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BcTyn. J1i30coMHi xBOpo6U HakonmyeHHs (JIXH) —
Le BeNVKMIA Knac cnagkoBux XBOpo6 0OMiHy peyoBUH,
KN BKlovae 61m3bko 60 HozonorivHnx dopm [4]. Mo-
NeKynsipHi MexaHiamu etionatoreHedy JIXH o6ymoBneHi
reHeTUYHO AETEPMIHOBAHUMU 3MiHAMU DYHKLIIOHYBaH-
HS NMiI30COMHUX HPEPMEHTIB, WO KOHTPOMIOIOTbL NPOoLEeC
BHYTPILUHLOKNITUHHOIO PO3LUENJIEHHA TakuUX Makpo-
MONEKyY, SK FiKko3aMiHOMiKaHW, rikoainign, rmikonpo-
TeiHn. Jediumt nis0CoOMHUX PEepPMEHTIB (EK30rNiKo3u-
nas) y nauientis 3 JIXH npm3BoanTb A0 HAKOMUYEHHSA
B Ni3ocoMax rikonpoTeiHiB Ta rmikoninigiB 3 Hegerpa-
[0BaHMMK OflirocaxapuaHUMn faHuoramum i, 9K Hachi-
00K, YTBOPEHHS BEVKOI KifIbKOCTi cybCcTpaTiB, Ha ki
HanpasneHa Ais eHpoorniko3vaas. Lle npussoamte 0o
YTBOPEHHST HAAJNLLKY MATOMOMYHMX OfirocaxapuaHmx
JNIAHLLIOTIB, SIKi EKCKPETYIOTbCH 3 Ceyelo, WO Jae MOX-
JNINBICTb PO3MNAAATU MiNEPEKCKPELI0 Onlirocaxapuais sk
Giomapkep s OiarHoCTUKM JlI30COMHUX XBOPOO HAKO-
nnyeHHs. Baxxnmee micue cepepn JIXH 3anmatoTb 3axBo-
PIOBaHHS, LLLO CYNPOBOAXYIOTbCH BUPAXEHOI0 oniroca-
xapuaypieto [4] (tabn. 1).

Hanbinbw 3py4HUM MeToaoM AeTekuii HaaJ LKy
ofirocaxapupiB B Cevi € TOHKOLapoBa xpomartorpadis
(TWX). OdocnioxeHHa onirocaxapuiis cedi MeToooMm
OOHOMIPHOI TOHKOLLAPOBOiI XpomaTtorpadii Ha cunika-
reni 6yno BnepLue BukopuctaHe B 1972 poui ons ckpu-
HIHrY NauieHTiB 3 acnapTinrmoko3aMiHypieto [6]. Lien
meTop B 1975 poui 6yB yo0CKOHaNEHWNI | BAKOPUCTaHWIA
Ons giarHoCcTukn o-dyko3mposy, ao- i f-MaHo3nposy
(rnikonpoteiHo3n), GM1-raHrmio3nnody (cdiHronini-
no3). MNMopanbwi moamndikauii LpLOro MeTony cnpusan
3aCTOCYBaAHHIO MOro Afis AiarHOCTUKM BiNbLU LUMPOKOro
CNeKkTpy CnaakoBUX 3aXBOPIOBAHb, LLO CYMPOBOMXY-
I0TbCS onirocaxapuaypieto [5,7].
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Ta6nuua 1.
JTisocoMHi XBOpOOGM HAaKONMNYEHHS,
LLLO CYNPOBOAXKYIOTbCS
onirocaxapuaypieto [4]

3axBOplOBaHHA | AedekTHnin pepmeHT

Cdinroninigosu

GM1-ranrnio3anpos B-ranakrosnpasa

GM2-raHrnioannos AB

(xBOpo6a Cannxohda) lekco3amiHipaza ATtaB

FikonpoTeiHo3un

AcnapTunrinioko3aminypia | AcnapTunraokosamiHigasa

dyko3naos a-L-dyko3ngasa

o-MaHO3na03 o-D-maHo3npasa

-mMaHo31003 B-D-maHo3npasa

Cianipos Herpamininasa

lanakTocianinos KatencuH A

o -N-aueTtun-

XBopoba LLinHanepa S
ranakto3amiHigasa

Mykoninino3n

. N-aueTunrniokodamin-1-
Mykoninigo3s lle, o, My W

dochoTpaHchepasa
Mykononicaxapuposu (MINC)
MMC | a-L-inpypoHinasa
MMAC I inypoHat-2-cynbdartasa
MIC A renapuH- N-cynbdarasa
MMC I1IB a-N-auerun-
rnoKo3amiHigasa
o-FNIOKO3aMiH
MNC IC N-aueTuntpaHchepasa
MMC 1D N-aueTunrnoko3amiH-6-
cynbdarasa
MMC IVA N-aueTunranakto3amiH-6-
cynbdarasa
MMMC IVB B-ranakTo3mpasa
MAC VI N-aueTunranaktodamiH-4-

