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2VIHCTUTYT NPOBAEM KPUOBUOAOTUM 1 KPpMOMEANLMHBLI HAH YKOOMHBI, XOpPbKOB

KpedTUHKnHasemus npm 60KOBOM
aMUoTpoPnyeckom CKAepose

LieAb — OLEHUTb OKTUBHOCTb KpedTHOCHOKMHA3LI (KPK) B ChIBOPOTKE KPOBU M AMKBOPE GOAbHLIX GOKOBEIM
ammoTpodmyeckmum ckaeposom (BAC) B kavecTse BOMApPKeEPA 3060AEBAHMSI.

Marepuranbl n MEeToAbl. B MICCAEAOBOHME ObIAM BKAKOYEHBI BOABHBIE C AMArHO30M BAC, YCTAHOBAEHHBIM HA
OCHOBOHWM NMEPECMOTPEHHbIX AMArHOCTUYECKMX KpuTepues El Escorial, aAnekTpoMUorpadryeckmnx KpUTepues 1 Kpurte-
pUeB N3MEPEHNS MPOBOAVNMOCTU HEPBOB AAST AUATHOCTUKM BAC, HOXOAMBLUMECS HO CTALWIOHOPHOM AEYEHNN B OTAEAE
HEVPOMHDEKLIMA 1N PACCESIHHOIO CKAEPO3a VIHCTUTYTA HEBPOAOTUW, MCUXMATPUM 1N HOPKOAOTU HAMH YKpQWHBI B
2012—2013 rr. AKTMBHOCTb KPK onpeAeAIAn KUHETUYECKNM CNEKTPODOTOMETPUYECKM METOAOM Y 52 GOAbHbIX B ChIBO-
POTKE KPOBU U Y 35 GOABHBIX B AMKBOPE. YPOBEHb AKTMBHOCTM KPK y BOABHBIX C PA3HbIMU dopMamm BAC n3ydaam ¢
Y4ETOM MOAQ, OLEHKM MO LWKane ALSFRS-R (Functional Rating Scale ALS, Revised) 1 AAUTEABHOCT 3060AEBAHMSI.

PesyAbTaThl. 3ADUKCUPOBAHO AOCTOBEPHOE MOBbILLIEHME AKTMBHOCTM KDK B AMKBOPE 60ABHBIX BAC MO CpaBHe-
HUIO C MOKAZATEAEM MALMEHTOB C ARYTMMM HEBPOAOMMYECKNMM 3060AEBAHMSIMI 1 06LLLEeN KPK B CbIBOPOTKE KPOBN — Y
MOAOBMHbBI 6BOAbHBIX BAC MO CPOBHEHMIO C MAKCUMOABHBIM PedepeHCHbIM 3HaYeHeEM. CpeaHee 3HAYEHME YPOBHS
KPK B CbIBOPOTKE KPOBM BGbIAO AOCTOBEPHO BbILLE Y MYKUMH, B YOCTHOCTM Y MY>KYMH C MOSICHUYHO-KPECTLLOBOM GOPMONA
BAC. Y 60AbHbIX C BYALOAPHOM GOPMON 306OAEBAHMS HE3ABUCUMO OT MOAC CPEAHEe 3HAYEeHME CoACPKAHMS KK
GbIAO B MPEAEACX HOPMbI. HE BbISIBAEHO AOCTOBEPHbIX PA3AMYMI YPOBHS KDK B CHIBOPOTKE KPOBKU MEXAY GOABHBIMU C

HOYOAOM 3060AEBAHUSI C BOBAEYEHUEM BEPXHUX VAW HKHUX KOHEYHOCTEN.
BbIBOABI. Y 60AbHbIX BAC OTMEeYeHa MoBbILLEHHAS peryasims KPK, YpoBeHb akTBHOCTM KDK B CbIBOPOTKE KPOBM
1 AVKBOPE BOABHBIX BAC MOYXHO PACCMATPMBATL KAK OAMH 13 MPOTHOCTUYECKMX GAKTOPOB BEPKMBOAEMOCTU.
KAtoueBble cAoBa: GOKOBOW AMUOTRODUHECKNM CKAEPO3, KPEATUHHOCHOKMHASA, BbPKMBAEMOCTb.

EOKOBOVI amunoTpoduyeckn cknepos (BAC) — He-
YKJIOHHO MPOrpeccupytollee HenpoaereHepaTms-
Hoe 3aboneBaHne HeYCTaHOBNEHHOW 3TUONOMMKU, KOTO-
poe CBSI3aHO C NoparKeHWeM ABUraTeNlbHbIX HEMPOHOB
KOpbl FOIOBHOMO MO3ra, CTBOSl@ M MEpPeAHUX POoroB
CMMHHOI0 MO3ra M COMNPOBOXAAETCH Pa3BUTUEM Mapa-
JIM4a 1 CMEPTbIO BCNEACTBME HAPYLLEHMS AblXaTeNlbHbIX
N 6ynbbapHbIXx GYHKLUMK B TeyeHne 2—5 net nocne
fae6tota cumntomoB [1]. He6naronpusatHoe datansHoe
TeyeHne BAC, CNOMKHOCTb IMArHOCTUKM U POCT 3aborie-
BaeMoCTH, B TOM 4ucie cpeau ML, MOIoAoro Bo3pac-
Ta, OTCYTCTBME Nle4EeHUS OObACHSIOT NMOBbILEHHbIV WH-
Tepec K BONpocaM 3TMONIOrMK M NatoreHe3a 601e3HM.

