OIAFTHOCTUKA TA NIKYBAHHA HEBPONOTYHUX POS3JIALIB

YK 616.831-004-008.9-08

U. K. BonowuH-fanoHos

TEPAMNEBTUYECKUE BO3MOXHOCTU N PUCKU NMPUMEHEHUA KYNPEHUJIA
nPU NEYEHUN BOJNIE3HU BUJIbCOHA — KOHOBAJIOBA

I. K. BonowuH-fanoHos
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THERAPEUTIC POSSIBILITIES AND RISKS OF CUPRENIL APPLICATION

IN TREATMENT OF WILSON’S DISEASE

Llenbto uccnefoBaHus ABMIOCb U3yye-
HMEe MONOXUTENIbHbIX U OTpULATENbHbIX
CTOPOH BO3AENCTBUA KyNpeHuna npu ne-
yeHun 6one3Hun BunbcoHa — KoHoBanoBsa
(BBK). Ha ocHOBaHMM aHanu3a neyeHus Ky-
npeHunom 78 6onbHbix BBK 6bina nokasa-
Ha JOBOJIbHO BbICOKas ero 3gppeKTNBHOCTb
npu neyeHMn BCEX HEBPONOTMYECKUX
dopm BBK. be3 BUAMMBIX OCNOXHEHWI
NPOBOAUMYIO Tepanuio KynpeHUSIoOM nepe-
Hecnn 77 % 6onbHbIX. Y 23 % 60nbHbIX MO-
CJle Havana feyeHuns KynpeHunom otmeya-
NNCb Pa3fINYHON CTEMEHUN BblPaXKEHHOCTU
ocnoXHeHuA. OgHaKo, Npu naToreHeTnye-
CKM 060CHOBAHHOW CXEME NeYeHUs nepu-
oA 1 cuny 060CTpeHMs B Havase neyeHus
KYMPEHWIIOM MOXHO CBECTU K MUHUMYMY.
Moka3aHo, YTO HECMOTPA Ha ero JOBOJIbHO
BbICOKYI0 TOKCUYHOCTb, OH JOJIXeH ObiTb
npenapaTom NepBOW INHUW NPU NNIeYeHUI
HeBponornyeckon ctaguun bBK.

Knioueavie cnosa: 6onesHb Bunbco-
Ha — KoHoBanoBa, fleyeHmne, KynpeHun

MeTotlo gocniaXKeHHA CTano BUBYEH-
HA MO3UTUBHUX i HEraTUBHUX CTOPIH
BMAMBY KyMnpeHiny npu nikyBaHHi XBO-
pobu BinbcoHa — KoHoBanosa (XBK).
Ha nigcTaBi aHanisy nikyBaHHA KynpeHi-
nom 78 xsopux Ha XBK 6yno nokasaHo
[OCUTb BUCOKY MOro epeKTUBHICTb Mpu
NikyBaHHi BCix HeBposoriuHnx ¢opm
XBK. be3 Bnanmnx ycknagHeHb Tepanito
KynpeHinom nepeHecnu 77 % XBOpUX.
Y 23 % xBopux Nicaa noyaTKy NikyBaHHA
KYMpeHisIom cnocTepirannca pisaHoro cry-
NneHA BUPaXeHOCTi ycknagHeHHA. OaHak,
npv NaToreHeTUYHO OBI'PYHTOBAHI CXeMi
NiKyBaHHA, nepiof i cny 3arocTpeHHA Ha
noyaTKy NiKyBaHHA KyrnpeHifioM MOXHa
3BeCTn Ao MiHimymy. [TokasaHo, wo He-
3Ba)aloumn Ha MOro AOCUTb BUCOKY TOK-
CWYHICTb, BiH NOBUHEH 6yTW NpenapaTom
nepLwoi NiHii Npu NiKyBaHHi HeBpONOriy-
Hoi cTagii XBK.

Knioyvoei cnosa: xsopoba BinbcoHa —
KoHoBanosa, nikyBaHHA, KynpeHin

The aim of this research was study-
ing positive and negative sides of influ-
ence of cuprenil in treatment of Wilson'’s
disease (WD). The high enough efficien-
cy of cuprenil in treatment of all neu-
rologic forms of WD have been shown
on the basis of analysis of 78 cases of
this disease. 77 % of patients showed
no visible complications of therapy with
cuprenil. In 23 % of cases were marked
some complication with various degree
of expressiveness after beginning of
treatment with cuprenil. However, du-
ration and intensity of exacerbation at
beginning of application of cuprenil can
be reduced to minimum in case of use
pathogenically proved scheme of treat-
ment. It is shown, that cuprenil should
be considered as a medicine of first line
of treatment at neurologic stage of WD.
despite of its high enough toxicity.

Keywords: Wilson's disease, treat-
ment, cuprenil

bonesHb BunbcoHa — KoHoBanosa (BBK) — oTHOCK-
TENIbHO pefKoe Mporpeccupyiollee, HacneaCcTBEHHOE,
ayTOCOMHO-peLeccnBHoe 3aboneBaHne. 3TO OJHO U3
HEeMHOIMX, FeHETUYECKN OOYCNIOBNIEHHbIX, HepoaereHe-
paTVBHbIX 3a6051eBaHWIA, KOTOPOe NoaaaeTcs feyenHuto [1,
6,7,14,16].