cynbdarasa
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MerTolo Hawoi po6oTu OyB aHani3 ekcKpeLi oniro-
caxapuais cedi metogom TLUX y naujieHTiB 3 nisocom-
HUMK XBOpOGaMM HAKOMUYEHHS 0N BCTAHOBJIEHHS
KPUTEPIiB BUKOPUCTAHHSA 0AHOro METOAY B XOAi Cenek-
TMBHOIO GiOXiMIYHOIrO CKPUHIHTY XBOpUX Ha JIXH.

006’ekT i MeTOaM pocnipkxeHHa. MaTtepianom ans
nocnigxeHHs 6yna nobosa ceva nauieHTiB (1867 ocib)
3 pi3HUX perioHiB YKpaiHu, SKi 3BEPHYNNCS 38 KOHCYJ1b-
Taujeto B Megmko-reHeTnyHui ueHtp (Mry) i UeHtp
MeTabonivyHMX 3axBopioBaHb (LUIM3) HACJST «OXMAT-
ONT» MO3 YkpaiHn 3 nifo3polo Ha HasBHICTb CMaf-
KOBMX XBOPOO 0OMiHY pevoBuH 3a nepiog 3 2004 no
2014 poxu.

TLUIX onirocaxapuvais no6oBoi cedi npoBoauan Ha
nnactuHax goexunHolo 20 cm 3 nokputtam Silica gel
60 Ha antomiHiesii nigknagui (Merck). MNepen BUKo-
PUCTaHHAM MNACTUHU NPOrpiBanmM Ha HarpisasbHOMY
npuctpoi YCIM-1M npu 100eC npotarom 15 xB. 3pas-
k1 Ha TLUX nnactuHM HaHOCUNW 3a AOMOMOro Kani-
napa B KiNbKOCTI, ekBiBaneHTHi 20 MKr/n KpeaTuHiHy
(Npnban3Ho 10-20 MKJ1), TOHKOIO CMYXKOI JOBXMHOIO
10 MM, nigirpiBaloym B LEN Yac MAacTUHY Ha Harpi-
BanbHomMy npuctpoi YCM-1M po temnepatypu 40°C
[3]. Anga nposeneHHsa TLUX BUMKOPUCTOBYBANM CKISHY
kamepy BucoToo 20 cm. Cuctema PO3YMHHUKIB, WO
BUKOPWCTOBYBaNaCb A1 NPOBEOEHHs aHanidy, ckna-
[anacb 3 NbOASAHOI OLTOBOI KMCNOTK, ByTaHony Ta ae-
iOHI30BaHOI BOAM Y CNiBBiAHOLWEHHI 2:1:1 BiANOBIAHO
[3]. B sikocTi ctaHaapTy BukopucTtoByBanu 10% po3ymH
NaKkTo3n, HaHeceHun y KinbkocTi 10 mkn. [Ana pocsr-
HEHHS BULLOT AKOCTI PO34iNIeHHA PppakLiin, MPOroHKy Tiel
X NAACTMHW NpoBoAnAM ABidi. [ng Bidyanisauii dpakuin
oJflirocaxapvis BAKOPUCTOBYBaIN OPLIMHOBUIA peareHT
(50 mr opumHy, 9,5 mn etunosoro cnupty, 0,5 mn cip-
YaHOi KNCAOTK), SKNIA HAHOCUAN METOAOM MOJINBAHHSA
TLWX nnactyvH 3 noganblunM MPOorpiBaHHAM MAacTUHN
npu 100eC 0o nosiu 3abapsneHHs [3].

