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XOJIMHSCTEPAS3A:

AnarHoctn4ecKkoe 3Ha4yeHme U MeTobl aHaJiIn3a

4 AKTUBHOCTb CbIBOPOTOYHOI X0/IMH3CTepa3bl (XJ) — nokasaresib (hyHKLWH MeYeHH, CHUXKAIOLMUIACSA NpU e€ Luppo3e, A

a TaK)Ke renature, XONeLUCTUTE U MHOTUX APYrUX 3aboneBaHUsX.

MpoeeaeHue MoHUTOpUHTa X 06a3aTeNIbHO ANs NIOAEH, 3aHATbIX B NPOU3BOACTBE U HCMO/Ib30BAHUHU OTPABASIOLLMUX
BELLECTB, UHCEKTULIMAOB, NECTULIMAOB U IeKapCTBEHHbIX NPenaparoB, KOTopble ABNAOTCA HHrHOUTOpamu XI. CHike-
HWe aKTUBHOCTH X, HabniofaeMoe y aTUX 1KLY B Te4eHHe onpeAeNneHHOro BpeMeHH, CBUAETENbCTBYET 06 OTpaBieHUH
AaHHbIMU COEAUHEHUSIMH,

OnpeaeneHne X3 He06X0AUMO Y NALUEHTOB B NpeAONepaLMOHHbIN NEPHUOA ANS BbISBNEHUS Y HUX aTUMHUYHBIX (hOpM
tepmenTa. HopmanbHbie hopMbl CLIBOPOTOUHOM XONMHICTEPa3bl ObICTPO FMAPONNIYIOT UCMONb3YEMbIH B aHECTE3UH
MHOpPENaKCaHT CyKLMHHUIXO/IUH, KOTOPbIi Bbi3biBAaeT KPAaTKOBPEMEHHYIO 3afiePXKKY AAbIXaHHSA. ATUNHYHbIe GopMbi hep-
MeHTa ruApoNIU3YIOT CYKLIWHWUNXONIUH MEANIEHHO, U 3TO MOXKET NPUBECTH K AIUTENIbHOMY, 0 HECKOJIbKMX YacOB, anHO3.
XonuHacTtepasa — TpUBHaNbHOE Ha3BaHHe (hepMeHTa (CHHOHHUMbI: CEBAOXONMHICTEPa3a, OyTHpUNXONMHICTepasa
(ByX3), xonuHacrepasa ll, nponnoHunxonuHacrepasa ([X3J). Cucremarnueckoe Ha3BaHWe — aLUNXOIUH-ALMITUS-
ponasa (K® 3.1.1.8.).

XonuHacTtepasa 06Hapy>KMBaeTCA B CbIBOPOTKE U Na3Me KPOBH, 6eIoM BelecTBe rofIOBHOrO MO3ra, KNeTKax CrnH-
HOro M03ra, cepALie, NoN10CaTbiX MbiLULAX, TOAXKENYAOUHOM XKene3e, KUIIeYHHUKe, NaLeHTe U Apyrux opraHax [24, 5].
B mo3re X3 nokanusoBaHa B KaNWANAPHbIX 3HAOTENHANIbHBIX U INIHANIbHBIX KNETKaX, KOTopble ee CHHTe3upyioT [5].
XonuHacTtepasa 06HapyxKeHa B aMUNIOMAHBIX BNsiLiKax 340POBbIX NALUEHTOB NPEKAOHHOrO BO3PacTa U Y NaLUeHToB

\C 6onesHbio Anbureiimepa[21, 9], atakxe B HepoHax [ 14]. B Mbiwyax X nokannusosaHa B ABUraTeNnbHbIX nnacmukax.)