Pazsutme BBK onpepenset reH ATP7B, KoTtopbin pac-
MOMOXeH Ha AJIMHHOM fflieye 13 XPOMOCOMbI 1 KoaUpyeT
TpaHcMembpaHHbI H6enok ATO-a3y P-tuna. B pesynbrate
MyTaLMiA 3TOFO reHa HapyLLIAeTCs BblBeLleHe MeAU C Xen-
Ublo, NPONCXOANT Neperpy3Ka MeAHbIX AENO B renatouuTax
1 BbIxo[ U36bITKa Meau B KPOBb C NOCNEAYIOLWMM JENOHU-
poBaHMEM ee B OpraHax-mMulleHsAX. KnnHuyeckue nposs-
NEHUs 3aBUCAT OT HAaKOMMBLUErocs KonmyecTsa cBO60AHON
TOKCMYECKOW Meau B TEX UK NHbIX opraHax [3, 5, 12, 13].

Ins BBK xapaKTepHbl Kak natomop¢onornieckui,
TaK U KINUHUYECKUN nonumopousm, a oTcioga — 1 BbICO-
Kaa HecneundUUYHOCTb KaK CTPYKTYPHbIX MI3MEHEHUN, Tak
U KINMHNYECKMX CUMATOMOB M CMHAPOMOB 3aboneBaHus.

Mo mepe HakonneHnsa cBOOOAHON Mean B CTPYKTYpax
rOJIOBHOrO MO3ra npeHeBposiornyeckas abgommHanbHas
CcTagua 3aboneBaHNA NePexoanT B HEBPOJIOTNYECKYIO,
C pa3BUTUEM PA3INYHBIX HEBPOIOTMYECKNX 1 MCUXonaTo-
NOrMYyecKmx CUMNTOMOB U CHAPOMOB.

Mpu cBOEBPEeMEHHOM 1 MPaBUIbHO MNATOrEHETUYECKU
nofo6paHHOM NleYeHM NporpeccnpoBaHne 3aboneBaHms
MOXET ObITb NPVNOCTAHOBJIEHO, @ CUMMNTOMbI 3a6051eBaHNS
MOTYT flaxke perpeccupoBatb. CTeneHb perpeccum Bo
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MHOIOM 3aBMCUT OT CBOEBPEMEHHO NMOCTaB/IEHHOrO Aunar-
HO3a 1 NaToreHeTnYeckn 060CHOBAHHOIO NeYeHNn .

JleueHne 6onbHbix BBK HanpaBneHo Ha yaaneHue us-
6bITKa HaKOMIEHHOW Meau, NPeNMYyLLeCTBEHHO B MeYeHn
M TOJIOBHOM MO3re 1 NpefoTBpalleHne ee peakKymyss-
uuu. JleyeHme 31oro 3aboneBaHUsAs — 3TO MNOXU3HEHHbI
npouecc.

IlnAa neyeHuna 6onbHbix BBK Hanbonbluee pacnpocTtpa-
HeHue nonyuuna rpynna TMONOBbIX XeNaToBs, BeAyLWnm 13
KOTOPpbIX ABNAETCA [J-NeHMUUnammnH, unu KynpeHun. 1ot
npenapaT npeacTaBaseT co60 TMONIOBOE COeANHEHNE,
copeprkaliee cynbbrupunbHbole rpymnmbl, KOTopble 06-
pa3yloT KOMIJIEKChI C TAXKENbIMU MeTasilaMu (B TOM uncie
C Meflblo), UTO CNOCOOCTBYET BblBEIEHUNIO N36LITKOB MeaV
n3 opraHusma. Mpenapat obpasyeT C MOHaMK TAKENbIX
METaNNOoB XenaTbl — CTOWMKNE KOMIMJIEKCHbIE COeAUHEHUS,
pacTBOpMMble B BOAE M BbIBOAMMbIE C MOYOIA.

[aHHbIN NpenapaT Obl CUHTE3MPOBAH U Npenno-
KeH Ana neyeHma 6onesHn BunbcoHa — KoHoBanoBsa
B 1956 rogy J. M. Walshe [20].

Cam aBTOp KynpeHuna He UCKYal, YTo HapAaay
¢ 6onbWMMKM NpeumyLLecTBamMn npenapaT NMeeT U He-
[OCTaTKM B BUAE 60NbLION TOKCUYHOCTY, U MO3TOMY Ha-
npawmnBaeTca BONPOC: «ITO Knag unu awmk NaHgopbi?».

