUX KNiHIYHUX
XapaKTepUCTUK 3aXBOPIOBAHHSA, B 3a/EXHOCTi Bif CTyne-

2020. Bunyck/Issue 14

HA BUPAXXEHOCTi PYXOBUX i YyTMBUX MOPYLLEHb, A TAKOX
MOPYLUEHHA XOAW i 3[aTHOCTI nepecyBaTUCA CaMOCTIliHO
byna BU3HaueHa TAXKiCTb 3axBopioBaHHA CCMH | A Tuny y
00CTeXEeHUX NaLlieHTiB (Tabn. 7).

Tabniya7
Cryninb TaxKocTi CCMH | A Tuny y 06¢TexxyBaHux
nauieHTiB
(TyniHb BaxKoCTi KinbKicTb navjienTis,
3aXBOPIOBAHHA (% Bip 3aranbHoi KinbKoCTi XBOPUX)
Nerkuia 11,1%
(CepegHit 74,5 %
Bakuii 14,3%

Jlerkuit cTyniHb 3axBoproBaHHA Bif3Hauanaca B8 11,1%
BUNAAKIB (17 XBOPUX); CepeHiil CTyNiHb 3aXBOPIOBAHHA —
B 74,5% Bunagkis (114 xBopux); BaXKIil CTYNiHb 3aXBO-
proBaHHA — B 14,3% Bunagkis (22 xopux). ik nokazanu
pe3ynbTaTii NpOBeAeHOro AOCTI[AXKEHHA, B NepeBaXHill
binbLuocTi BUnaakie 74,5% (114 xopux) Bia3HauaBca ce-
PezHili CTyMiHb TAXKOCTI 3aXBOPIOBAHHA.

AHani3 BUBYEHUX XapaKTepuUCTUK CTYNeHA TAXKOCTI Ta
TPUBANOCTi 3aXBOPKOBAHHA JO3BONNIN NPOBECTU OLHKY
Temnis nporpecyaHHa CCMH 1A Tuny (tabn. 8).

Tabnuys 8

Cryninb Tskkocti CCMH | A Tuny B 3aneHocTi

Bif, TPMBaNOCTi 3aXBOPIOBAHHA

CTyniHb TAXKOCTi 3aXBOPIOBAHHS
TpuBanicTb 3axBopIoBaHHA (% Bunapkis)
Nerkuii (epepwiit Baxknit
MeHLLe Hix 5 pokiB (12 xB.) 33,3% 66,7% -
Bia 5 no 10 pokis (30 xB.) 23,3% 63,4% 13,3%
6inbLu Hix 10 pokis (111 x8.) 5,4% 78,3% 16,3%

Pe3ynbTati JOCNISXKEHHA CTYNEHA TAXKOCTI 3aXBOpio-
BaHHA B 3aNeXHOCTi Bif BiKY, MOKa3anu, o npu TpuBa-
NOCTi 3aXBOPIOBAHHA MEHLLE HiX 5 POKiB Nnerkui cTyniHb
TAXKOCTI cnocTepiraBca B 33,3% (4 xBopux), cepenHin
CTYNiHb TAXKOCTI — B 66,7% BuUnaakis (8 xsopux). Mpu
TPMBANoCTi 3axBoptoBaHHA Bif 5 40 10 pokiB nerka cryniub
TAXKOCTI cnoctepiranaca B 23,3% (7 xBopux); cepenHin
CTYNiHb — B 63,4% BuUNagKis (19 XBopux), BaXKNii CTyniHb
TAXKOCTI — B 13,3% Bunagkis (4 xgopux). lpu TpuBanocTi
3aXBOpIoBaHHA binbLue 10 poKiB Nerkuii CTyniHb TAXKOCTI
cnoctepiranaca B 5,4% (6 XBopux); cepeHiil CTyNiHb TAX-
KocTi — B 78,3% Bunagkis (87 xBopux), BaXKui CTyniHb
TAXKOCTI — B 16,3% Bunaakis (18 xsopux).

BucHoBku

1. CimeliHnin aHaMHe3 CNaAKOBOI CEHCO-MOTOPHOI Heli-
ponarii 1A Tuny Big3Hauasca B 94,3% BunazKis; ayTocom-
HO-AOMiHAHTHWIA TN CMAAKYBAHHA B 0OTAXEHUX CiM'AX —
y 91,2% BUNaakis.
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2. 3a paHumn Haworo pocnimkeHna aebror (CMH 1A
TNy BiA3Hayasca Yy Biui Ao 20 pokis B 77,1% Bunagkis;
ni3Hili nedroT 3axBoproBaHHA (nicna 20 pokis) — B 22,9%
BUMNAAKIB.