[nsa iHTepnpeTauiji pesyneratis TLUX onirocaxapu-
[iB B CeYi BAKOPMCTOBYBAsIM 3HA4YEHHS BilHOCHOI O KOe-
®iLIEHTY PYXJIMBOCTI 3 NAKTO3010 B AKOCTi pedepeHTHOI
pe4vyoBuHN (Rlao) [1]:

__ BiacraHs, siky npovilina pe4oBuHa, L0 BU3Ha4aeTbCs

lac BiactaHb, Ky npoviluna pegepeHTHa pe4oBuHa
(naktosa)

LLIBMAOKICTb PyXy PEHOBUHWN NMPW NPOBEAEHHI TOHKO-
LapoBoi xpomaTtorpadii 3anexnTb Bif, SKOCTi PO34UH-
HUKa, COpPOEHTA Ta TEXHIKM EKCMEPUMEHTY. na OUiHKK
AKOCTI npoueaypu nposeneHHsa TLUX BukopucTosysanu
pO3paxyHOK abCOoNOTHOrO KoediliEHTY PyXJIMBOCTI pe-
dpepeHTHOI pevosuHm (R,) [1]:

BiactaHb, Ky npovilna pedepeHTHa pevoBuHa
_ (nakto3a)
R i

BigctaHb, sky rnpoviLioB GPOHT PO3YUHHUKA

Mig, yac aHanidy pesynbraTiB He BPaxOBYBaIUCb
3pasku, y AKX 3HA4YEHHS Rf NaKTO31 CTAHOBUJIO MEHLLE
0,28, ToMy LLLO 32 TaKMX YMOB HEMOXIIMBO Bi3yanidyBaTu
Ta BipHO ineHTndikyBaTu BCi ppakLii onirocaxapuiis.

PesynbTraTn gocnigxeHb Ta ix 06roBoOpeHHs

[Moka3aHHSAMY 00 BUKJIIOYEHHS NiI30COMHUX XBOPOO
HaKOMWYEHHS, NOB’A3aHMX i3 30iNblUEHHAM eKckpeuji

onirocaxapuiis y naujeHTis, 6yna HasiBHICTb Y NaLlieH-
TiB TAKMX CUMMNTOMIB, SIK MOPYLUEHHSI MICUXOMOTOPHOrO
PO3BUTKY, YCKNaOHEHOr0 YpaXXeHHAM BHYTPILLHIX opra-
HIiB (OpraHomeranist HeBM3Ha4YEeHOro reHesy), NnaTonoris
OopraHiB 30pY, KiICTKOBOi CUCTEMM, HASIBHICTb crieumdiy-
HOI 30BHILLHOCTI (rpy6i prcu 06myys).

OujiHka cnekTpy onirocaxapuais cevi metogom TLUX
y nauieHTiB 3 nigo3poto Ha JIXH (1867 ocib) npoBoan-
nacb y NOPIBHAHHI 3i 3pa3kamu xpomMaTtorpam 340Pp0BUX
oci6 BionoBiOHOI BiKOBOI KaTeropii y KOXHOMY OO0CHi-
IKkeHHi. Y 87 nauieHTiB, i3 BCix 06cTexeHux, 6yno Bu-
SBNIEHO NaTonorivyHi ppakuii onirocaxapmais, SKki He 3y-
CTpivannchb y 340p0oBuUx 0Cib BiaNoBiAHOI BIKOBOI rpynu.
Y peLwuTn nauieHTiB xpoMatorpamm 6ynuv nogidbHMu oo
Xpomartorpam KOHTPOJIbHOI rpynu 340poBux ocid. [e-
TanbHO NpoaHasidyBaBLUM AaHi KNiHIYHOrO 0OCTEXEHHS,
UMM naujeHtam 6yno nNpoBefeHO eH3UMOAiarHOCTUKY
ON9 NiATBEPOXKEHHS AijarHO3y NeBHOI NI30COMHOI naTo-
norii. AiarHo3 JIXH 6yno nigTBepaxeHo y 71 naujeHTa
(Tadn. 2).

Tabnuuga 2.
JlisocoMHi XBOpOGU HaKONUYEHHS,
BUSIBJIEHI Y NaLi€HTIB 3 NaTOJIOr4YHOIO
onirocaxapuvaypieio

KinbkicTb
3axBoploBaHHSA . .
nauieHTiB
Mykononicaxapugo3 Il (MIC I1) 30
GM1- raHrnioangnos 20
Mykononicaxapugos | (MINC 1) 17

lanakTocianigos

Cianipos

o-MaHO31MO03

_ ===

Mykononicaxapngos IVB (MINC IVB)

AHanis peaynbratis TLLUX onirocaxapuais y nauieH-
TiB 3 NigTBEPAKEHUM AjiarHo30M JIXH 003BOMMB OUiHN-
TV CNEKTP crneundiyHnx onirocaxapnaoHmx dpakuin, xa-
pakTepHUin ons PisHOI NiB0COMHOI NaToNOrii i HA OCHOBI
LLbOro aHanisy BM3HA4YMTN KpUTEepii CENEKTUBHOIO Big-
6opy nauieHTiB 3 JIXH, 110 cynpoBOaAXYIOTbLCS ONiroca-
xapuaypieto.