3a 6onee uem 50 neT B Mupe HakonneH 601bLWOW onbIT
neveHna 6onesHun BunbcoHa — KoHoBanoBa 3Tum npe-
napatom. [lokasaHa ero 6onbliaa 3¢pPeKTUBHOCTb, HO
1 OTMeYeHbl HepefKure yxXyaLweHus TeueHusa 6onesHn npu
€ro NPUMeHEeHUN.
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Cam Walshe J. M. npuBogut gaHHble o Tom, uto 'y 30 na-
uneHToB (22 %) n3s 137 6onbHbiXx BBK nocne Havana
neyeHNsa KynpeHWIoM yCUannacb TAXeCTb CUMMTOMOB.
B nocnepyiowwem, y 37 % 13 3Tx 601bHbIX HAaCcTynuna nos-
HaA Hopmanusauua HeeBponormyeckoro cratyca, y 30 %
60/IbHbIX OCTANICA HE3HAYUTENbHbI HEBPOJIOTUYECKNIA
aedunuuT, n 33 % 60nbHbBIX OCTanCb HBanNMaamm. M3 Bcex
137 neumBlumxca 60nbHbIX ymepnn 20 yenosek (14,6 %).
ABTOp He CMOT HaTX NPU3HAKKU, KOTOPbIe CMOFN Obl yKa-
3aTb Ha HEMEePEHOCMMOCTb KYNpeHunIa u yxXyaweHuma co-
CTOAHMA 60JIbHBIX, @ TaKXKe NPOrHOCTUYECKNX NPU3HAKOB,
yKa3blBaloLWMX Ha BO3MOXHOCTb neTanbHoro ncxopa [191.

Brewer G. J. et al. [8, 10] oTmeTunn, 4to KOrga KynpeHun
MCMNoNb30Banm B KaUecTBe Ha4yanbHOro IeYeHNsA HEBPOO-
rmyeckux ¢opm bBK, prck HeBponormnueckoro yxyaweHums
cocTaBun NpubnnsutenbHo 50 %. MonoBuHa U3 Tex 605b-
HbIX, COCTOAHNE KOTOPbIX YXYALWNUIOCb, BMOCNEACTBUMN He
BEPHYNINCb K CBOEMY MCXOAHOMY COCTOAHUIO, KOTOPOE OblfIo
Y HUX O Hayana neyeHusa KynpeHunom. Y 60nblwnHCTBA
60JIbHBIX COCTOSAAHME YXYALWWIOCh B TeYeHne 4-X Heflelb
nocse Havana neyeHua. [laHHoe ABneHVEe aBTOP OO BACHSA-
€T TeM, YTO KyNpeHuS1 MoOUNN30Bas KPYHble OTIOXKEHMWSA
MEZAU B NeYeHu 1 TeM CaMblM NMOAHSAN YPOBEHb CBOOGOAHOM
TOKCUYECKOW Men B KPOBW, UTO 1 MPUBENO K YBESIMYEHHO-
My TOKCMYECKOMY BO3AENCTBMIO MeIX Ha MO3T U1, CllefjoBa-
TeNbHO, HapaCTaHWIO HEBPOJSIOrMYECKOrO AeduuuTa.

Stremmel W. et al. [17] onvcanu cBon onbIT nprMeHe-
HWA KynpeHuna npv neyeHnm 51 6onbHoro bBK 1 otmeTn-
nny 25 % 60nbHbIX OCNIOXKHEHWA. YXy[LIeHne COCTOAHNA
60bHbIX MpY NeyeHun KynpeHunom Merle U. et al. [15]
otTmeTunn y 24 % 6onbHbix. Czlonkowska A. J. et al. [11]
OTMeYanu, YTo M3-3a yXy[LWeHNA COCTOAHUA NPULLNOCH
OTMEHUTb KYNpeHun npu neyeHumn bBK noutn y nonosuHbl
NeUYnNBLINXCA 6ONbHBIX (44 %).

Tan S. S. et al. [18] npuBoaAT Nnpumep, Korga y ogHom
MKEHLWMNHbI U3 Tpex cMbcoB, nocse 4 mMecsAueB JieueHun
KYnpeHUIoM, Hayanocb MaCCUBHOE YBENNYEHME TPYAN
1 pa3BuUnacb MnacTeHus gravis. Nocne 3ameHbl KynpeHuna
TPMEHTMHOM OTMeYeHo obpaTHOe pa3BMTME NaToNOrMyec-
Koro npouecca.

Paxumosa O. [O. [4] Takke oTMeTWNa, YTO HECMOTPA Ha
BbICOKYI0 3$deKTUBHOCTb KynpeHuna npu neyeHun BBK,
MOTYT Pa3BUTbCA CePbe3Hble NMOOOYHbIE peaKkLum, B TOM
yncne N HePpPOTOKCUYHOCTb. TyOYNOMHTEPCTULMANBHBIN
HeppUT NeKapcTBEHHOrO reHe3a Obin BbiABNEH el Yy 6,4 %
60nbHbIX BBK, npuHmMaBLunx KynpeHun. OHa oTMETWIA, YTO
Takoe NeKapCTBEHHOE OC/IOXKHEeHMe pa3BrBaeTCA TONbKO
y 6011bHbIX, y KOTOpbIX BBK npoTekaeT c nopakeHrem noyek.