K HacTosileMy BpeMeHM OTCYTCTBYET KOHLIEMLNS,
o6bscHaowasa npupoay BAC. CornacHo cOBpeMEH-

©H. M. BorowwnHa, O.B. €ropkiHa, B. B. PazaHues, M. €. YepHeHko, 2014

HbIM NMPEeACTaB/IEHUSAM, Er0 MOXHO OTHECTU K rpyrnne
MyNbTUdAKTOPHbIX 60on1e3Hen. O6Las Mmoaenb NPUYKNH
BO3HWKHOBEHWS TaKMX 3a60/1eBaHNI BKIOYAET B3aun-
MOJENCTBUE FrEHETUYECKHUX, ANMUTEHETUYECKUX, CPELO-
BbIX (CEMENHbIX U NONYNALMUOHHbIX) U CTOXaCTUYECKUX
(cnyvanHbix) dakTopoB. B 60nblumHcTBE cnydaeB BAC
ABNSIETCA CnopaguMyeckum 3aboneBaHWeM, Jnllb
5—10 % nauneHTOB MMEIOT CEMEWHbIN aHaMHe3 [B].

BbigBneHne npuyinH nabupatenbHon ruéenn aBu-
raTenbHbiX HeMpoHoB npu BAC saBnseTrcs ogHoOM w3
NPUOPUTETHLIX 3afay, CTOSLWKUX Mepea uccrnegosare-
MU, BaprabenbHOCTb CUMNTOMAaTUKK cropagnyec-
Knx dopMm BAC 06BACHAET CNOXHOCTb BbISIBIEHUA
61MoMapKepoB 3ab0sieBaHus.

3a nocnegHue AecaTUNETUS M3MEHUIMUCh nabopa-
TOPHbIE METOAbI 3a CHET BHEAPEHNSA HOBbIX TEXHOSIOMMN.
B cBA3K € 3TMM BbINIM NEPECMOTPEHbBI NPEACTaBAEHNS O
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3Ha4YeHMM onpeaeneHns akTMBHOCTM GepPMEHTOB B Moc-
TAHOBKE KJIMHMYECKOr0 AMarHo3a. TpaguLUMOHHO Le-
b0 OnpeaeneHns akTMBHOCTU GepMEHTOB 6bIf0 BbisiB-
neHve 3aboneBaHui cepaua, neyYyeHu, NoaKenyaoHHon
enesbl, CKENETHbIX MblLILL, KOCTHOW TKaHW 1 NpeacTa-
TenbHOW enesbl [14]. HecMmoTps Ha 6onee LWMpoKoe
mcnonb3oBaHue metoaoB [JHK-aMarHocTuKK, onpeae-
JIEHWE aKTMBHOCTU GEPMEHTOB B CbIBOPOTKE KPOBWM 10
CKX MOpP OCTaeTcs 3Ha4YMMbIM M Hanbosee JOCTYMHbIM
NabopaTopHbIM METOIOM AMArHOCTUKM [2, 3].

KpeaTnHKkMHasa, wan KpeaTMHOOCHOKMHa3a
(KDPK), — dbepmeHT, coaepKallmncs B CKENETHON MyC-
Kynatype, M1MoKape, rmMaikux MbIlLax U rofI0OBHOM
Mo3re. B TKaHsX ¢ BbICOKOW NOTPEBGHOCTbIO B SHEPT UM
K®K kaTanu3unpyeT npeBpalleHne KpeatuHdocdata
B KpeaTWH ¢ ob6pa3oBaHWeM afeHOo3uHTpudocdaTa
(ATD). KOK obecneunBaeT nOoTPe6GHOCTb B 60/1bLLIOM
KONIMYECTBE SHEPIUM 3a KOPOTKUIM NMPOMENKYTOK Bpe-
MEHW, HanpuMmep, A1 MbIWEYHOro CoKpalleHus. B
JIETCKOM BO3pacTe aKTMBHOCTb KPK Bbilwle, yem y
B3POC/bIX, YTO CBSA3@aHO C WMHTEHCWMBHBLIM POCTOM M
y4yacTMEM B 3TOM Mpollecce TKaHewn, 6oratblX 3TUM
GepMeHTOM, — MbILIEYHON U HEPBHOW. Y XEHLWMH
aKTMBHOCTb KPK HECKONBKO HUXKE, YEM Y MYIKUMH.