Buonoruueckas ponb XoNMH3CTEPa3bl

Horue ¢pyHKIMM XD B OpraHM3Me BBISICHEHBI
B TedyeHue rocaeaHux 20 Jiet 6arogapst MHTEH-
CHBHO TIPOBOIMMBIM MCCIEIOBAaHMUSIM. XOJIH-
HACTepa3a BMeCTe C alleTWIIXOIMHACTEpa3oit (AXD) yuacTByeT
B mepemade HEpBHBIX UMITYJIbCOB. [lokaszaHo [9], uTro mipu
Iporpeccupylolieii 6oe3HN ANbLreiiMepa, KOraa YpoBeHb
AXD B opraHm3Me 4eJIoBeKa CHMXKACTCS, €€ POJIb MOXKET
nrpath X3. [Ipennonaraior, yto XD ruapoan3yeT u30bITOK
alleTWIXOJIMHA B HEPBHO-MBIIIEYHBIX coeqnHeHusx [10].
CriBopoTouHas1 XD BBIIIOIHSIET B OpraHU3Me 3aIllUTHHIE
¢dyHkuu. B yacTHOCTH, OHA IpegOXpaHsIeT OT UHAKTU -
Banu AX3D, MOCKOJIbKY € OOJIBIIOI CKOPOCTHIO TUAPO-
JM3yeT UHTuouTop AXD OYTUPUIXOJIUH, BOSHUKAIOIIAIA
B mpollecce MeTaboM3Ma KUPHbIX KUCI0T. Kpome Toro,
XD crmocobHa OCyleCTBISITh TUAPOIN3 MHOTUX OTpaB-
Jnsgomux GpochopopraHnIecKnX BEIIeCTB M KapOaMaToB,
ITOCTYIUBIIMX B OPTaHU3M M3BHE. YCTAaHOBJICHO, YTO BBE-
JIEHNE B KPOBb XKMBOTHBIM CBIBOPOTOUHO XD JIOIIAIN WU
pekoMOnHaHTHON XD 4yenoBeka Ha 100% 3amuniaer nx
OT CMepPTEeNbHBIX 103 3apuHa, 30MaHa 1 Vx-ra3osB [3, 15].
XouHaCcTepa3a — TNIaBHBIA (hepMEeHT MeTaboIM3Ma KOKa-
WHa, IIPU KOTOPOM 00pa3yloTCsI HETOKCUYHBIC TTPOTYKTHI
ero pacraja, I0O3TOMY CUATAIOT, YTO IIPeItapaThl HA OCHOBE
XD MOTyT OBITh MCTIOIB30BaHBI TIPU MEPEA03UPOBKE 3TOTO
IICMX0aKTUBHOrO Bemectna [11,26].
XoauHACTepa3a y4acTBYeT B PETYIISIIIAMN COMEPXKAHUS
XOJIMHA B IU1a3Me U ero metabosusme. BoisgBiaeHo, 4yTo ak-
TUBHOCTbH (hepMeHTa KOPPEIUPYET CO CTEIIEHBIO OXKMPEHUS

HalMeHTOB U JIUITUAHBIM ITPOMIIEM CBIBOPOTKHU KPOBH |35,
13, 18, 22]. XonmHacTepas3a TakKKe UTPaeT pojb B pEryIsiLinia
npoaudepaliu KJeTok rmpu amobpuorenese [5]. I1penmno-
JIaraloT, 4YTO OHA OCYIIECTBIISIET KOHTPOJIb IIPOHUIIAEMOCTH
MeMOpaH KJIETOK U CTeHOK cocynoB [5]. [TockoibKy B MoJie-
KyJie XD JTOKaJIM30BaH He TOJIHKO 3CTEPa3HbIi, HO U IIETITH -
Ja3HBII aKTUBHBIN LIEHTP, TO BEICOKA BEPOSITHOCTD YIACTHS
¢depmeHTa B 00pa3zoBaHuM HeliponenTUa0B. JlanbHeiilee
n3ydeHne Ononorndeckux GyHKIuii XD, oueBUIHO, MOKET
TIPUBECTH K TOJIYYCHUIO HOBBIX MHTEPECHBIX PE3YJIbTaTOB.

FeHeTHueckune BapuaHTbl XIJ

CocraB 1 II0C/IeTOBaTEIbHOCTh AaMITHOKHCTIOT B OEJIKE OIpe-
JIETISIETCSI CTPYKTYPOU KOIMPYIOILIETO eT0 reHa. Benenctsre my-
TaIMii (M3MEHEHMIT) B CTPYKTYPE F'eéHa BOSHUKAIOT OTJIMYHBIE OT
VICXOIHOTO BapyaHThI TeHa (auienn). U3aMeHeHuUs B CTpYKType
reHa BbI3bIBalOT U3MEHEHUSI B COCTaBe OeJTKa, U, TAKIM 00pa3oM,
BO3HUKAIOT FeHEeTUYECKUEe BapuaHThl MOJIeKy Oesika. K Ha-
CTOSIIIIEMY BpeMeHU n3BecTHO 0ojiee 20 TaKux BapruaHTOB X3,