3. OCHOBHI KNiHIYHi CUMNTOMMU YPAXKEHHS HIXKHIX KiH-
uisok y xgopux CCMH 1A Tuny, 3a saHMMK Hawworo focni-
[KeHHA: nape3 auctanbHux (100% Bunagkis) Ta npokcy-
ManbHuX (65,3% BUNAAKIB) BiAAINIB HUXKHIX KiHLIBOK 3
TeHZEHLi€ A0 3POCTAaHHA CTyneHa napesy npu 30imb-
LeHHi TpUBANOCTi 3aXBOPIOBaHHS; rinoTpodia/atpodia
m'asiB guctanbHux (B 100% BuUNAAKIB) i NPOKCMMANbHMX
BinAiniB (46,4% BUNAAKiB) HUKHIX KiHLIBOK 3 TEHAEHLIiEI
[10 3pOCTaHHA CTyNeHsA BUPA3HOCTI rinoTpoduii npu 36inb-
LLIeHHi TPUBANOCTi 3aXBOPIOBAHHSA; 3HIKEHHA pedneKTop-
Hoi chepn HKHIX KiHLiBoK (100% BUNaAKiB): BIACYTHICTb/
3HUKeHHA axinnosoro pednekcy (100% Bunaakis) i KoniH-
Horo pednekcy (88,2% Bunagkis) 3i 36inbLUeHHAM YacTOTH
3yCTpiuaeMoCTi 03HaKu napanenbHo 3i 36inbLieHHAM Tpu-
BJIOCTi 3aXBOPIOBAHHA; MOPYLIEHHA YYTANBOCTI HUMKHIX
KiHUIBOK (94,7% BUNaZKiB.): MOpYyLUEHHA FAMOOKOI uyTnu-
BOCTi — B 68,6% BMMNajKiB Ta NOBEPXHEBOI YYTANBOCTI - B
94,7% Bunaakis; aedopmauia cronn (100% sunagkis) 3
nepeBaxaHHAM AedopMmauii no tuny ctonu Opupperixa
(83,6% BUNAAKIB); CUMETPUYHICTD YPAKEHHA HIDKHIX KiH-
LiBok (100% Bunaakis).

4. OCHOBHi KNiHIYHi CUMNTOMI YPaKEHHA BePXHiX
KiHuiBok y xgopux CCMH 1A tuny, 3a AaHUMK Hawworo ao-
CNi@KeHHA: nape3 auctanbHux (98% BuUNaaKiB) i NPoKcK-
manbHux (58,2% Bunagkis) BigAiniB BepxHiX KiHUiBOK 3
TeHZEHLi€I0 10 3p0CTaHHA CTYneHA nape3y npu 36inbLueH-
Hi TPUBANOCTi 3aXBOPIOBaHHS; rinoTpodia/atpodis m'asis
AncTanbHux (71,2% Bunaakie) i NpoKcMManbHUX BigAinia
(35,9% BunaaKiB) BepXHiX KiHLIBOK; 3HIKEHHA pednek-
TOpHOI chepn BepxHix KiHUiBOK (80,3% Bunagkis): BiacyT-
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HICTb/3HIKEHHA 3rMHANbHO-NIKTbOBOTO pednekcy (75,8%
BUNaAKIB) i KapnopagianbHoro pednekcy (80,3% Bunag-
KiB; MOpYLUEHHA YyTANBOCTI BepXHiX KiHLiBOK (B 65,4%
BUNAZKIB): MOpYLeHHA Munbokoi uytamsocTi - B 43,8%
BUMaAKiB, MOBEPXHEBOI YYTNNBOCTI — B 65,7% BUNajKiB;
fedopmaulia kucreii (64,7% BunafkiB) 3 TeHAeHLiew A0
3POCTaHHA YaCTOTI 3yCTPIYAEMOCTi 03HaKM Npu 36inbLLeH-
Hi TPMBANOCTi 3aXBOPHOBAHHA; CUMETPUYHICTD YpaXeHHsA
BepXHiX KiHLiBoK (100% Bunaakis).