Takum 06pa3om, XoTA KynpeHun 1 npoaeMoHCTPUpPO-
BaJl 3HaUMMble TepaneBTUYECKME NpeumyLiecTBa nepep
APYrMMn TUONOBLIMWU XeflaTepaMu, HayaslbHOe HEBPO-
nornyeckoe yxyalleHne nocsie Havyana KynpeHunoBom
Tepanuu uan NosiHaA HernepPeHOCMMOCTb 3TOFO NpenapaTta
ABNAIOTCA NMOKa OKOHYATENIbHO He peLleHHOoN Npo6ieMo,
1 TpebyloT CBOEro AaNbHENLIEro N3yYyeHuns.

Ha o6cnegoBaHun 1 neyeHnn B KNMHMKe NHCTUTYTa
HeBponoruum, ncnxuatpum n Hapkonorum HAMH YkpaunHbl
Haxogunucb 78 naymeHnToBs ¢ bBK. M3 H1ux 20 yenoBek Ha-
6ntoaaloTca B AUHaMUKKe B TeueHune 1—3 neT.

OnarHo3 bBK yctaHaBnvnBanu nnn noarsepxganum Ha
OCHOBAHUN CHUXEHMA cofepaHnA B CbIBOPOTKE KPOBM
LuepynonnasMmnHa meHee 20 Mr/gn 1 NOBbIWEHUA IKC-
Kpeumnn meamn ¢ Moyol 6onee yem 100 MKI/CyTKH, a TaKKe
HanuuunAa koney Kansepa — Onenwepa. Y oTAeNbHbIX

60/bHbIX NPOBOAUNN FeHeTUYeCKoe NOATBEPXKAEHUE
[AVarHo3a, a Takke yuynTbiBanu N Takme OTHOCUTENbHO
cneyndunyeckne gna bBK HeBponormyeckme cUMNTOMbI
KaK TPEMOP MO TUMY «OUEHUA KPbIbEB» U MUMUYECKUE
rpumachl no Tuny nceBaoynblobKku (risus sardonicus).

N3 obcnegoBaHHbIX 78 NaLVeHTOB 38 ObIN KeHLn-
Hamu, 40 — my>KunmHamn. Ha nepuop rocnuTtanusaumm
B KNMHWKY BO3pacT BONbHbIX HaXOAWICA B Npeaenax
5—55 ner, B cpegHem — 27,1 + 5,5 neT. Bo3pacT 60nbHbIX
Ha MoMmeHT fiebloTa 3aboneBaHua coctasun 1 rog — 40 ner,
B cpegHem — 21,2 + 3,1 ropa.

Bpemsa oT noABneHUA nepBbIX CUMNTOMOB 3abonesa-
HUA A0 YCTaHOBKMW OKOHYaTenbHOro AnarHosa bBK, a cne-
[0BaTeNbHO, 10 Havana 3TuonaToreHeTMYeCKon Tepanuu,
COCTaBMNIO B cpefiHeM 2,5 roga n konebanocb B npefenax
0—7 neT. B 3aBUCMMOCTUN OT KANHNYECKUX NPOABNEHNN,
60/bHble NEYNNNCD B Pa3IMYHOTO NPodUNA MEAULIMHCKNX
yupexzeHuaAx ¢ pa3HbiMU rarHozamu. [lepBnyHo gnarHos
BBK 6bin onpeaeneH y meHee 4eM MOJIOBUHbBI 6ONbHbBIX
(34 yuenoBeka). Y HeKOTOpPbIX 60NbHbIX, 4O YCTAaHOBNEHUS
AmarHosa bBK, Ha npoTaXeHWn HeCKONbKKX NeT AnarHo3
MeHAnca 3—4 pasa.

B KNUHMKe NHCTUTYTa, KpOMe KOHTponsA obMeHa meam
W U3yYeHUA B JUHAMNKe HEeBPOJIOTMYECKOro 1 Mncuxo-
normnyeckoro ctatyca, 6onbHbimM Obiia nposegeHa MPT
n MP-cnekTpockKonua rofioBHOro Mo3ra, cnupanbHas
KOMMbloTepHasA Tomorpadura opraHoB OPIOLLIHON MONOCTU.
C nomoubio ¥Y3U n3yyeHol remogrHammnKka ronoBHOro Mo3-
ra n neyeHn. QyHKLMOHaNbHOE COCTOAHNKE NeYeHn OLeHu-
Ba/IN C MOMOLLbIO TaKUX NMOKa3saTenei: obwmin 6unnpyomH
(npamon, HenpsaMow), anaHMHaMnHoTPaHchepasa (AJTT),
acnaptaTammnHoTpaHcdepasa (ACT), wenouyHaa pocdartasa
(LLL®) n ramma-rnotamunTpaHcnentugasa (MT).