M3BecTHO, 9TO B KJIETKaX 4eJ0oBeKa COMEPKUTCS
JIBOMHO# HAOOp XpPOMOCOM, HACIEAYEMBIX OT POIUTEIICH.
OpraHu3M MOXeT ObITh JINOO TOMO3UTOTHBLIM IO TeHY X3,
T.€. HECTU B 00eMX XpOMOCOMAaX OJIMHAKOBBIE aJljIeJIU, JIM0O
TeTepO3UTOTHRIM (aJUIeJId B XpOMOCOMax pa3Hrbie). [eHeTu-
YECKUI aHAJIM3 Pa3IMIHBIX TPYIIT HACEJICHMS Ha pa3HBIX
KOHTMHEHTAaX MoKa3aJjl, YTO, IOMUMO TOMO3UTOT (TaoI. 1),
CYIIIECTBYIOT BCE BO3MOXKHBIC BApUAHTHI T€TEPO3UTOT 11O
ayutesism X9 [16]. B ceIBOpOTKE reTepo3uror ooHapyK1Ba-
10T 00a (pepMeHTa, KOHTPOIMPYEMbBIX pa3HBIMU aJIJICTISIMU.
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Ta6bnuua 1. Xapakrepuctuka Haubonee pacnpocTpaHéHHbIX reHETUYECKMX BapuaHToB X3

ObuienpuHsToe
HauMeHOBaHHWe [eHoTHn ®enotun* 3ameHa aMUHOKHUCNOT leHoTHN romMosuroT
BapyaHTa X3
O6biuHbIM (usual) Er HOPMaJibHbIM HeT EYE!
HeTtunuunbiv Ee YCTOMYMB K MHTMOHUPOBaHUIO 70 acnaparvHoBas EeFe
atunuuHbiv (atypical) ! aubyKkauHoM** KMCIOTa— T IMLWH T
. . 1)117 ravumH— caBur
HeakTtuBHbIM Es MOJYALLMH, aKTUBHOCTb amKu EsEs
«Monuawuiy (silent) 1 oTCyTCTBYET P T
2) oTcyTCTBME reHa U ap.
H BapuaHT Er aKTUBHOCTb CHUeHa Ha 90% 142 BaNMH—METUOHMH EME"
CTOWYMB K MHTMBUPOBaHHIO
®ropua-1 E/f y P 243 TpeOHUH—>METUOHUH EE/
pTOPULOM
CTOMYMB K MHTMOUPOBaHUIO
Dropua-2 Ef y P 390 raMumMH—BaNMH EES
dpTOPULOM

i 497 rnytamuHoBas R

J-BapuaHT E/ aKTUBHOCTb CHU>KeHa Ha 66 % Y EJE/
KMCOTa—>BasIMH

K BapuaHT EX aKTUBHOCTb cHUeHa Ha 33% 539 anaHWH—>TpeoHUH EXESX

*pernomun — BHewHee nposBreHue 2zeHomuna, coBoKynHoCmMo nNPU3HAKoB o6vekma;
**QubykauH — nokasnbHoe, dumesibHo2o delicmBus aHecmesupyrowee cpedcmBo.

W3 tabin. 1 BUmHO, 4TO 3aMeHa OAHON aMUHOKHCIOTHI
B MoJieKyiie 0esika XD Ha Ipyrylo IpUBOIUT K U3MEHEHUIO
€T0 CBOMCTB. AKTUBHOCTb Y BCeX BapMaHTOB XD 1ubdo
HIZKE, YeM Y HOPMaJIbHOTO (pepMeHTa, IN0O OTCYTCTBYET.
IeHeTnyeckme BapuaHThl XD ITO-pa3HOMY OTHOCSITCSI K MH-
rubutopam. Tak, TMOYKauH MHTMOMpPYeT HOPMAaJIbHYI0 XD
Ha 75%, NpOMeXyTOUYHbIE FeTePO3UTrOTHbIE (POPMBI — HA
45—72%, a aTUIIMYHbIE TOMO3UIOTHbIE (DOPMBI — TOJIBKO
Ha 30%. BrisiBiieHbI BapuaHThI XD, YyCTOMYMBbIE K (DTOPUILY
U npyruM uHruoutopam. IlpuBeneHHBIC BBIIIE pa3IMIUs
B CBOICTBaX FTeHETUYECKUX BAPUAHTOB XD UCIOJb3YIOT TSI
OOHapyXeHUsI uX y o0caeayeMbIX JIUL, Hapsiay C IpyTUMHU,
0oJiee CIIOKHBIMU METOIAMU.