Ha puc. nokadaHo dparmentn TLUX nnactuH
3i cnekTpamu onirocaxapuais, BUSBNEHUX Y NaALEHTIB
3 NiaTBEPOKEHUM fiarHo30M JIXH.

AHanis cnekTpy onirocaxapuviis, WO BM3Ha4yaBCs
y nauieHTiB 3 nigTBepmXeHum giarHo3om JIXH, npo-
BOAMBCS Y MOPIBHAHHI 3 KOHTPONbHUMW 3paskamMm Ceui
0ci6 0o 1-ro poky XuTTs Ta ctaplie 1-ro poky ans Bu-
KIIo4eHHs @isionoriyHoi onirocaxapuaypii giten pis-
Horo Biky [2]. Bci nauieHtn 3 GM1-raHrmio3ugo3om 1a
ranaktocianifo3oM Ha MOMEHT OOCTEXEHHST Mann Bik
00 1 poky, Toai K nauieHTn 3 NiaTBepAXEHUM AiarHo-
30M iHWKX JIXH Ha MOMEHT 0O6CTEXEHHS Oynn cTaplue
1 poky. Tomy 3Ha4eHHs Rlac’ [ON19 BUSIBNIEHNX Y MALLEHTIB
dpakuii onirocaxapuais, NOPIBHIOBaNN 3 3HAYEHHAM
Rlac dpakuin, xapaktepHux anga @izionoriyHoi oniroca-
Xapuaypii y gitein signosigHoro Biky (ta6n. 3, 4).
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Puc. 3pasku TWX onirocaxapuais ceyi nauieHTiB 3 JIXH: 1 — ctaHpapT nakro3su; 2 —- GM1-ranmiosanaos;
3 — ranakrocianipo3s; 4 — cianigos; 5 — a-maHo3upo3; 6 — MIMC1; 7 - MIMC 11 8 — MIMNC IVB;
9 — 3p0poBa AUTUHA A0 NepLuoro poky xuTra; 10 — 3gopoBa aguTuHa 6-Tm pokiB.

Ta6nuug 3.
3HaueHHs R dpakuiii onirocaxapmpie ceui
y nauieHTiB 3 JIXH go 1 poky

GM1- P
0,86-0,90 - 0,90
0,69-0,76 0,69-0,71 0,69
0,63-0,68 - -
0,55-0,63 0,59-0,62 0,59
0,47-0,50 0,49-0,50 0,49
0,36-0,42 0,40-0,42 -
0,29-0,33 0,30-0,33 -
0,20-0.28 - -
0,15-0,21 - 0,19
- 0,11-0,12* -
- - 0,08
- 0,043-0,047 0,046
Mpumitka. “XupHum  wpudtom BuAineHo dpakuji, ski  He

3yCTPiYaloTbCS Y 3A0POBMX OCIO BigNoBiAHOT BikOBOI KaTeropii.

CnexTp dpakuin onirocaxapuiis cedi B 3paskax na-
uieHTiB 3 JIXH Ta ix 3Ha4eHHsA Rlac 3HAYHO BIOPISHAETLCA
B[l 3pa3kiB 340POBUX OCI6 Pi3HOT BIKOBOI kaTeropii, Wo
fae 3mMory Bukopucrtosyeatn meton TLUX onirocaxa-
puAaiB cedi ona CenekTUBHOrO GiOXiMIYHOrO CKPUHIHTY
nauieHTiB 3 NigO3pOoK0 Ha Ni30COMHY NaTonori. Tak,
y MaLieHTiB 3 cianigo3oM crnocTepiranacb HasiBHICTb
cneundivyHux ¢pakuin onirocaxapuais B pPerioHi Fi'/ac
0,20 Ta 0,75 3a BigCyTHOCTI BYaAb-aKMX IHWNX DpakLiii.
Mpy a-MaHO3MO03i cnocTepiranacb eKcKpeLisa Linoro