KK aBnseTcs AMMepoM, COCTOSILLIMM U3 ABYX CyOb-
eanHu;: B (ot brain — mo3rosas) 1 M (oT muscle —
MbllleYyHas). PepmeHT obpasdyeT Tpu naodepmeHTa:
K®PK-BB — mozroBon, KOK-MB — cepaedHbin n
KOK-MM — mblweyHbin [5, 10]. Y npakTMyeckun 300-
pPOBbIX KL, akTMBHOCTb KPK B CbiIBOPOTKE KPOBMK B
OCHOBHOM OMpeaenseTcs akTMBHOCTbIO M30bEPMEH-
Ta K®PK-MM, aKTMBHOCTb KOTOPOro COCTaBAsfeT
94—96% oT1 obulen aktmBHoctn KPK [12, 13]. B
Mo3re npeob6nagaet naopepmeHT KOK-BB.

KOK-MM (M3mepseMbii, Kak NpaBuio, Kak oblias
K®K) urpaet BakHylo ponb B AMArHOCTUKE, MOHUTO-
PUHIE W OLIEHKEe cTaTyca NpuW NaToforMn CKENeTHbIX
MblLLL. TaK, Npyn AMCTPODOUN MbILLLL B CbIBOPOTKE CY-
LLLeCTBEHHO MOBbILIAETCS aKTUBHOCTb KPK u TpaHc-
aMWHa3, 4YTo CBSA3aHO C BbIXOAOM 3TUX PEPMEHTOB 13
pacnagatoLmxca Knetok. MpuyumHbl, NpuBoasiine K
noBbILIEHNIO aKTMBHOCTU KDK B KpoBKM Npu psae 3a-
60neBaHW, MOXHO YCNOBHO pa3aenunTb Ha ABe rpyn-
nbl. K nepBoi oTHOCATCS 3abosieBaHms, A1 KOTOPbIX
O4YeBUOHaA CBS3b MENAY FMNepKpeaTMHKMHa3eMuen
(aKTUBHOCTbIO KpeaTMHKUHa3bl B CbIBOPOTKE KPOBMU,
npesblllalowen B 1,5 pasa BepxHUN npegen pede-
PEHCHOrO AnanasoHa) M BOBMIEYEHUEM B NaTONOIM-
YECKMI NPOLIECC MblLLIEYHON TKaHU, KO BTOPON — pea-
KO BCTpevawlmecs 3aboneBaHus WAM CUHAPOMBI,
[ KOTOPbIX 10 CUX MOP HEe YCTaHOBMIEHbI MEXAHU3Mb
pa3BUTUS TUMNEPKPEATUHKMHA3EMUN (HEMPOaAKaHTO-
LMTO3, CUHAPOM OOBCTPYKTMBHOIO anHos CHa).

AktnBHOCTb KPK cBsizaHa ¢ maccov Tena u Guau-
YECKOM aKTMBHOCTbIO [11] M MOXKET ObITb MOBbILIEHA Y
60nbHbIX BAC, MMelOLWMX 3anHTEPECOBAHHOCTb Mbl-
LIEYHOro BOJIOKHA Ha GOHe NoBpEXAEHNS HEMPOMBbI-
LIEYHOr0 COEAMHEHWS, YTO NPUBOAMT K aMMOTPOdUM
CKENETHbIX MblLIL, U AblXaTe/IlbHON HEJOCTATOYHOCTMH.

®durHaHcoBas OOCTYNHOCTb M npakTnieckn 100 %
YyBCTBUTENIbHOCTb A€NatoT onpeaeneHme akTMBHOCTH
K®PK HaaeHbIM MapKepoMm AN CKPUHWMHIA HEPBHO-
MblLLEYHbIX 3a60neBaHUN.

Llenb paboTbl — OLIEHUTb aKTUBHOCTb KPK B Cbi-
BOPOTKE KPOBW 1 IMKBOpe 60/bHbIX BAC B KavectBe
6nomapKepa 3aboneBaHus.

Martepuanbl U MeTojbl

B nccnepoBaHue 6b1M BKIOYEHBI 60/bHbIE C AWa-
rHo3om BAC, yCTaHOBNEHHbIM Ha OCHOBaHWW nepe-
CMOTPEHHbIX AUarHocTuyeckux Kputepues El Escorial
[7], aneKTpomuorpapuyeckmux KpUTepnues U KpUTEpPHU-
€B M3MEpPEHMS NPOBOANMOCTU HEPBOB ANS AMarHoc-
™KK BAC [8, 9], npoxoauBLUME CTaLMOHapHOE neye-
HWe B oTAeNle HEMPOUHDEKLIMN U pacCEeIHHOro CKe-
po3a MHCTUTYTa HEeBPOOrMK, MCUXMaTPUM U HAPKOO-
rum HAMH YkpauHbl B 2012—2013 rT.

AKTMBHOCTb KPK B CbIBOPOTKE KPOBM BblNa Uccne-
foBaHa y 52 60/bHbIX (M3 HUX 28 MYX4YUH U 24 }KeH-
WKWHbI), B IMKBOpPe — Y 35 60JIbHbIX (M3 HUX 22 MYXK-
YUHbI U 13 }KEHLLUH).

