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CoBepIIeHHO 0Y€BU/THO, UTO YCIIeXH BHEAPEHNS TOCTUKEHUH Me/IH-
IIMHCKOM HAYKW B IPAKTUUECKOE 3/IPABOOXPAHEHNE BO MHOTOM 3aBUCST
OT CBOEBPEMEHHOCTH U KayecTBa JJabopaTOPHOro obecriederyst JedebHo-
JINarHOCTUYECKOTO MPOIlecca.

OpHa u3 TpaHell pe3yJbTaTUBHOCTH MPUMEHEHUSI COBPEMEHHBIX
HAYKOEMKHX JTAGOPATOPHBIX TEXHOJOTUH SIBJISICTCSI MOTUBOM TJTyOOKOTO
H3YYEHsI OCHOB JIaOOPATOPHON MEAUIIMHBI CIIELTATMCTAMU PA3JIMIHbIX -
KJIMHUYECKUX CIeIUaJbHOCTEN. BO3MOXKHOCTH ATUX TEXHOJIOTUI T103-
BOJIAIOT 3P (DEKTUBHO MTPOBOIUTD PAHHIOIO TUATHOCTUKY HA KIETOUHOM
U MOJIEKYJIIPHOM YPOBHSIX, YTO COCTABJISIET OCHOBY TTPO(PUIAKTUUECKO-
TO HaIlpaBJICHMUS.

Jlnst obecrieueHrst caMo0Opa3oBaHusT Bpaueil, IPETEHAYIOMNX Ha
cTaryc BhICOKONpodeccuoHaibHoil kKoroprhl, CankT-IlerepOyprexuii
TOCY/IapCTBEHHBIN MEIUTIMHCKUI YHUBEPCUTET U3/IaeT HAYYHO-TTPAKTH -
yecKMil pereHsupyembiil xypHan «Kinnuko-maboparopueiii KoHCH-
JITYM>.

ITO OJIMH U3 HEMHOTUX HAYYHO-TTPAKTUYECKUX JKYPHATIOB MEKIIC-
[UTIHHAPHOTO (hopMara B CHCTEMe HEMPEPbIBHOTO 00YyUEHUsT Bpaveii.
U1 oH locTUTaET ONIPEIETIEHHBIX YCIIEX0B, Kak OJarogaps pasHooOpasHO
TeMaTHKe N3JIaTaeMOoTo MaTepruasla, Tak 1 ON1PasiCh HA COTPYAHUYECTBO
¢ MesxayHapogHol (dhepepalineii KIMHIYECKONH XUMUHU U JJabopaTopHOI
Me/IUIUHBbI.

KauecTBO myOIMKyeMbIX MAaTEPHAIOB 0OECTIEYeHO aBTOPUTETHON
PEeaKIMOHHON KOJIJIeTHel, COCTOSIIeN M3 M3BECTHBIX CIEeINaInCcTOB B
Pas3INYHBIX HAIIPABJIEHUAX KIMHUUECKO 1 JTaGOPaTOPHOI MeAMIIUHBI.

B atom rony xxypuary ucnosnsercst 10 mer!

Ot U11a MHOTOYMCJIEHHBIX UnTaTesiell 1 4ienoB Poccuiickoit acco-
[UALUU MEAUIMHCKON J1abopaTOPHOIL ANArHOCTUKH IO3/PaBJIsieM € 100U-
JleeM ¥ UCKPEHHE jKeJIaeM TBOPUECKUX YCIIEXOB M 37I0POBbS aBTOPaM U
YUTATEesISIM Halero mpodeccnoHaIbHOTO JKypHaal

IIpogpeccop kapedpuvl knunuveckoi 1a60paAmMOPHOL OUAzZHOCMUKU
Poccuiickoti meOuyunckoil akademui nocieduniomiozo 0opasoeanus,
IIpesudenm Poccutickoil accouuauui Meouuunckoll 1adopamopno
Juaznocmuxu,

00KMOP MEOUUUHCKUX HaAYK, NPOGeccop

_’/ JI.B. Canpoteun
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MPOBAEMHbBIE BOMPOCblI AABOPATOPHO MEAULIMHbI
B YCAOBUAX MOAEPHN3ALUUUN 3APABOOXPAHEHWA

T.U. AOATUX

LleHTpaAbHasi Hay4HO-UCCAEAOBATEALCKAsi AADOpaTOpusl 1 AKaAeMHYeCKnii LIeHTP AaDOpaTopHO
AnarHoCTuku OMCKOM roCcyAapCTBEHHOW MEAMLIMHCKOM akaaemun, r. Omck

Pestome. Ocsewyerv 0cHosible npobiemvl AAGOPAMOPHOL CAYNCObL 8 YCIOBUAX USHMPATUIAUUU UCCAeA08anUIL: 0becne-
UeHUe Kauecmea OKA3AHUS MEOUUUHCKOL NOMOUU U KOHMPOJLb 34 HUM, NPEAHATUMUYECKULL IMAN, MEMPOIOZUYECKUT KOHM -
POIb, 6UOL0ZUUECKAS OE30NACHOCTb, B3AUMOOCTICMAEUE LAOOPATMOPHOU U KIUHUYECKOU CAYNICO 0N KOPPEKMHOL OUEHKU Nd-
Bopamopivix nokasamenetl, CHUICeHUe PUCKA NPOPECCUOHATLHBIX 3A00NBANUN MEOUUUNCKUX PAOOMHUKOS U AMMECTALUSL

pabouux mecm.