AHanm3 pesynsTaToB fIeUeHUA B UHCTUTYTE 78 6ONbHbIX
C HeBponornyeckummn popmamu bBK nokasan gosonbHO
BbICOKYI0 3G EKTUBHOCTb KyNpeHWIa Npu NeYyeHmnm 3Tnx
60nbHbIX. Be3 BUANMbIX OCNOXKHEHW NepeHecIn NPoBo-
AVIMYIO Tepanuio KynpeHunom 60 6onbHbix (77 %).

B pesynbtaTe npoBogumoro neveHus y 44 60nbHbIX
(56,4 %) 661710 OTMEUEHO YyyLLIEeHMEe CO CTOPOHbI HEBPOJIO-
rMYecKoro ctaTyca: YyMeHbLINACA TPEMOP U FTMMepPKNHe3bI,
HOPMann30BanCA MblLEYHbIA TOHYC, YNyYlWnnacb peyb,
YAYYLINNCb KOTHUTUBHbIE GYHKLMW. [1o aaHHbIM Y3U npo-
N300 yNyuylleHre U reMOAVUHAMMKN roJIOBHOIMO MO3ra.

Co cTopoHbI NevyeHn, No gaHHbIM Y3U, CTPYyKTYpHble
N3MEHEeHMA HOPManm3oBanucb nuwb y 3 % 60NbHbIX.
Takne nokasatenu ¢pyHKLMOHANbHOIO COCTOAHNA NeYeHn
Kak anaHnHoBasa aMWHOTpaHcdepasa, acnapTaTaMmnHo-
TpaHcdepasa, wenoyHaa ¢ocdartasa, ramma-rnoTamun-
TpaHcnenTupasa v 6unmpybrH B CbIBOPOTKE KPOBY
HopmanusoBanucb y 51,3 % 6onbHbIX. Takxke nmeetca
NosIoXMTeNbHaA ANHAMMKa MPY IeYeHUN U B OTHOLLEHWM
neyeHOUYHOW reMOANHAMUKM.

Y 16 60nbHbIX (20,5 %) Nocne Hayana fieyeHUs Kynpe-
HWJIOM HacTynuna ctabunusayma TeyeHma 3abonesaHus,
OfAHAKO, Ha NPOTAXEHMMN HECKONTbKUX MeCALLeB BUAUMOTO
YNYULIEHNA CO CTOPOHbI HEBPONIOTMYECKOTO CTaTyca He
0oTMeYanoco.

Y 18 u3 78 60nbHbIX (23 %) nocne Havyana nevyeHusn
KYNpeHWNom OTMeYanucb pasnnyHom CTeNeHn Bbipa)eH-
HOCTV OC/IOXHeHMA. B nocneaytowem, Npy CHUXeHUN fO3bl
WU MOJSTHOW OTMEHbI KyNPeHua, Nnilb y 7 60nbHbIX (13 18)
6b110 OTMEYEHO CYLLEeCTBEHHOE YiyYllEeHWUE, U HEBPOOT -
YeCKUI CTaTyC MOYTU BEPHYIICA K UCXOLHOMY [0 eYeHUus
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cocToAHMIo. Y 9 60MbHbIX (13 18) mocne oTMeHbl KynpeHunia
npouecc cTabunnsnpoBanca, OAHAKO K UCXOJHOMY A0
NeYeHUsi COCTOSHMIO He BEPHYNCA. Y 2 60JIbHBIX, Aaxe npu
MONHON OTMeHe KynpeHwuna, NPoAoIKanochb yxyaLleHne
HeBpOJIOrMyeckoro cratyca. HeobxoaMmMo oTMeTUTb, UTO
NOSIHOM HOpPManM3aunmn HEBPOJSIOrMYECKOro cTaTyca He
6b1110 HW Y OAHOTO 13 3TUX OOJbHBbIX.

B KauecTBe mnnocTpaunm TOKCMYECKOro BANAHNKA
KyrnpeHuna Ha HepBHyto cuctemy y 6onbHbix BBK moxeT
CNYXUTb CeayowWwmnin Hal KIIMHNYECKNA npumep.

BonbHaa 3., 29 neTt, nocTynuna B KAVHUKY UHCTUTYTa C Xa-
nobamun Ha KpynHOAMMINTYAHblE TMNePKNHE3bl KOHEYHOCTEN
M TONOBbI, HapyLWeHNe peuun, HapylleHe aKkTa AedeKkauunmn
1 HefepXaHve Mouu, NOBbILWEHHOE C/IIOHOOTAEeNEHNE, NONHOe
HapyLleHne camoo6CyKBaHUA.