PaboThl 110 M3yYeHUIO PACIIPOCTPAHEHHOCTU ajljielieid
reHa X3 IIPOBOAATCS BO MHOTHX CTpaHaX. YCTAHOBJIEHO, YTO
76% moneii umeroT HopManbHblii renotun (E* E "), a oc-
TajbHble 24% HecyT, o KpaliHeil Mepe, OAMH FreHETUYEeCKU
M3MEHEHHBIN ayenb [17].

KnuHuueckaa 3Ha4MMOCTb reHeTUYECKHUX
BapuaHToB X3J

O6cnenoBaHre OOMBIINX TPYIIT HACEJIEHUSI, TOMO3UTOT-
HBIX IO «MOJTYAIIMM» FeHaM XB ¢ aKTUBHOCTBIO (hepMeHTa
He 6oJiee 2% OT HOPMAaJbHOTO YPOBHSI, I10Ka3aj0, YTO
10 OOIIECTIPUHSTHIM MepKaM (Bec Tesla, (GyHKIIUM TTOUeK,
IEYCHU M T. I.) OHU OBLIN 3M0POBBIMU JtoabMH [19]. OmgHa-
KO B JaJIbHEMIIIEM OBLIO YCTAaHOBJIEHO, YTO JIMIIA, HECYIIINE
M3MEHEHHBIE TeHBI XD, MOABEPXKEHBI PUCKY TP OTIePaITrsIX
IO, HAPKO30M, TIPM KOHTAKTE C OTPABJISIIOIIMMU BEIIECT-
BaMU U PUCKY BO3HUKHOBEHMST HEKOTOPBIX 3a00JI¢BaHUIA.

WHTepec K M3ydyeHNIo BapuaHTOB XD BO3HUK B CEpeay-
He 1950-x rogoB, Korjga B aHeCTe3Un CTaJIl MCIOIb30BaTh
MUOpEJaKCaHT CYKIMHUIXOJIUH IJIs KpaTKOBPEMEHHOM
OCTAHOBKM AbIXaHUS y oniepupyemMbix Ha 3—10 MuH. Y na-
LIMEHTOB C HOPMAaJIbHOM aKTUBHOCTBIO CHIBOPOTOYHOMI XD
0oJIbliIasl YacThb BBEIEHHOIO CYKIIMHUIXOJMHA OBICTPO