AKTMBHOCTb KPK onpeaensnu npu nomouwm Habo-
pa peareHToB npomnssoacTsa DAC-SpectroMed S. R. L.
KMHETUYECKUM CNEKTPOPOTOMETPUYECKMM METOAOM.

Mony4yeHHble pe3dynbraTbl 06pabaTbiBanvM METOJAMMU
BapMaLMOHHON CTAaTUCTUKM C MCMNOSIb30BaHWEM MpPO-
rpammbl MS Excel nytem pacyeTa cpeaHnx apudmetu-
YECKMUX BEIMYMH M OLLMOOK cpeaHuX. s OLLEHKM A0CTO-
BEPHOCTW pasMyni ABYyX BEIMYMH MUCMONb30BaIu na-
pameTpuyecknin Kputepun CTtblogeHTa. KputuyecKkui
YPOBEHb 3HAYMMOCTHU NPUHMUMaNK paBHbIM 0,05.

Pe3ynbratbl U 06CyKaeHUe

BonbHble BAC 6binn pacnpeaenexbl B rpynmnbl ¢
y4eToM GopmMbl Havyana 3aboneBaHus. YpOBEHb akK-
TMBHOCTM KPK B CbIBOPOTKE KPOBM CpaBHUBaIU C
pedepeHCHbIMM 3HAYEHUSIMM, YKa3aHHbIMU MPOU3-
BOAMUTENEM peareHTa U YCTaHOBIEHHbIMU Y 3J0POBbIX
vy, (taén. 1).

[aHHble oTHocuTenbHO coaepxaHunsa KOK B cbiBo-
POTKE KPOBM B 3aBMCUMOCTM OT nona 6onbHbix BAC
npeactaBieHbl B Tab. 2.

YpoBeHb KOK 6b111 noBbilweH y 26 (50 %) 60/1bHbIX
(B cpegHem — (358,00 +174,57) ME/n). Y 601bHbIX C
noKaszaTesem B npeaenax HopMbl CpeaHee 3HaYeHne
coctaBuno (110,68 +£41,42) ME/n.

CpeaHee 3HayveHue ypoBHA KPOK y MyKUMH 6bl10O
CTATUCTMYECKM BbIlE, YEM Y XKEeHWMUH (278,62 u
182,67 ME/n cooTBeTCTBEHHO, p < 0,05).

bonbHble ¢ 6ynbbapHOn dopmon 3aboneBaHud
MMENN B OCHOBHOM HOpMasbHbIM ypoBeHb KPK B cbi-
BOPOTKE KPOBW (puc. 1), NoBblWEHHOE cOoAepKaHue
K®K Habntoganu yalle y 601bHbIX C LIEWHO-TPYAHOWM K
NMOSICHUYHO-KPECTLIOBOW hopMamm 3ab0oneBaHus.

CpenHee 3HavyeHue ypoBHA KPK B cbiBOpoTKe
KPOBM 6bl/I0 AJOCTOBEPHO Bbille Y 6OMbHbIX C MOSIC-
HMYHO-KpecTuoBon ¢opmon BAC no cpaBHEHUIO C
nauueHtamu ¢ 6ynb6apHOM WU WEeNHO-rpyaHon dop-
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Ta6baAaunuya 1

PacnpeaeAeHne 60AbHbIX B 30BUCUMOCTU OT YPOBHS aKTMBHOCTU KOK B chiBOpOTKE KPOBU 1 dopMbl HaYaaa BAC

Bbynb6apHas BAC

Bbicokas BAC

MosicHnyHo-KpecTuoBas BAC LlelHo-rpyaHas BAC

2 z o 2 z o z z o 2 z o
YpoBeHb KOK s S 5 s S 5 S g 5 ES S 5
E) T o E) z ) El I ] E) T o
T F3 s T F3 s T X s T F3 s
) S @ ) B o o S @ ) S, o
X = ES = E3 = X =
B npeaenax Hopmbl 8 1 9 1 0 2 0 6 8 14
Bbilwe HOpMbI 1 2 3 0 0 0 1 5 6 5 12 17
Bcero 9 3 12 1 0 3 5 11 20 31

Mom ((323,10; 156,54 n 244,14 ME/n cOOTBETCTBEH-
Ho, p <0,05).

CpenHne 3HayeHus ypoBHA KPK B cbiBOpoTKe
KPOBM KaK MEHLIMH, TaK U MYX4YUH C BynbbGapHOM
dopmort BAC 6binv B npeaenax pedepeHcHbIX 3HaYe-
HUW, NPU WENHO-TPYAHON dOpMe — MpeEBbILann MaK-
cumanbHoe pedepeHcHoe 3HayeHue, HO pasfivyung
OblIN CTAaTUCTUYECKM HE3HaYMMbI (puc. 2). Mpwu nosic-
HWUYHO-KPECTLIOBOW PpopMe cpeaHee 3HaYeHne ypoB-
Her KPK y MyX4YMH Oblo JOCTOBEPHO Bbille Kak
MaKCUManbHOro pedPepeHCHOro 3Ha4vyeHus, Tak U
CpeaHero 3Ha4YeHus y XeHlumH (p < 0,05).