pSay PiSHUX 32 PYXJIMBICTIO ONirOCaxapuais i3 3Ha4YEH-
HAM Rlac Big, 0,043 no 0,7, wo HexapakTepHO Ans 300-
poBux 0Ci6 cTapLioi BikoBoi rpynu. Ane He Bci JIXH xa-
pakTePU3yBaINCb HASABHICTIO YHiKaNbHUX Cneun@iyHnx
naTtonoriyHux dpakuii onirocaxapuais. Tak, y nauieHTiB
3 GM1-ranrnio3npo3om, ranakrtocianigosom ta MIC |,
Il TalV B Tuny Ha TLUX nnacTuHi BidyanisyBanmcb xapak-
TepHi nobpe nodapboBaHi rpynu NaToNoriyHNX dpak-
Ui onirocaxapuaiB i3 3HAYEHHSAM Rlac<0,15, Lo BigNo-
Bilal0Tb BaXXKMM [AOBrofiaHLOroOBMM Oflirocaxapuaam,
MMOBIPHO renta- Ta oKracaxapuaam, BiACYyTHIM Yy 300-
poBUX OCIO BCix BikoBMX rpyn [2]. Ane BUSIBNEHI Y Luux
nauieHTiB CNekTpu onirocaxapuais 6ynu noaioHi oouH
[0 OOHOrO, WO He AaBano 3MOry po3pi3HUTY Lj 3axBO-
poBaHHS Mix co6010.

Otxe, metopg TLUX onirocaxapmaiB cedvi Mae oOCUTb
BENNKY AiarHOCTUYHY 3HAYUMICTb A9 NEePBUHHOI Aia-
FHOCTUKW 3axBOptoBaHb 3 rpynu JIXH, ane € neBHi 06-
MEXEHHS Y BUKOPUCTaHHI noro anga gudepeHuianbHoi
piarHocTukn JIXH B 3B’A3Ky 3 MOro HecneuudivyHicTio
040 OKpPEMUX HO30M0ril. MaTonoriyHi ppakuii renta-
Ta oKTacaxapupiiB € ChiibHUMU Onsi OEKifIbKOoX ni30-
COMHMX 3aXBOPIOBAHb, TOMY MPW BUSIBIEHHI OCTaHHIX
MOXHa f1Le 3anigo3puTn HasBHICTb Yy nauieHTa JIXH.
Ane y 6yab-g9koMy pasi AaHuii MeTOL Aae 3MOry 3Ha-
YHO 3BY3UTW rPYNy NOLLYKY NaLiEHTIB 4151 NPOBEAEHHS
HaCTYMHOro AjarHOCTUYHOrO etany. Y BCixX Bunagkax
BUSIBNIEHHS NiABULLLEHOI EKCKPELii NaToMOrYHMX ONiro-
caxapuaiB 3 ceyeto 000B’A3KOBUM € NPOBEAEHHS Mia-
TBEPOXYIOHOI AjarHOCTUKN 3 BUSIBIEHHAM NEPBUHHOIO
GioxiMiyHOro nedexTy, SKNin NPU3BIB OO HAKOMUYEHHS
LMX MEeTaboniTiB.

Takvm 4YMHOM, TOHKOLLApOBa XxpomMaTtorpadisa oniro-
caxapuaiB cedi € 4OCTYMHUM ONs LWWMPOKOro BUKOPUC-
TaHHS B creujanisoBaHmx nabopaTopisx MeToaomMm, Lo
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3HauyeHHa R

lac

ctapuwe 1 poky

dpakuiv onirocaxapupgiB cedi y nauieHTiB 3 JIXH

Ta6nuus 4. 2. OBMEXEHHAM BUKO-
puctaHHa metony TLUX oni-
rocaxapuiis € Noro Hecne-

UMOIYHICTL WOO0 OKPEeMUX

NiI30OCOMHMX  3aXBOPIOBaHb,
Iig:;pzﬂ; Cianigos | MaHoaupos MMCI Mncl MnC IV TOMY MpU BUSBNIEHHI ONiro-
> popKy) (n=1) (n=1) (n=17) (n=30) (n=1) caxapugis MoxXHa fuLle 3a-
nigo3puUTY HAsBHICTb Y NaLli-
0,87-0,91 - - - - - eHTta JIXH.

j 0.75* 0,70 0,69-0,71 i i 3. Y BcCix BMNagkax Bu-
0.53-0.63 i 0.58 i i i ABMEHHS  MO3UTUBHMX  pe-
3ynbTaTiB aHanidy oniroca-
0,47-0,50 N 0,49 - N 0,47 xapugis cedi metogom TLLX
- - 0,38 - - - noTpibHe  nigTBEpPOXEHHS
0,34-0,42 - 0,35 0,36-0,38 0,36-0,38 0,34 AiarHo3dy WisiXxoM BUSIBIEH-
0,20-0.28 - 0,28 . - - HS NEPBUHHOIO BiOXiMI4HOrO
0,15-0,21 0,20 0,20 - 0,20-0,21 - abo rexetniHoro Aedekty
o011 MeToJamMu eH3umopjarHoc-
- - : - - - TUKN T2 MOJNIEKYNSIPHO-TreHe-

- - 0,08 0,07-0,09 0,07-0,09 0,09 TUYHOI AiarHOCTUKM.
- - 0,043 - - - 4. Meton TLWIX oniro-

Mpumitka. *KupHum wpndTom BugineHo dpakuii, aki He 3ycTpivyanucb y 300pOBUX OCIO BiAMnoBigHOT

BiKOBOI KaTeropii.