TUAPOIU3YETCS, ¥ TOJbKO HEOOJIbIIIAs €T0 YaCTh TOCTUTACT
HEPBHO-MBIIIEUHOTO coeanHeHUs. Ecnm ke aKTUBHOCTh
XD y maneHTa CHIDKeHa WM OTCYTCTBYET, TO KOJTMIECTBO
MMOpeaKCcaHTa, BO3ICUCTBYIONIEe Ha HEPBHO-MBIIIIEUHOE
COeIMHEHNE, 3HAYMTEILHO BO3pAacTaeT, U IJINTEJIbHOCTh
arTHO® MOXET COCTaBUTh HECKOJIbKO YacCOB, YTO MOXET
YIpOXaTh XU3HU 00bHOTO [13]. BO3HMKHOBEHUE TAKOTO
arrHO? yYallle BCero HabJomaeTcs y JIloaeit, B TeHOTUIIE
KOTOPBIX OTCYTCTBYeT HOpManbHbIi ren XD (E ") [7].
IIpu npoBeneHUU XUPYPTUUECKUX ONEPALIUA YYBCTBU-
TeJbHBIMM K CYKLIMHWIXOJUHY OKa3bIBaloTcst oT 4 10 7%
6ombHBIX. OTIpeaeneHre akTUBHOCTH XD y MallMeHTa B IIpe-
JIOTIepaLlMOHHBII TIePUO/J TO3BOJISIET 30eXKaTh HEeIITaTHOI
cuTyaruu npu onepauuu. Eciam y 60J1bHOTO BEISIBIICHA HU3-
Kasl aKTUBHOCTDH X, TO IIPU aHECTE3MU JINOO OTKA3bIBAIOTCS
OT IPUMEHEHMS CYKIIMHUIXOJIMHA, IN0O TIepe orepameit
3apaHee ITOATOTaBIMBAOT aIllapaTypy Uil UICKYCCTBEHHOM
BEHTWISILIUU JIETKUX. XOJIMHICTEPa3y OINPEIACITIOT TaKXKe
V POICTBEHHUKOB MALIMEHTOB, Y KOTOPBIX IIPH OIepaIluu
OBLIO 3apErUCTPUPOBAHO NJIUTEIBHOE aITHO3.
XoauHACTEpa3a, Kak ObLJI0O OTMEUYEeHO paHee, B opra-
HU3ME UTPaeT poJib IeTOKCUKaHTa. [1o3ToMy JIronu ¢ HU3KO
AKTUBHBIMU T€HETMYECKMMM BapMaHTaMU ChIBOPOTOYHOMK
XD 00J1agaroT MOBLIIIEHHOM YyBCTBUTEIBLHOCTBIO K OT-
paBieHNI0 GochopopraHUYEeCKUMU COCTMHEHUSIMH,
Kap0amMaTaMy M IPYTUMU BeIIeCTBAMHM, TIPOSBIISIOIIUMEI
HEepBHO-ITapaIMTHYECKKe CBolicTBa. Kpome Toro, mpumeHe-
HUe KOKarHa MOXET BbI3BaTh Y HUX CEPhE3HBIC IIPOOJIEMBI,
TIOCKOJIBKY OH METab0JU3UPYETCS CIIMIITKOM MeuteHHO [20].
W3ydyeHuro rpymm HacelIeHUsI, HECYIIUX TeHeTUIeCKUIA
«K-Bapnant» X3, aKTUBHOCTb KOTOPOTO CHIKeHa Ha 33%
OT HOPMBbI, MOCBSIIIIEHO MHOXeCTBO paboT. B uactHOCTH,
MOKa3aHo, YTO y ToMOo3uroT 1o amuiemo E* (E* E*) B Mo-
JIOMOM BO3pacTe B 8 pa3, M0 CpaBHEHHUIO C KOHTPOJIbHOM
IPYIINON, YBeJIMUeH PUCK PA3BUTHUST HEUPODUOPUIIIIPHOMA
naTonoruu [8]. BhIsBIeH TakxKe TTOBBIIIEHHBIN PUCK BO3-
HUKHOBEHUSI KOPOHAPHBIX apTepUaTbHBIX 3a00IeBaHUM
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B OMYJISIIUSIX HaceJeHus 3amagHoro Mpana kak ¢ roMo3u-
rotHbIM renotunom XD (E X E ), Tak u reTepo3uroTHmIM,
HECYLIMM TOJIKO OfHY ajliesib E *[25]. Msyyenne renotuna
JMonei B OTHOEHUN XD MOXET AaTh LIeHHYI0 MHDOp-
MAIIMIO IJIsI CBOEBPEMEHHOM MOCTAaHOBKM MPaBUILHOI'O
IMarHo3a W JeYeHUsI OOJIbHBIX. B pa3BUTHIX eBPOIEHCKIX
CTpaHax yIessioT 00JIbIIIoe BHUMAaHMUE UCCIIEIOBAHMUIO XD,
Tak, eme B 1972 rony B Jlanuu 6611 co3nan McciienoBaTelib-
CKUI LEHTP XOJUHACTEPA3bl.

MU3mMeHeHHe aKTUBHOCTHU CbIBOPOTOYHOMW XI
Npu pasnnyHbIX 3a6oneBaHUAX

YpoBeHb XD B CBIBOPOTKE KPOBHU CIIYXKUT TTOKa3aTesieM
GyHKIINY TIedeHU. Y 3M0POBBIX JIIOACH, UMEIOIINX HOP-
ManbHbli reHotun (E* E "), aktuBHOCTh XD KOsIEOmeTCA
B mupokom nHTtepBaje ot 4 000 mo 12 000 E/x (mpu uc-
ITOJIb30BAHMU JIST €€ OIpeaeICHUS B KauecTBe cyocTpaTa
oyrupuntuoxoinHa (byTX). Beruunna aktuBHOCTH XD
SIBJISIETCSI UHAMBUAYAIbHOM, CTaOWUIbHOM XapaKTEPUCTUKOMN
YyeJ0BeKa U MajIo U3MEHSIETCS Ha TIPOTSIKEHU U KU3HU. P
3a00JIeBaHUIA YeJIOBeKa IMPUBOINUT K M3MEHEHUSIM aKTHB-
HocTh XD B ero KpoBH [1].