Bonee BbICOKMI ypoBeHb akTMBHOCTM K®PK, no-
BMAMMOMY, Obln CBSiI3aH CO 3HAYUTENbHO Jydllen
BbXXMBaAEMOCTbI0. Y 9 (75 %) 60MbHbIX C 6y/ib6GapHOM
dopmon, y 2 (25 %) — € NOACHUYHO-KPECTLLOBON U Y
14 (45%) ¢ wenHo-rpyaHon ypoBeHb KOK 6bin B
npenenax Hopmbl (Y NOIOBMHbI U3 HMX Gans no wKane
ALSFRS-R 6bin HUe 25) (puc. 3). Mpsamasa 3aBucH-
MOCTb ypoBHSA KK oT anutenbHocTM 60/1€3HU yCTa-
HOBJIEHA TOMIbKO Mpu 6ynbbapHon popme (puc. 4).

CHUKeHHoe coaepaHne KOK B KpoBKM CBA3AHO C
YMEHbLIEHUEM MbllliL, B 06bEME M HEAOCTAaTOYHOWM
dU3MYECKON aKTUBHOCTbIO. 1PN UCTOLLLEHMM MbILLLL B
pesynbrate AMCTPOPUYECKOrO NpoLecca akTMBHOCTb
KOK cHuKaeTcsl, Tak KaK 4eM MEHblle MbllleyHas
Macca, TEM B MEHbLUEM KONMYecTBe 3TOT GepMeHT
nocTynaeT B KpOBb. [TOCKOMbKY Mbllle4yHass Macca
60nbHbIX BAC ymeHbllaeTca No Mepe nporpeccupo-
BaHWA 3aboneBaHns, TO NPU BblpaXKEHHON AUCTPO-
11 1 HU3KOWM MbILLEYHOM Macce (Korga pacnagartbes
yXKe Heyemy) OTMeYaeTcs HopManm3almsa YPOoBHS aK-

TabAamuya 2
CpeaHunin yposeHb KOK B cbiBOpOTKE KPOBU
y nauueHtoB ¢ BAC, ME/A

nar JKeHwwuHbl (n=24) MyK4uHbl (n=28)
B NDEAENEX HODMbI 110,29+44,14 111,31+ 38,96
PeA P (n=16) (n=10)
BbILIE HODMb 327,45+164,75 371,57+181,67
P (n=8) (n=18)
YKPAIHCbKHU/ HEBPOJIOTIYHUM XYPHAN - 2014, N2 2

TMBHOCTU KOK. MMoBbIWeHMEe YypoBHS akTUBHOCTU KOK
B CbIBOPOTKE KpoBM MNpu BAC MOXKeT 06bACHATLCA
TaKXXe MOBbIWEHHON perynaumMen atoro depmeHTa
N5 NoNyYeHnst aHeprum 3a cyet pocdaTtHON rpynnbl B
rmnepkatabo/iIM4eCKOM COCTOSIHUMU, YTO MO3BONSET
npeanonoxuTb, 4To KOK MoXeT npuHMMaThb yd4actme

YpoBeHb KOK
[J Bblwe HOpMbI

B Hopwma

MosiCHUYHO-
KpecTuoBas

LLlenHo-
rpyaHas

Puc. 1. YposeHb KPK B 3aBurcumocT ot popmel BAC

bynb6apHas

®dopma BAC
B bynbb6apHas
H WewnHo-rpyaHas 432,08

[ MoAcCHUYHO-KpecTLoBas

220,10

141,47

HKeHLWnHbI My>KUYmnHbI

Puc. 2. YposeHb KPK (ME/A) B CbIBOPOTKE KPOBM

B 3QBMCHMOCTIM OT MOAQ M pOopMbl HaHOAQ BAC
(MYHKTUPHQAST AVMHWST — MAKCUMQABHOE pepepeHCHOe
3HQYeHue)
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YpoBeHb KOK, ME/n

YpoBeHb KPK, ME/n
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Puc. 3. CoorHoLLeHne mexay yposHem KOK B CbIBOPOTKE KPOBM M OLIEHKOM M0 LLKAAE ALSFRS-R y GOAbHbIX
C 6yAbOaPHOW (A), LerHO-rpyAHOV (B) 1 MOSICHNYHO-KPeCTLoBOM (B) popmort BAC (MyHKTUPHQST AVHNST —
MQKCUMOABHOE pepepeHCHOEe 3HAYEHNE)