5. TlopyLueHHsA xoau y BUMMAAI CTENNaxy, 3a pesyinbra-
TaMi HALLIOrO A0CNIZKeHHA, Bia3HauaeTbca y xgopux (CMH
1A Tuny B 92,2% BUNAAKIB 3 TeHAEHLiEW 40 3pOCTaHHA
YaCTOTM 3YCTPIYaeMOCTi 03HaKIN Npi 30inbLLEHHI TPUBaNO-
(Ti 3aXBOPIOBaHHS;

6. Pe3ynbrati npoBefeHoro JOCNIZXKEHHA [O3BONUIN
BcTaHoBuTH, LWo AnA xgopux CCMH TA Tuny xapakTepHuii
MOBINbHO Mporpecylumnit Tun nepediry 3axBOpIOBaHHA 3
nepeBaXKaHHAM CepefHbOro CTyneHaA TAXKKOCTI 3aXBOPHO-
BaHHA (74,5% Bunagxis).

Takum ynHOM, 3@ pesynbratamin Haworo JOCTifXKeH-
H, KNiHiKo-HeBponoriyHa xapaktepuctuka CCMH 1A tuny
XapaKTepusyeTb(A C(IMEAHUM aHaMHE30M 3 ayTOCOM-
HO-AOMIHAHTHUM TUNOM YCNAJKYBaHHA; MaHidecTauieio
3aXBOpIOBaHHA [0 20 POKiB; CUMETPUUHICTIO ypaXKeHHs,
Mporpecyunm napesom i rinoTpodieio M'A3IB HIKHIX
KiHLIBOK, a TaKOX Nporpecylyum napesom i rinotpodieio
M'A3IB BepXHiX KIHLiBOK npu TpUBANOCTi 3aXBOPHBaH-
HA OINbLL HiXX 5 POKIB; 3HIMKEHHAM pedneKTopHOI chepu
BePXHIX | HUXHIX KIHLiBOK, NOPYLUEHHAM BCiX BUAIB Yy TNu-
BOCTi BEPXHiX i HUXKHIX KiHLiBOK; nedopmaLjieto cTonu 3 ne-
peBaXaHHAM Aedopmaliii 3a Tunom ctonu Opuapeiixa;
XapaKTepHUid NOBINbHO Mporpecytouuit Tun nepediry 3a-
XBOPHOBAHHA 3 NepeBarol (epefHboro CTyneHa TAXKOCT
3aXBOPIOBAHHA.
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B cTaTbe npepcTaBneHbl pe3ynbTatbl COBCTBEHHOTO MCCNIEAO0BAHNA, LIENbH) KOTOPOTo BbIN0 M3yueHue KNMHIKO-HeBpo-
NOrYecKiX XapaKkTepUCTUK HaCneCTBEHHOI ceHcomoTopHoiA Heiponatuin (HCMH) 1A tuna. MogpobHo o6cnegoBato 153
nauvenTa (82 myxunHbl v 71 xeHwnHa) u3 214 cemeii. 06cnefoBaHo bbin NaLMeHTbI KaK paHee AUarHOCTUPOBAHHOI
HCMH 1A Tuna, Tak 1 Bnepable 06HapyxeHbl. logaBnaiowee 60AbWMHCTBO NALMEHTOB (72,5%) UMenn MpOLOMmKUTENb-
HocTb 3a6oneBanua bonee 10 net. Bcem obcnenyembim 6obHbIM NPOBOANNCA CREAYHOLLMI 06bEM AUArHOCTUYECKMX MCC-
nefi0BaHuiA: chop %ano6 1 aHamHe3 0CHOBHOr0 3a60N1eBaHIN; UCCNIEA0BAHIA COMATUYECKOro 1 HEBPONOTYECKOTO CTaTy(a;
KJMHIKO-TEeHeaNornyeckuit aHani3 pooCnoBHoN. Komnnekc JononHuTeNbHbIX METOROB CCNEA0BAHIA BKKOYAN: KINHY-
YeCKIIA aHanu3 KpOBW 11 MOYM WCCNeioBaHMA B KPOBW YPOBHA FIOKO3bI, MOYEBIHDI, KpeaTHHHA, KaNbLiuA, NeYeHOUHbIX
depmeHToB, 6enkooro coctasa; Y3l opraHoB OptoLLHOI NOAOCTH, PeHTTeHOrpadun OpraHoB rpyAHOIA KNETKH, FPYAHOTO W
NOACHWYHOTO OTAENOB NO3BOHOYHNKA, aHanu3 Kposy Ha BUY-uHdeKumto. Tlpn u3yyernnn KnuHIYecKoil KapTuHbl 3abonesa-
Hu, 06Cnen0BaHHble Oblnn pageneHbl Ha 3 rpynnbl B 3aBUCMMOCTI OT ANUTENbHOCTY 3a60neBaHyA: NepBas rpynna - npo-
JBOIKUTENbHOCTH 3a60N1eBaHNA MeHee 5 neT; 2-A rpynna - AAMTENbHOCTL 3aboneBaHua ot 5 o 10 net; 3-4 rpynna npogo-
TIKUTENbHOCTb 3aboneBaxua 6onee 10 net. Ha 0cHOBaHWY AaHHbIX NPOBELEHHOT0 UCCNe0BaHUA ¢ yuacTheM 153 60MbHbIX
OCHOBHBIMY KAMHVKO-HEBPOAOrMYeCKIMM XapaKTepHCTUKaMU HaCneiCTBEHHOIA CeHCO-MOTOPHOI HeliponaTtin 1A Tuna AB-
NAKTCA: CeMeiHbIIA aHaMHe3 C ayTOCOMHO-A0MUHAHTHBIM THTIOM HaCNefloBaHus; MaHudecTauua 3aboneaxys B Bo3pacte
B0 20 NIET; CUMMETPUYHOCTb NOPAXKeHWA; NPOrpeccupyIoLLWii nape3 v runoTPOGUA MbILLILL HIBKHYX BEPXHIUX KOHEUHOCTel:;
CHKeHMe pedneKTOPHOIA Chepbl; HapyLLeHMe BCeX BUIOB YyBCTBUTENbHOCTY KOHEUHOCTeNl; AedopMaLa CTonbl o Tany
Opuppeiixa; Zedopmaunn KuCTeil; MeAneHHO NPOrpeccupytoLLuil TN TeueHua 3abonesanua ¢ npeobnagauem nerkoi u
(peniHeit CTeneHm TAXECTU 3ab0neBaHus.