AKTHBHOCTb XD CHIXKAETCS TIPU 3aCTOMHBIX SIBIEHUSIX
B ITIeUeHU (BCJICACTBUE HAPYIICHUS TEMOIMHAMUKNIM), Me-
XaHWYIECKOM (00TYpallMOHHON ) JKENITyXe, KETYHOKAMEHHOM
00JIe3HU, XOJICIIUCTUTE, XOJIAHTUTE, LIMPPO3e IIEYeHU, BOC-
IMAJIMTEJIBHBIX ITPOIIECCax B IEYSHM (arpeCCUBHBIN, OCTPBIM
reraTuT — 3HAYUTENIBHO ), MH(PAPKTe MUOKap/a, 37I0KaYeCT-
BEHHBIX HOBOOOPA30BaHMSIX, PeBMaTU3ME, BOCTIAIMTEIHHBIX
MMOPaXKeHUSIX KOXKH Y MBIIIII (IEPMAaTOMHUO3UT), MBIIIIEUHOMN
IUCTPODUH, XPOHUUECKUX 3a00JIEBAaHUSIX TTOYEK, TTO3THUX
CpoKax 0epeMeHHOCTH, COCTOSTHUSIX, CBSI3aHHBIX CO CHU-
JKEHUEM YpOBHS aJibOyMUHa B 1u1azMe (XD CUHTe3UPYeTCs
B KJICTKAX IIEYEHN COBMECTHO C aJIbOYMMHOBOM (hpaKIIveii),
OTpaBJICHNN HEKOTOPBIMU MHCEKTUIIMIAMM U TTECTULIMIAMM
(bochopopranmyecKUMU COSIMHEHUSIMHI U KapbamaTamu),
IIPUMEHSIEMBIMU B CEJIbCKOM XO3SIICTBE; TPUOAMU, MBIIIIbSI -
KOM, MUOpeIaKCaHTaMU, UCITOJIb30BAHUY MHTMOUTOPOB XD
IIJIST ICUCHUS TIIayKOMBI, 00J1e3HU AJTbLITeiiMepa, MCITOIB30-
BaHWM MHTMOWUTOPOB OBYJISILIVIN.

AKTUBHOCTh XD YBEJIMYUBAETCS MIPU OPOHXMATILHOMK
acTMe, TSDKEJIBIX 3a00JIeBaHUSX TTOUYeK (HepUTHI, He(POTH-
YeCKUit CHHIPOM), MOME MaTKH, TUTIEPTOHUYECKOM 001e3-
HH, BOCITAJIUTEIbHBIX 3a00JIEBAHMUSIX TOHKOTO KUIIIEYHNKA
(3KCCYyIaTUBHBIN SHTEPUT), SKCCYIaTUBHOM SHTEPOITaTUH,
SI3BEHHOM OOJIE3HM KeNIylIKa, OXKUPEHUH, TUTIePIUTIONPO-
TeUHEMUHM, caxapHoM auadete I Tuma (y TydHBIX OOJIBHBIX),
aJIKOTOJIM3ME.

Bo MHOTHMX ciydasx HU3Kast aKTUBHOCTb XD B CBHIBO-
POTKe KPOBH O0YCIOBI€HA CHIDKEHUEM CUHTE3UPYIOIISH
(GYHKUIMU TIeYeHU, TPU e MHPEKIMOHHON I OHKOJIO-
TUYECKOI MATOJIOTHSIX, KOTOPBIE TPUBOISAT K pa3pylICHUIO
renaTolUToB. 15 Takux 3a0071eBaHUI XapaKTepHbI TAKXKe
IMOHMKEHHBIE KOHIIEHTPAIIUH aTbOyMUHA 1 IIPOTPOMOMHA,
HCTIOJIb3YEMBIX B KAY€CTBE CHIBOPOTOUHBIX MAPKEPOB COCTO-
aHud redeHn. [TosroMy onpeaeneHne XD MOXET 3aMEHUTh
J1abOpaTOPHBI aHAIN3 TaHHBIX OEJIKOB.