[03BOJIIE BUKOPUCTOBYBATWN NOrO B XO4j CENEKTUBHOIO
GioxiMiYHOrO CKpUHIHTY xBopux Ha JIXH, ski cynpoBo-
LXKYIOTbCS OJlirocaxapugypieto, i, Ak HaCniaoK, 3HN3UTKU
MMOBIPHICTb XMOHOI AjarHOCTMKM CNaaKoBUX 3axXBOPIO-
BaHb Ta Ginbll paLioHanbHO 3aCTOCOBYBATU BUCOKO-
BapTiCHI METOAM MiATBEPAXYI0YOi AiarHOCTUKN.

BucHoBku

1. Onirocaxapuaypisi, o6ymoBneHa pisHuMu dop-
MamMmu JIXH, xapakTepundyeTbCsl HasIBHICTIO cneundiy-
HUX dpakuin onirocaxapuiis B Ceui, ski He 3ycTpiya-
I0TbCS Y 300POBUX OCiIO BiOMOBiOHOI BiKOBOI KaTeropii.

caxapuiiB cedi 0aEe MOX-
NNBICTb  3HAYHO  3BY3UTU
rpyny nowyKy MauieHTiB
3 Nigo3poto Ha HasBHICTb JIXH i ToMy Moxe OyTn peko-
MEHOO0BaHNN AN BUKOPUCTAHHS B XOAi CENIEKTUBHOIO
BioXiMIYHOrO CKPUHIHTY xBopux Ha JIXH, wo cynpoBo-
LKYIOTbCSl Oflirocaxapuaypieto.

MepcnekTnBu noganbwinx AocnigkeHb. B no-
nanbwomy, ansa gudepeHuialii okpemMmx HO30M0rin
[aHOi rpynn 3axBOPIOBaHb Y MaUEHTIB 3 BUHABJIEHOIO
naToJIoriyHoI0 onirocaxapuaypieto, € HeobXigHUM Mpo-
BeLEeHHHA [OCNIIKEHb NIATBEPLXYIOYMMU MeToaamMun
€H3MMOLiarHOCTMKN Ta MONEKYNAPHO-FrEHETUYHOI djia-
FHOCTUKWN.
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YAK 616-056.7-07

CEJIEKTUBHUN BIOXIMIYMHUA CKPUHIHI JIIBOCOMHUX XBOPOB HAKOMWYEHHA METOAOM
TOHKOLLUAPOBOI XPOMATOIPA®DII OJ1IFTOCAXAPUAIB

Mwuuuk H. ., Onbxoeuu H. B., fopoeenko H. T.

Pe3ilome. J1isocomMHi xBOpobKn HakonuyeHHs (JIXH) — e Benukuii knac cnagkoBux XBOpoO 0OMiHY pPeYOBUH,

AKMin BKNtoYae 61m3bko 60 HO3010ri4HNX hopM.

MeTa. AHani3 ekckpeLii onirocaxapupis cedi MeTogoM TOHKOLapoBoi xpomatorpadii (TLUX) y nauieHTiB 3 ni3o-
COMHMMM XBOPOHAMU HAKOMUYEHHS )11 BCTAHOBJIEHHSI KDUTEPITB BUKOPUCTAHHSA JAHOro METOY B XOLi CENEKTUB-

HOro GiOXiMIYHOrO CKPUHIHTY XBOpUMX Ha JIXH.