M3 aHamHe3a n3BecTHo, 4To c neta 2011 roga, nocne cTpecco-
BOW CUTyaL KM NOABUACA MENKOAMMAUTYLAHbIA TPEMOP BEPXHUX
KOHeuyHocTeln; B KoHUe 2011 roga yxyawmnnca novyepk; BeCHON
2012 roga noABMANCH HEMPOW3BOJIbHbIE ABUMXEHUA NEBON HOMK;
NEeToM 3TOro e roga nosiBuaacb rHycaBoCTb peuun. B okTabpe
2012 ropa 6bina rocnuTanmsnpoBaHa B 60nbHULY, rae 6bin no-
cTaBneH gmarHo3 bBK 1 HasHaueH KynpeHun. 3a 10 gHein gosy
yBennuunu o 6 Tabnetok B cyTku. bonbHasa nepecTtana xoauTb
1 NOMIHOCTbIO Nponana peyb. ocne CHUXeHnA J03NPOBKK A0
1 TabneTKn B CyTKU COCTOAHME 6OMbHON 3HAUNTENIbHO YNyu-
wunocb. B mae 2013 roga cocTofHME HECKONbKO YXYALINAOCH
1 60NbHOM CHOBa YBENNUUW AO3MPOBKY KyrnpeHuna ao 6 1ab6-
neTok B CyTKW. [locne 3Toro pesko ysenmumnacb aMnamTyga
rMNepKNHEe30B, HAPOC MbILLEYHbIN TOHYC MO NAACTUYECKOMY TUMY
1 6onbHan NepecTana ABUraTbCA U roBOpUTb. B cBA3M € pe3kum
yXyALWeHreM coCTosiHMA 6oMbHas Gbila rocnuTanu3npoBaHa
B KJIMHWKY MHCTUTYTa. B HeBponornueckom cratyce: Kosbua
Kaizepa — Oneiiwepa ¢ ABYX CTOPOH, An3apTpua, aucdarums,
MUWOKUMWSA; BblpaXkeHHble KpYNHOaMMINTYAHble XopeoaTeTons-
Hble ABVXKEHUA BEPXHUX N HUMHUX KOHEYHOCTEN, NoCcTynaTenb-
HO-BpaLlaTenbHble ABUXEHUA rONOBbI, MblILLEYHbIN TMNePTOHYC
no nnactnyeckomy tuny. LlepynonnasmumH B CbIBOPOTKE KPO-
Bn — 0,026 ep (N: 0,245—0,38 ef.), meb B CbIBOPOTKE KpO-
BY — 3,3 MKMonb/n (N: 13,4—24,4 mkMonb/n). Y3U: anddysHole
N3MeHeHUA CTPYKTYpbl neveHun; anddysHble n3mMeHeHUs nupa-
MuZanbHbIX OTAENO0B NapeHXnMbl noyek. MPT ronoBHOro mo3sra:
OonpeaensAioTcs o4YaroBble N3MeHeHUs B 060MX nonywapuax
60/1bLLIOro MO3ra B NPOeKLUn NOgKOPKOBBIX Y3/10B.

B uHCcTUTYTe 6bIN NOATBEPXKAEH AMArHo3 6onesHn Bunbco-
Ha — KoHOBanoga. 3a Bpems HaxoXAeHWA B KIUHUKe 6051bHOM
NpoBoOAMNacb KOMMJIeKCHaA Tepanua, HanpaBaeHHaa Ha Kynu-
poBaHVe CCTEMHOTO JNCKYNPUHO3a, CO CHIKEHNEM A03bl Kynpe-
Huna po 1 TabneTtkn (250 Mr) B CyTKU 1 yBeNMYEHNEM J03bl LIVHK-
Tepana go 3 Tabnetok (372 mr) B cyTkun. Ha ¢oHe nposognmorn
Tepanuu nonyyeHa NONOXUTENbHAA ANHAMUKA: YMEHbLINANCH
rmnepKuHesbl, ynyylumnach peydb, yNyylumnca akT roTaHuA.

Kak BULHO 13 3TOro npumMepa, Npu ABOMHOM MOMNbITKE
MOAHATb 403y KynpeHwuna o 6 TabneTok B cyTkuy, oba pasa
HacTynasno He ynyudlleHune COCTOAHUA 60NIbHOrO, @ Ha060-
pOT — pe3Koe ero yxygueHue. Takxe ciegyet OTMeTUTb,
YTO MPY CHMKEHNM BO3MPOBKU HACTYMano ynyulleHune co-
CTOAHMA, OAHAKO OHO He JOCTUraIo NCXO[HOMO COCTOAHMSA.

BepoATHee Bcero, Takoe COCTOAAHME BbI3BaHO COYETaH-
HbIM BO3JeNcTBMEM ABYX GaKTOPOB: Kak TOKCUUYECKUM BAU-
AHMEM CaMOro KynpeHuna, Tak 1 BbiI3BaHHbIM UM 60MbLLUM
BbIOPOCOM B KPOBb [1eMOHNPOBAHHOW B OpraHax MuLLEeHeln
CBOOOJHOW TOKCUYECKON MeaMU.

B HeBponornyeckow ctagum 3aboneBaHua HeO6XO-
OVIMO MPUMEHATb NpenapaTbl, KOTopble CNOCOOCTBYIOT

BbIBEAIEHVIO U3 OpraHn3Ma JernOHMPOBAHHOW B rOJIOBHOM
Mo3re cBOOOHOM TOKCUYeCcKon Meaun. Takum npenapaTtom
Xenatepom ABnAeTca KynpeHusn. [losTomy, HecMoTpA Ha
€ro [10BOJIbHO BbICOKYI0 TOKCUYHOCTb, OH OSIXKEH ObITb
npenapaTom NepBon INHMM NPW IeYeH HeBPoNornyec-
Kon ctagumn BBK.