®dochopopraHnyeckue COeAMHEHHUSI, K KOTOPBIM OT-
HOCSITCSI OOeBbIE OTPaBJISTIONINE BElIeCTBa (3apyH, 30MaH),
MTeCTUIUIBI U THCEKTULIMIHI (Kapoohoc, CeBUH, IIPOITMHET)
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HEoOpaTUMO MHTUOUPYIOT (PepMEHTATUBHYIO aKTUBHOCTD
X3. INocne mpekpalieHusT BO3IeiiCTBUS MHTMOUTOPOB aK-
TUBHOCTH XD BOCCTAHABIMUBAETCA B TeUeHUE 3—6 HEIEIIb.
3a 3To BpeMs MPOUCXOAUT CUHTE3 HOBBIX MOJIEKYJI XD B Ile-
yeHu [4]. CieayeT OTMETUTD, YTO SAMHUYHBINA aHamu3 XD
MMeeT OTpaHMICHHYIO TMaTHOCTUYECKYIO 3HAUNMOCTh, TaK
KaK MHTePBaJI HOPMAJIbHBIX BEJIMYMH aKTUBHOCTH (hepMeHTa
BecbMa LIMPOK. bosbliiee 3HaUueHWEe UMeeT J1ab0opaTOPHbIH
MOHUTOPHUHT XD — MaHHBIE 00 U3MEHEHNH €€ aKTUBHOCTH,
TOJTy9eHHBIE TTPU CUCTEMAaTUISCKOM M3MEPEHN aKTUBHOC-
TH (hepMeHTa B TEUEHME OTPEIeIEHHOTO MePrOoia BpDEMEHU.
Tak, HanpuMep, BBISIBJICHHOE TIPU MPODMIaKTUISCKUX
00cIefOBaHUSIX CHUXKEHME aKTUBHOCTU X3 y YeJloBeKa,
3aHSITOTO B IIPOM3BOACTBE WK MCTIOJIb30BAHUY MHTUOUTO-
poB XD, CBUACTEIBCTBYET O €T0 XPOHMYECKOM OTPaBICHUN
STUMU BEIIeCTBAMU.

OnpepeneHue akTUBHOCTH X B CbIBOPOTKE
U Niia3mMe KPOBH

M3 MHOrux pa3zpaboTaHHBIX K HACTOSIILEMY BpeMeHU
CTII0CcO00B OIpeneeHUST aKTUBHOCTH ChIBOPOTOUHON XD
HauboJiee TIOIMYISIPHBI KOJJOPUMETPUICCKIAE METONBI, MIJIS
KOTOPBIX XapaKTepHBI ITPOCTOTA ITOCTAHOBKM aHaJM3a,
BBICOKASI CKOPOCTh M YYBCTBUTEABHOCTb. DTU METOMIBI
MOpa3AesaoT Ha HepepMeHTHBIE U (pepMeHTHBIE. B Kitn-
HUYECKOI JIJabopaTopHOI IMarHOCTUKE HauboJIblliee pac-
MIPOCTpaHeHME TTOTYIMIIN He(pepMEHTHBIE METOIBI aHATM3a
X3, ocHOBaHHBIE Ha IPUMEHEHUM TaKUX XPOMOTEHOB, KaK
5,5’-nuTro-0ouc-(2-HUTpOo-OeH30MHAS KUCIO0Ta) (PeakTUB
Dnnamana) [6] wim rekcaunanodeppat (111) xanus (kpac-
Hasl KpoBsiHas coub) [23]. B kauectBe cyocTpaTa mist X0
IIPY 3TOM MCTOJB3YIOT anleTuATHOX0oNnH (AcTX), HO TIpe-
nmyliecTBeHHO — OytuprmiatnoxonnH (byTX), Tak kak oH
6oisee cneundpuaeH w1 pepmeHTa (cpoactso XD K byTX
B 2 pa3a 0oJblie, yeM K AcTX) u MeHee ImoaBep>KeH caMo-
pacrnaay noja aeicTBueM 1eJouyHbIX pH 1 noBbILIEHHON
TeMIIepaTypBhl.

g XD xapakTepHa BbICOKAsI CTAOMIBHOCTh B Hepas-
0aBJIeHHOII CHIBOPOTKE KpoBU. PekoMeHIyeMble CpOKU
XpaHeHUs chIBOpOoTKU: 1 Henmenst ipu 15—20°C, 2 Henenu
npu 2—8°C, 6 mecsaues npu muHyc 20°C. ITocie pa3oas-
JICHUS LIEJIbHOM CHIBOPOTKM XD MOCTEIIEHHO TePsIET CBOIO
AKTUBHOCTb, TIO3TOMY B CJTydae HEOOXOIMMOCTH pa3BeIcHHE
HEOOXOIMMO TTPOBOAUTDH HEITOCPEACTBEHHO TMepe aHaH -
30M. HemocratkoM orpeaeneHrst akTUBHOCTH XD C UCITOJIb-
30BaHUEM peaKTHUBa DIIJIMaHa SIBIISICTCS U3JIMIITHE BBICOKASI
YYBCTBUTEIBHOCTh METO/Ia, KOTOPAsi TpeOyeT IpeIBaprUTEIIb-
HOTO pa3BelIeHUsI CLIBOPOTOK, YTO HEYI00HO, 0COOEHHO IpU
MIPOBEICHUY aHaJ3a B aBTOMAaTUYECKOM PEXKMME.