Martepianom ans gocnigxeHHs 6yna noboBa ceva nauieHTiB (1867 ocib) 3 pisHuMx perioHiB YkpaiHu 3 nifgo3poto
Ha HasiBHICTb CNaaKoBMX XBOPOHO 06MiHy pedoBumH 3a nepiof 3 2004 no 2014 poku. ns AocniokeHHs BUKOPUCTO-

ByBann metog TLUX onirocaxapuais ceui.
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Onirocaxapuaypisi, 06ymoBneHa pisHnumMu dopmamm JIXH, xapakTeprayeTbCs HAABHICTIO cneumdivHnx ppakuiii
onirocaxapwais B ceui, siki He 3ycTpivaloTbCs Yy 340P0BUX OCiO BiANOBIAHOT BikOBOI kaTeropii. Y nauieHTiB 3 ciani-
[l030M crnocTepiranach HasiBHICTb cneumdiuHmx dppakuin onirocaxapuais B perioHi A, 0,20 Ta 0,75 3a BiACYTHOCTI
Oyab-AKnX iHWKX ppakuiii. Mpn a-mMaHo31[03i cnocTepiranack eKCKPeLs Linoro psaay pisHUx 3a pyxanBicTio oni-
rocaxapufis i3 3Ha4eHHam R, Bin 0,043 no 0,7, o HexapakTepHO A/19 3[0PO0BKX OCIO CTapLUoi BIKOBOI rpynu.
Y naujenTis 3 GM1-raHmio3nago3om, ranaktocianigo3om 1a MIMC |, [ a IV B Tuny Ha TLUX nnacTuHi BisyanidyBanuch
xapaktepHi no6pe nopap6oBaHi rpynu NaTonorivHyx dpakuii onirocaxapuiis is aHadeHHam R, <0,15, wo signo-
BiAIOTb renTa- Ta oKTacaxapuaam, BiACyTHIM Yy 340POBUX OCiG BCiX BIKOBUX rpyr.

MeTopn TLX onirocaxapviis cedi [ae MOXJIMBICTb 3HAYHO 3BY3UTK FPYIy MOLLYKY MNaLieHTIB 3 NiZ403PO0I0 Ha Ha-
aBHiCcTb JIXH i ToMy MoXe ByTn pekoMeHO0BaHWIA )11 BAKOPUCTAHHS B XO4j CENIEKTUBHOIO GioXiMiYHOrO CKPUHIHTY
XBOpUX Ha JIXH, WO CynpoBOOXYIOTLCH Oslirocaxapuaypieto.

KniouoBi cnoea: onirocaxapuau, TLUX, onirocaxapuaypisi, 1i30COMHi XBOpoou.

YAK 616-056.7-07

CEJIEKTUBHbIA BUOXUMUYECKUA CKPUHUHT JIN3OCOMHbIX BOJIEBHEA HAKOMJIEHUSI METO-
OOM TOHKOCJ/TIOMHOM XPOMATOIPAD®UU OJIMFTOCAXAPUOB

Mbiubik H. U., OnbxoBud H. B., lopoBeHko H. T.

Peatome. JIn3ocoMHble 6onesHn HakonneHus (JIBH) — 3To 60bLLOM KNnacc HacneacTBEHHbIX Oone3Hen obme-
Ha BELLLECTB, KOTOPbIV BKJIIOYAET 0KON0 60 HO30M10rn4eckmx Gopm.

[MpoBeaeHo nccnenoBaHme 3KCKpeLmm onurocaxapmaoos Mo4M METOA0M TOHKOCIONHOM Xxpomartorpadun y na-
LMEHTOB C IM30COMHbIMUN BONE3HsaAMUN HakomnneHus (J1IBH) ana ycTaHOBNEHUS KPUTEPUEB NCMOJIb30BAHUSA OAHOMO
MeTo[a B Ka4eCTBe CEJIEKTUBHOIO BMOXMMMNYECKOro CKPUHUHIA 60sbHbIX ¢ JIBH. Y naumneHToB ¢ cuannoo3om 6binim
BbISIB/IEHbI Crieumduyeckre dpakummn onvrocaxapuaos B perviode R, 0,20 1 0,75 npu oTCyTCTBMM Kakmx-nMbo
npyrux dpakuuii. MNpu o-MaHHO3MA03e Habnoaanack 3KCKpPeuus Lenoro psga onmrocaxapuaoB ¢ pasHoi noa-
BUXHOCTbIO 1 3Ha4eHnem R, o1 0,043 no 0,7, 4TO He xapakTepHO A9 30P0BbIX AeTe cTapwe 1-ro roga. Y naum-
eHToB ¢ GM1-ranmuno3snnosom, ranakrocuannaosom, MrC I, 1l v IV B tnna Ha TCX nnacTtuHe BU3yannus3npoBanmnch
XapakTepHble XOPOLLO OKPALLEHHbIE FPYmMbl NAaTON0rMYeCcKmx Gpakumuii onmrocaxapuaos ¢ saveHnammn R, <0,15,
4YTO COOTBETCTBYIOT renTa- 1 okTacaxapuaam, KOTopble OTCYTCTBYIOT Y 3[,0POBbIX JINL, BCEX BO3PACTHbIX KaTero-
puin. Meton, TCX onurocaxapuaoB OaeT BO3MOXHOCTb 3HA4YNTENbHO CY3UTb FPYMMNy NoMcka nauneHToB ¢ Nogo3pe-
Huem Ha Hanunyne JIBH n MoxeT OblTb PEKOMEHA0BAH A1 UCMONb30BaHWS B XOLE CENIEKTUBHONO BMOXMMUNYECKOTO
CKpUHMHIra 605bHbIX ¢ JIBH, KOTOpblE CONPOBOXAAKTCS ONMrocaxapuaypuen.