KnioueBble ¢noBa: HacneAACTBEHHbIE (EHCO-MOTOPHbIE HefiponaThy, KAMHUYeCKkie XapaKkTepuCTUKIA, reHeTYeckuii
aHaMHe3, HeBPONOTUYECKMIA CTaTYC.
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CLINICAL AND NEUROLOGICAL CHARACTERISTIC OF HEREDITARY SENSORIMOTOR NEUROPATHY TYPE 1A
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The article presents the results of our own study, the purpose of which was to study the dlinical and neurological
characteristics of hereditary sensorimotor neuropathy type 1A. 153 patients (82 men and 71 women) from 214 families were
examined in detail. Patients with both previously diagnosed HSMN type 1A and newly diagnosed were examined. The vast
majority of patients (72.5%) had a disease duration of more than 10 years. All examined patients underwent the following
volume of diagnostic tests: collection of complaints and history of the underlying disease; study of somatic and neurological
status; clinical and genealogical analysis of pedigree. A set of additional research methods included: clinical analysis of blood
and urine; blood tests for glucose, urea, creatinine, calcium, liver enzymes, protein composition; Ultrasound of the abdominal
cavity, radiography of the chest, thoracic and lumbar spine, blood tests for HIV. When studying the clinical picture of the
disease, the subjects were divided into 3 groups depending on the duration of the disease: 1st group - the duration of the
disease is less than 5 years; 2nd group - the duration of the disease from 5 to 10 years; 3rd group, the duration of the disease
is more than 10 years. Based on the data of the study involving 153 patients, the main clinical and neurological characteristics
of hereditary motor-sensory neuropathy type 1A are: family history with autosomal dominant type of inheritance;
manifestation of the disease under the age of 20; symmetry of the lesion; progressive paresis and muscle wasting of the lower
upper extremities; reduction of the reflex sphere; violation of all types of sensitivity of the extremities; Friedreich-type foot
deformity; deformation of the hands; slowly progressive type of disease with a predominance of mild to moderate disease.

Key words: hereditary motor-sensory neuropathies, clinical characteristics, genetic anamnesis, neurological status.