ITeneTnueckne BapuaHThl XD UASHTUPUIUPYIOT € TO-
MOIITbIO «TMOYKAMHOBOTO TTOKa3aTeIsI», OCHOBAHHOTO Ha
oIpeNeICHUN MPOLIEHTa MHIMOMPOBaHUST (hepMEHTATUBHOM
aKTMBHOCTHU B MPUCYTCTBUU nubyKauHa. [lociaeaHuii pac-
TBOPSIIOT B XpPOMOTCHE, OIIPEAEIISIIOT aKTUBHOCTH (DepMeHTa
1 CPaBHUBAIOT €€ C aKTUBHOCTBIO (pepMEeHTa, TTOTyIeHHOMN
6e3 n1o0aBJieHUs] UHTUOMTOpPA B XPOMOTEH.

B 3A0 «BekTop-becT» pa3zpadoran u ¢ 2008 romga
CEepUIfHO BBIMYCKAEeTCs HAOOP XUAKUX peareHToB «XO0-
JmHacTepasa- HoBo» 1y1s onpenesieHus aKTUBHOCTH XD
B CBIBOPOTKE M IUIa3Me KPOBM KMHETHUYECKUM METOIOM
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¢ rekcarmanogeppaTtom (I11) kaaus B KauecTBe XpoMoTreHa
1 ioaua0M OYTUPUIITUOXOJIMHA B Ka4eCTBe cyocTpara. DTOT
MeToJIl peKkoMeHa0BaH HeMelkrM 00111eCTBOM KITMHUYECKOM
xumun (DGKC) B 1994 rony.

ITpu npoBeneHnn aHanM3a XD KaTalIu3upyeT TUIPOIU3
OYTUPMJITUOXOJIMHA 10 MACISTHON KMCIOTHI TUOXOJIMHA,
KOTOPBII BOCCTaHABJIMBAET OKpallIeHHbIH TreKcalaHodeppaT
(I1T) xaymst mo GeciBeTHOTO rekcamanodepparta (11) kamus.

CxeMa aHanmm3a:

M —s TuoxonuH+Macnsanas

Bytupuntnoxonuu+H,0
KUCoTa

2Tuoxonun+2[Fe(CN).J* +20H 2 — Xonun+2[Fe(CH).]* + H,0.

CKOpOCTb CHIMKEHMS ONITUYECKOM TNIOTHOCTU PeaKIIi-
OHHOTO pacTBOpa IpH JJIMHE BOJHBI 405 HM MPONOPLIMO-
HaJbHa aKTUBHOCTU XD B aHAJIU3UPYyeMOIi mpoode.

Bce xomnoHeHThbl Habopa peareHToB «XOJMHICTEpPa3a-
HoBo» npencrasieHsI B XKMIKOM BUIE 1 TTOJTHOCTHIO TOTOBBI
K ucroyib3oBanuio. Habop paccunrtan Ha 100 onpenene-
HUI TIpu pacxone 1 MJI XpoMoreHa Ha OIHO OIIpelesICHHE.
OH npemgHa3HAuYeH I UCITOJb30BaHUS HA ITOJyaBTOMaA-
THUYECKUX ¥ aBTOMaTUYECKUX aHaau3aTopax. Bpems mpo-
BeneHMs aHanu3a — 3—5 MuH. Habop crabuieH He MeHee
noJiytopa Jiet mpu temrieparype 2—8°C. JInneitHas odacThb
orpeneneHns: akTuBHOCTH XD — 1o 25 000 E/x; xoaddu-
LIMEHT BapMalluy pe3y/IbTaTOB U3MepeHUus: — He Gojiee 5%.
C 11eJIpI0 BBISIBJICHUSI TEHETMIECKUX BApUAaHTOB XD ¢ I10-
Mo1Ibio faHHoro Habopa 3A0 «Bekrop-becT» BoImyckaeT
NOMOJIHUTENIbHbIN IMOYKAUHOBBIM peareHT «IubykauH.
XonmuHacTtepa3a-HoBo». PeareHT nno@uiabHO BBICYIIEH
u paccuuTtaH Ha 100 onpeneneHunit mpu pacxoae 1 M xpo-
MOTeHa Ha OJHO oIlpeaescHue [2].
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