KnioueBble cnoBa: onurocaxapuibl, TOHKOCOHas xpoMaTorpadusi, TM30COMHbIE GONIE3HN HAKOMNEHUS.

UDC 616-056.7-07

SELECTIVE BIOCHEMICAL SCREENING LYSOSOMAL STORAGE DISEASES BY TLC OF OLIGOSAC-
CHARIDES

Mytsyk N. Y., Olkhovych N. V., Gorovenko N. G.

Abstract. Lysosomal storage disorders (LSD) constitute a large class of hereditary metabolic diseases, includ-
ing about 60 clinical entities.

Aim. The excretion analysis of urine oligosaccharides using thin-layer chromatography (TLC) in patients with
lysosomal storage disorders with the purpose of defining the application criteria of this method for selective bio-
chemical screening of patients with LSD.

Materials and methods. The 24-hour urine of patients (1,867 patients) with assumed hereditary metabolic dis-
eases from different regions of Ukraine, obtained during 2004-2014, was used as the material for the study. The
TLC of urine oligosaccharides was applied.

Results and discussion. Oligosacchariduria, caused by different forms of LSD, is characterized by the presence
of specific fractions of oligosaccharides in urine, which are not observed for healthy individuals of the respective
age category. The analysis of the oligosaccharide spectrum, defined for the patients with confirmed diagnosis of
LSD, was made in comparison against the control urine samples of patients, up to and exceeding 1 year of age,
to exclude physiological oligosacchariduria of children of different age. The result obtained demonstrated that the
spectrum of fractions of oligosaccharides in urine in the samples of patients with LSD and their R value was con-
siderably different from the samples of healthy subjects of different age categories, which allowed using the TLC
method for urine oligosaccharides with the purpose of selective biochemical screening of patients with assumed
lysosomal pathology.

The patients with sialidosis had specific fractions of oligosaccharides in the region of R, 0.20 and 0.75 with no
other fractions present. In case of a-mannosidosis there was evident excretion of a number of oligosaccharides,
different in their mobility, with the R, value from 0.043 to 0.7, which is not remarkable for healthy individuals of the
older age category. The TLC plates of patients with GM1-gangliosidosis, galactosialidosis and MPS |, Il and IV B
type had remarkable evident and well-stained groups of pathological fractions of oligosaccharides with the value of
R,.<0.15, which correspond to hepta- and octasaccharides, not present in healthy individuals of all the age groups.
However, the spectra of oligosaccharides, revealed in these patients, were similar among themselves, which did
not allow distinguishing these diseases. The pathological fractions of hepta- and octasaccharides are common for
several lysosomal diseases, thus, while revealing the latter it is possible only to assume the presence of LSD in a
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patient. Therefore, it is obligatory for all the cases of revealing the increased excretion of pathological oligosaccha-
rides with urine to conduct confirmatory diagnostics with the determination of the primary biochemical deficiency,
which resulted in the accumulation of these metabolites.

Thus, thin-layer chromatography of urine oligosaccharides is available for wide application in specialized labo-
ratories using the method, which allows using it in the course of selective biochemical screening of patients with
LSD, accompanied with oligosacchariduria, and, as a result, diminishing the probability of false diagnostics of he-
reditary diseases and providing for more reasonable application of expensive methods of confirmatory diagnostics.

Conclusions. The TLC method of urine oligosaccharides allows narrowing the search groups of patients who are
assumed to have LSD, thus it may be recommended for application in the course of selective biochemical screening
of patients of LSD, accompanied with oligosacchariduria.

Keywords: oligosaccharides, TLC, oligosacchariduria, lysosomal diseases.

PeuenseHT — npo¢. BoHaapeHko B. A.
CrartTa Hagiwna 01.02.2016 poky

BicHuk npo6nem Gionorirti meanunHm — 2016 — Bun. 1, Tom 1 (126) 227