YpoBeHb KOK, ME/n

YpoeHb KOK, ME/n

YpoBeHb KOK, ME/n
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Puc. 4. CoorHoLeHmne Mexay ypoBHemM KPK B CbIBOPOTKE KPOBM U ANMTEABHOCTBIO 3Q60AEBAHMSI HQ MOMEHT
06PALLEHUST B KAMHUKY Y BOAbHbIX C 6YALOQPHOM (A), LekHO-rpyAHOV (B) 1 MosICHMYHO-KpeCTLoBoM (B)
popmort BAC (ryHKTUPHQAST AVHNST — MAKCUMQAABHOE PedEPEHCHOE 3HQYEHME)

B MeXaHW3Me 3alliWTbl U 4TO MNOBbILEHWE aKTUBHOCTH
K®K B cbIBOPOTKE KPOBM M IMKBOpPE, Habntogaemoe y
50 % nauuneHToB ¢ BAC, — 3T0 aganTMBHas peakuums
B YCNOBUSX TMMOKCUW UNWU TMOENN KNETKM U OAMH U3
NPOrHOCTUYECKMUX DAKTOPOB BbIXKMBAEMOCTH.

TKaHb rofI0BHOrO MO3ra COAEPHKMUT 60/bLLIOE KOMU-
4eCcTBO GEPMEHTOB, YTO CBSI3@HO C BbICOKOW WMHTEH-
CMBHOCTbIO MPOUCXOASLLMX B HEM OBGMEHHbIX MPOLEeC-
COB, Mo3ToMy Ntobast nepecTporka paboTbl CTPYKTYP
HEPBHOM CUCTEMbI ByAET NPUBOANTb HE TOSIbKO K AUC-
depmeHTOoNatMM TKaHW MO3ra, HO U K M3MEHEHUIO
aKTMBHOCTM GEPMEHTOB B JIMKBOPE.

Bbicokoe coaepkaHne KOK-BB oTtmeveHo B MO3-
roBbIX CTPYKTypax (HEMpOHbl, acTpouuTbl). N3odep-
MeHT KOK-BB cneuudunyeH ona Mo3roBom TKaHW, ero
cofepaHue coctaBnsetr o 95 % oT obuwen aKTuB-
HocTn KPK B nnkBope. AkTuBHOCTb KPK-BB B nnKBO-
pe MMEET NOSOKUTENbHYIO KOPPENSLMOHHYIO CBSI3b C
TSXECTbIO TPAaBMaTUYECKOro NOBPEHKAEHUSA Mo3ra [4].

lMocKoNbKYy Bce MeTabonuyeckue, BocnanuTesb-
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Hble ¥ ereHepaTMBHblE N3MEHEHMS, MPOUCXOAdALLNE
B LUHC, oTparkatoTcs Ha (PpU3UKO-XMMUYECKMX napa-
MEeTpax IMKBOpa, ero nccineaoBaHne MMEET BarKHOE,
nopon pellatolllee, 3Ha4YeHne A1 CBOEBPEMEHHOM
[IMarHoCTMKKM BMaa noparxenus LIHC.

AxkTBHOCTb KPK B nnKBOpE n3amepeHa y 35 naupex-
ToB. [pynny cpaBHeHust coctaBunn 10 NauMeHToB ¢ apy-
TMMU HEBPONOIrMYECKMMU 3aboNeBaHMAMM, BKIIKOYas
MbllleYHble. CoageprkaHne KOK B nnkBope 60bHbIX BAC
6b110 AocToBEPHO (p <0,05) Bbille, YeM MakcuMasbHoe
pedepeHcHoe 3HavyeHMe — COOTBETCTBEHHO 8,98 u
5,00 ME/n, B rpynne CpaBHEHWs 3TOT MOKalaTelb B
cpeaHem coctasun 27,91 ME/n. [pynna cpaBHEHUS He
Mor/ia ObITb YHYTEHA, T. K. APYr1e HEBPOJIOrMyecKme 3abo-
JIeBaHUS BKJIIOYANM MbllE€YHblEe 3a60/1eBaHKS.

YpoBeHb KOK B nMkBope 6bi1 NoBbileH Yy 17 (49 %)
O60/IbHbIX CO CpeaHUM 3HavyeHueM ypoBHA KOPK
((15,92+13,53) ME/n). CpeaHee 3HauyeHue coaep-
waHng KPK y 60MbHbIX ¢ HOPMalibHbIM 3HA4YE€HUEM
[laHHOro Nokasatensa coctasuno (2,43 +1,14) ME/n.
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dopma BAC
B bynb6apHas
H WewnHo-rpyaHas

33,95 [ MNosicHU4YHO-KpecTLoBas

15,00

6,97
4,80

HKeHLWMHbI My»KUYUHbI

Puc. 5. YposeHb KPK B AKBOpE B 3QBUCUMOCTM OT MOAQ
1 popMbl HaYana bAC (MyHKTUPHAST AVHNST —
MQKCUMQAABHOE pepepeHCHOe 3HAQYeHue)

YpoBeHb KOK

[J Bblwe HOpMbI

B Hopwma

[MoscHUYHO-
KpecTuoBas

LLlenHo-
rpyaHas

bynbb6apHas

Puc. 6. PacripeaeneHmne 60AbHbIX B 3QBUCUMOCTU
or yposHs KOK B avikeope v popmbl BAC

YcTaHOBNEH 6oNee BbICOKMM ypoBeHb KPK B nuK-
BOpe y *eHWwuH — 10,29 1 8,20 ME/n cCOOTBETCTBEH-
HO, HO Pa3nnyns 6bin HEJOCTOBEPHbI.