B nepBble Hepenn n mMecAubl ieueHNUA KynpeHunom
3bdeKT ero fencTarA BbipaXKeH MakCUMasbHO, U MO3TOMY
B KPOBb 113 OpraHoB-MuLLEHEN BblbpacbiBaeTcA 6onbluoe
KOJIMYeCTBO JEMNOHNPOBAHHON CBOGOLHON TOKCUYECKON
mMegu. MNpu natoreHeTNYeckn 06OCHOBaHHON Cxeme fe-
yeHVA nepuop N cuny o60CTpeHMA B Hayane nevyeHus
KYMPEHUTIOM MOXHO CBECTU K MUHUMYMY.

Mpwu BbIpa>keHHOW OTPULLATENBbHOW peakLmm OpraHuns-
Ma 6011bHOTO Ha KynpeHu HeO6XOANMO 3aMeHUTb ero Ta-
KM XeflaTepoMm Kak TPUEHTUH v HebonbLive [03bl Kyr-
peHuna coyetatb C npenapaToM UmHKa (LUnHkTepanom),
KOTOPbIV MOYTK HE TOKCUYEH 1 NpedoTBpaLlaeT fasbHen-
LIee HaKoMneHne meamn B opraHn3me 60bHOro.
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E.T. fy6erko, A. E. [ly6enko, J. I1. Koeanerko, O. A. Bacunvbesa
MOXNnBI BAPIAHTU TPAHCOOPMALII NAPLUIAJIBHUX ENUIENTUMHUX HANAAIB Y BOPOCIIUX,
IX POJIb B OLIHIOBAHHI KJTIHIMHOIO NEPEBITY ENJIENCII TA IX KNTIACU®DIKALIA

E. I. fly6enko, A. E. ly6eHko, . 1. KosaneHko, O. A. Bacunvesa
BO3MOHbIE BAPUAHTbl TPAHCOOPMALUIA NAPLUATIbHbIX
SNUNENTUYECKUX NPUNALKOB Y B3POCJ/IbIX, UX POJIb B OUEHUBAHUU
KMMHNYECKOIO TEMEHMA SNUNENCAN N UX KNACCUOUNKALINA

E. G. Dubenko, A. E. Dubenko, D. P. Kovalenko, O. A. Vasilieva
VARIANTS OF PARTIAL EPILEPTIC SEIZURES’'S TRANSFORMATIONS IN ADULTS
AND THEIR ROLE IN ESTIMATION OF CLINICAL COURSE. CLASSIFICATION
OF PARTIAL EPILEPTIC SEIZURES’S TRANSFORMATIONS

Y CTPyKTYpi OCMUCNEHHA KNiHIYHO-
ro nepebiry pisHux ¢opm ¢okanbHin
eninencii icToTHe Mmicue 3aMMa€ Bpaxy-
BaHHA 0CO6NMBOCTEN 3MiHM XapakTepy
Hanagis, To6To TpaHcdopMmalii Hanaais.
BcTaHoBNEeHO Taki BapiaHTV TpaHchop-
Mauin eninenTMYHMX Hanagis: napui-
anbHi 3 BTOPMHHOIO reHepanisaui€lo Ha-
nagn — B npocti (17,7 %) abo cknapHi
(6,9 %) napuianbHi; cknagHi napuianbHi
Hanagn — B npocTi (10,9 %); cknagHi
(10,4 %) abo npocTi (15,3 %) napuianbHi
Hanagn — y BTOPMHHO reHepanisoBaHi;
NPOCTi NapuianbHi Hanagn — y CKnag-
Hi napuianbHi (8,2 %) abo y noegHaHHA
CKNagHWX napuianbHMX Ta BTOPUHHO
reHepaniaoBaHunx Hanagis (4,4 %); npu-
€QHaHHA [HWWX BKAIB MpoCTMX abo
CKNagHWX napuianbHux Hanagis (2,7 %),
NOJOBXEHHA NapLianbHOro KOMMNOHEHTa
npu BTOPUHHO reHepani3oBaHMX Hana-
fax (10,4 %) abo cknagHux napuianbHUX
Hanagax (3,8 %), iCTOTHe BKOPOYEHHs
napuianbHOro KOMMOHEeHTa Mpu BTO-
PVHHO reHepanisoBaHux (6 %) abo npwu
CKnagHux napuianbHux Hanagax (3,3 %).
BusBneHi TpaHchopmauii nogineHi Ha
no3nTueHi (35,5 %) i HeratusHi (41 %) 3i
3MiHOIO TUMNY Hanagy i Ha TpaHcpopmauii
3i 3MiHOKO HOKaNbHOrO KOMMOHEHTY Ha-
nagy (23,5 %). CtBopeHa Knacudikauin
TpaHcdopMaLii poKanbHMX eninenTny-
HUX HanagiB y AOPOCNX, AKa MOXe CTaTu
OfHUM 3 iCTOTHUX KPWUTEpPIiB NPOrHO3y-
BaHHA nepebiry xBopobu, OUiHKM TAX-
KOCTi il nepebiry, a TakoX ageKBaTHOCTI
nposefeHoi Tepanii.