AHanma aktnBHocTn KOK B NMKBOpPE 60/1bHbIX C pa3-
HbIMK dopMamn BAC noKasan 3Ha4ynTeNbHOE MNOBbILLE-
HWe NpY NOSICHUYHO-KpecTLoBon dopme (17,48 ME/n
no cpaBHeHuto ¢ 8,63 n 6,68 ME/n npu 6ynb6apHom
W WenHo-rpyaHon ¢opmMe COOTBETCTBEHHO), OAHaKO
pasnnunsg 6binM HEJOCTOBEPHbLI M3-3@ Manoro Koiu-
yecTBa Npob JIMKBOPaA Y NaLMEHTOB € JaHHOM HGOPMON
3abosieBaHus.

CpegHue 3HadveHua ypoBHen KPK B nuksope y
MEHLWH, KPOME XKEeHLIMH ¢ 6ynbbapHon dopmon, 1y
MYXK4YMH NpK Bcex popmax 3aboneBaHus Oblan Bbille
MaKCUMasibHOro pedepeHCHOro 3Ha4yeHu1s, Ho pasnu-
4Ynsa OblINM HedocToBepHbl. [Mpu 6ynbbapHon Gopme
cpeaHun ypoBeHb KOK 66151 B 3 pasa Bbllle Y MyX4KWH,
NpPKW NOSCHUYHO-KPECTLIOBOM — Y KEHLINH, HO pa3nu-
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Puc. 7. COOTHOLLIEHME 3HQHYEHU YOOBHST QKTUMBHOCTU
KK B AvikBope 60AbHbIX C BAC (MyHKTUPHQAST AVHNST —
MQKCUMQABHOE pepepeHCHOe 3HaQYeHue)

4ynsa 6blIM HEAOCTOBEPHbI, BO3MOXHO, U3-3a HefoCTa-
TOYHOTO Yucna nauMeHToB (puc. 5).

He BbISiBNEHO 3HA4YMMbIX OTIMYUI MO YpoBHI0O KK
B IMKBOPE Y NaLMEHTOB ¢ pa3Hbimu dopmamm BAC.

Mpn nosicHM4Ho-KpecTuoBon dopme BAC pons
60MbHbIX C MOBLIWEHHbIM YypoBHEM KPK B nukBope
Oblna 6osblen (puc. 6).

B rpynne 6onbHbix BAC Koppensuuwi ypoBHS aK-
TMBHOCTM KPK ¢ anutenbHocTblo 3aboneBaHus M
oLeHKoM no wkKane ALSFRS-R He BbIBREHO (puc. 7).

Bonpoc o ponn aktmBHOCTM KPK B cbiBOpPOTKE
KPOBU M NIMKBOPE Y 6OJIbHbIX C pa3HbiIMKU GopMamm
BAC TpebyeT AanbHeENLLEero n3y4yeHums.

BbiBOAbI

CopepraHne obuwen KPK B CbiIBOPOTKE KpPOBM
Obl/10 NOBbILEHO Y MON0BUHbI 601bHbIX BAC.

CpenHee 3HavyeHue ypoBHA KPK B cbiBOpoTKe
KPOBM 6bIN0 JOCTOBEPHO BbILIE Y MYXYMH, B YAaCTHOC-
TU Y MYXKUYMH C NOSICHUYHO-KpecTLoBon popmon BAC.

Y 60MbHbIX ¢ 6ynbb6apHoOn Gopmorn 3aboneBaHus
He3aBMCUMO OT Nofa cpeaHee 3HadyeHne ypoBHA KOK
6bI110 B Npeaenax HopMbi.

He BbIIBNEHO AOCTOBEPHbIX Pa3nMynin YPOBHS
K®K B cbIBOPOTKE KPOBM Y 60/bHbIX, Y KOTOPbIX 3a60-
fIeBaHNe HayYMHanoCb C BOBJ/IEYEHUS HUMKHUX WM
BEPXHUX KOHEYHOCTEMN.
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KpeaTtuHkiHasemis
npu 6i4HOMY AMIOTPOPIYHOMY CKAEPO3i

Meta — oujHNTM AKTUBHICTb KpedTHPOoChOoKiHA3K (KPK) y CUpOBATL KPOBI TO AIKBOPI XBOPUX HO GiYHMIA aMiO-
TpodIMHNM crkaepo3 (BAC) K BioMapKep 3aXBOPKOBAHHSI.

Marepiaan i mMeToan. AO AOCAIAXKEHHST 3AAYYEHO XBOPUX 3 AlarHO30M BAC, yCTOHOBAEHMM HA MIACTOBI Nepe-
TASHYTUX AIQrHOCTUYHUX KpuTepiis El Escorial, enextpomiorpadivyHmx Kputepiis Ta KpUTEPIiB BUMIPIOBAHHST HEPBOBOI MPO-
BIAHOCTI AAS1 AIOTHOCTYBOHHS BAC, sIki MPOXOANANM CTALJOHAPHE AIKYBOHHS Y BIAAIAI HEMPOIHGEKLLIM TO PO3CISIHOrO CKAE-
O3y IHCTUTYTY HeBpPOAOTii, NcuxiaTpii Ta HapkoAorii HAMH YkpaiHn y 2012—2013 pp. AktvBHICTb KOK BU3HAYEHO KiHe-
TUYHUM CNEKTPOGOTOMETOUYHUM METOAOM Y 52 XBOPWX Y CUPOBATLL KPOBI TA Yy 35 XBOPUX Y AikBOPI. AKTMBHICTb KPK
XBOPMX 3 PidHMM dopMamMm BAC BUBYOAM 3 YPOXYBAHHSM CTATI, OLHKM 30 LWKAAOK ALSFRS-R (Functional Rating Scale
ALS, Revised) i TOVMBAAOCTI 3AXBOPROBAHHSI.

PesyabTatn. 30hiKCOBAHO AOCTOBIPHE MiaBMLLEHHS AKTVMBHOCTI KK y AikBopi xBoprx Ha BAC MOPIBHSIHO 3 MOKA3-
HKOM MNALIEHTIB 3 IHLUMMW HEBPOAOTIYHVMI 3AXBOPRIOBAHHSM TA 3AraAbHOT KPK y cMpoBATLI KPOBI Y MOAOBMHI XBOPUX
Ha BAC NopIBHSIHO 3 MAKCUMAABHUM PebepeHCHM 3HAYeHHsIM. CepeaHe 3HaYeHHs piBHs KPK y cnpoBarTLi Kposi GYAO
AOCTOBIPHO BULLLE Y YOAOBIKIB, 30KPEMA Y YOAOBIKIB 3 MONEPEKOBO-KPUIKOBOK HopMoto BAC. Y XxBOpKMX 3 OYALOAPHOO
$OPMOIO 3AXBOPIOBAHHSI HE3AAEXKHO Bia CTATI CepeAHE 3HaYeHHs! BMICTY KPK Byao B MeXax HOpMK. He BUSIBAEHO
AOCTOBIPHOI Pi3HNL LLOAO PiBHIB KPK y CMPOBATLL KPOBI Midk XBOPMM 3 MOYOTKOM 30XBOPRKOBAHHS i3 30AYYEHHSIM BEOXHIX
Q60 HUYKHIX KIHLBOK.

BucHoBKW. Y xBopux Ha BAC BUsIBAEHO MiaBMLLEHY peryasLito KPK. PiseHb aktmBHocTi KOK y cMpoBATL KPOBI TA
AIKBOPI XBOPYIX HO BAC MOXXHQ PO3TAIAQTU SIK OAMH i3 MPOrHOCTUYHMX YAHHUKIB BUYKMBAHOCTI.

KAtouoBi cAoBa: Gi4HMM AMIOTPODINHUIM CKAEPO3, KPEATUHHOCHOKIHA3ZA, BUIKMBOHICTb.
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Creatine kinasemia
in amyotrophic lateral sclerosis

Objective — to evaluate the activity of the enzyme creatine phosphokinase (CPK) of serum and cerebrospinal
fluid as a biomarker of the disease in patients with amyotrophic lateral sclerosis (ALS).

Methods and subjects. Patfients with ALS were examined. ALS was defined by revised El Escorial diagnostic
criteria, electromyographic criteria and measurement criteria of nerve conduction for the diagnosis of ALS. Patients
received freatment in the department of neuroinfections and multiple sclerosis of SIINPN NAMSU in 2012—2013. CPK
activity was determined by a kinetic spectrophotometric method in 52 patients in the serum and in 35 patients in the
cerebrospinal fluid. CPK levels in patients with different forms of ALS were considered by gender, ALSFRS-R (Functional
Rating Scale ALS, Revised) score and duration of the disease.

Results. Analysis of the finding revealed that the CPK enzyme activity of cerebrospinal fluid of ALS patients was
significantly higher than the maximum reference value of CPK activity of cerebrospinal fluid of healthy people; total
serum CPK was elevated in 50 % of ALS patients. The mean value of serum CPK level was significantly higher in men than
in women; the mean value of serum CPK levels was statistically elevated in men with lumbosacral form of ALS; patients
with bulbar form of the disease, regardiess of gender, had mean CPK level within the normal range; there was no
significant difference in the mean values of serum CPK level of patients with onset of the disease with upper limbs
involvement and with lower limbs involvement.

Conclusions. In ALS patients were observed or elevated regulation of CPK. These data of CPK levels of serum
and cerebrospinal fluid of ALS patients can be considered as one of the prognostic factors of survival.

Key words: amyotrophic lateral sclerosis, creafine phosphokinase, survival.
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