Knroyosi cnosa: TpaHcdopmaldii, eni-
nencia, eninenTUYHIA Hanag, NO3UTUBHI
TpaHcdopMaLlii, HeraTuBHi TpaHcpopmaLii

B CTpyKType OCMbICNIEHUA KIIMHWYECKOro
TeYeHUA pasnuyHbix ¢opm doKanbHON 3nu-
nencumn cywecTBeHHOe MeCTO 3aHUMaeT yyeT
0CO6EHHOCTeN M3MEHeHUA XapaKkTepa npu-
CTYynoB, T. e. TpaHchopmaunmn nNpunagkos.
YcTaHoBNEHbI Cegylowne BapuaHTbl TPaHC-
dopmMauunii sNnNenTUYECKNX NPUNagKkos: nap-
LManbHble C BTOPMYHOW reHepanusaymnen npu-
nagkn — B npoctble (17,7 %) unm cnoxHole
(6,9 %) napumanbHble; CNOXHbIE NapUnanbHble
npunagkm — B npocTtble (10,9 %); cnoxHble
(10,4 %) vnn npocTble (15,3 %) napunanbHble
NpUNagKn — BO BTOPUYHO FreHepasin3oBaHHbIe;
NpocCTble NapumnanbHble NPUNaaKN — B CI0XK-
Hble napumanbHble (8,2 %) nnn B coyeTaHne
CNOXKHbIX MapuunasnbHbIX 1 BTOPUYHO reHepa-
N30BaHHbIX Npunagkos (4,4 %); npucoenu-
HeHVe Apyrvux BUAOB NPOCTbIX UM CNOXKHbIX
napumanbHbIX NpucTynos (2,7 %), yanvHeHne
napunanbHOro KOMMOHEHTa NPU BTOPUYHO
reHepann3oBaHHbIX (10,4 %) UAKN CNOXKHbIX
napumanbHbIx npunagkax (3,8 %), cywectseH-
HOe yKopoueHue napuuanbHOro KOMMOHeHTa
nNpu BTOPUYHO reHepanm3oBaHHbIX (6 %) unu
CJIOXHbIX NapumanbHbix npunagkax (3,3 %).
BbisiBneHHble TpaHchopMaumy pasgeneHbl Ha
nonoxutenbHble (35,5 %) U oTpuuaTenbHble
(41 %) c n3meHeHVeM TMMNa Npunagka nu Ha
TpaHchopmaLumm ¢ nsmeHeHnem GoKanbHOro
KOMMOHeHTa (23,5 %). Co3gaHa Knaccuoukauma
TpaHchopmaumii GoKanbHbIX SNMAENTUYECKNX
NPUNagKoB y B3POC/IbIX, KOTOPas MOXeT CTaTb
OfiHUM U3 CYLLECTBEHHbIX KPUTEPUEB NPOTHO-
3UPOBaHUA TeYeHWs 60Ne3HU, OLIEHKe TAXKeCTH
ee TeyeHUs, a TaKXe afleKBaTHOCTWU MPOBO-
AVMON Tepanuu.

Kniouesvie cnosa: tpaHchopmauuu, snu-
nencus, anunenTuyecknue nNpunagku, nono-
KuTeNnbHble TpaHchopMaLnn, HeraTUBHbIE
TpaHchopmMaumnn
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In clinical practice, the main criterion
for the severity of the epilepsy and treat-
ment efficiency is usually the frequency of
seizures, at least the type of seizure, and
the dynamics of the clinical picture of an
epileptic seizure is usually not be consid-
ered. The following variants of seizure’s
transformations were established: partial
with secondary generalization into simple
partial seizures (17.7 %), partial seizures
with secondary generalization into com-
plex partial (6.9 %), complex partial seizures
into simple partial (10.9 %), complex partial
seizures (10.4 %) or simple partial seizures
into secondary generalized (15.3 %), simple
partial seizures into complex partial (8.2 %),
simple partial seizures into combination
complex partial and secondary generalized
seizures (4.4 %), joining other simple or
complex partial seizures (2.7 %), significant
lengthening of the partial components in
secondary generalized seizures (10.4 %) or
complex partial seizures (3.8 %), significant
(clinically undetectable) shortening com-
ponent with partial secondary generalized
(6 %) or complex partial seizures (3.3 %).
Revealed transformation divided into posi-
tive (35.5 %) and negative (41 %) trans-
formation with the change type seizure
and transformation with changing focal
component (23.5 %). Created the classifi-
cation of transformation of focal seizures
in adults. Consideration of transformation
of epileptic seizures in adults may be one
of the essential criteria for prognosis of the
disease, the severity of its course, and the
adequacy of therapy.

Keywords: transformation, epilepsy,
epileptic seizures, positive transformation,
negative transformation
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