Knrouesvie cnosa: rabopamopras meOuyuna, npeanaiumurd, Kauecmeo ucciedo8anuil, npogeccuonaivras 3a60oie-

eaemocniv.

PROBLEMS OF LABORATORY MEDICINE AND HEALTH CARE MODERNIZATION

T.I. DOLGICH

Central scientific research laboratory and academic center of laboratory diagnostics;
State Budget educational institution of Higher professional education "Omsk state medical academy,
Ministry for Health Care and Social Development", Omsk

Resume. This article reflects the most important problems of laboratory service that is used within the research: pre-analytic
stage, control over the quality of medical care, metrological control, biological safeness, cooperation of laboratory and clinical
services that helps to make correct estimate of laboratory data, declining the risk of professional diseases of those involved in

medicine and attestation of working places.

Key terms: laboratory medicine, pre-analytics, quality of research, professional desease.
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Crparerus rocyapcTsa, HarpaBJaeHHast Ha MOJIePHU3a-
IO 3/IPABOOXPAHEH NS, TUKTYET HEOOXOAMMOCTD PEIeHunst
pobieM 1abopaTOPHON MEUIMHbBI KaK KJII0YEBOTO 3BEeHA
JMATHOCTHYECKOTO U JIedeOHOr0o MpoIeccoB. B yceaosusax
HeHTpau3auK Bee GOJBINYIO 3HAYMMOCTD TPUOGPETAIOT
NpaBUIbHAsA OpraHu3anus paboThl JaGOPATOPHOI CITyKObI
U KOMIETEHIINH TIepcoHana. 3HaunTeNbHbie (PMHAHCOBBIE
BJIMBAHUS, HAITPaBJIEHHbIe Ha MepeocHalienne 1aboparo-
puii, 6e3 persiaMenTa IPUHATHS aAMUHUCTPATUBHBIX Peliie-
HUIi Ha Pa3iMYHbIX YPOBHAX YIPABIECHUS U YTOUHEHUS
HepevHsi MepONpPUATHI 10 00eCTIeueHnIo BOPOCOB Ges-
OMACHOCTH ¥ KavyecTBa JabopaTOPHBIX MCCJIeN0BaHU
He MPUBEAYT K 0KUAAEMOMY MEANKO-COIUATBHOMY 1 9KO-
Homuueckomy adderry. Cieayer BbIAETUTD CIeAyIoNne
IPOOIEMBIL.

1. IIpobema kauecmea oxasanus MeOUYUHCKOT NOMO-
wu. Obecrieyenne kayecTsa (I0CTOBEPHOCTH ) 1abOpPaTOP-

HBIX UCCJIENOBAHUI CJelyeT IIPOBOAUTh HA BCEX ATAIax:
npeaHasuTuIeckoM (J101abopaTopHOM U JTabopaTopHOM ),
aHAJIMTUYECKOM, rTocTananutudeckoM [ 1, 3]. Crenyer pas-
paboTaTh perJaMeHT MePONPUITUI 10 0O6eCTIeUueHIo Ka-
YecTBa UCCIENOBAHUIN C YIETOM CIelu(MUKI U BO3MOXK-
HOCTel cOOCTBEHHOMN JTabOPATOPHUN YUPEKIACHUS U CTENEHH
[eHTPaTU3AINY JTabOPaTOPHBIX MCCaeI0BaHu. B nepsyio
ouepesib peub UIET 0 MUKPOOUOJOTHIECKUX, TTAPASUTO-
JIOTUYECKUX, BUPYCOJOTUIECKUX 1 MOJIEKYJISIPHO-TEHETHU -
YeCKUX UCCIIeIOBAHUSX, KOTOPbIE TIPOBOJISITCS B CIeIHa-
JIMBUPOBAHHBIX JabopaTopusx. Kauecmeo domicno cmamo
OCHOBONOLAZAIOUUM NPUHYUNOM PaBOmbL 1A6OPAMOPUL.
YmpaBiierre KaueCTBOM TIPeyCMAaTPUBAET YCTAHOBJIEHME
cucmemvl O6IUX TPEOOBAHUN U NPAGUIL UX NPUMEHEHUS.
KO BCEM COCTABJISIIONIUM KAuecTBa:

— TIPUMEHSAEMBIM TEXHOJOTUSM (CIIOCObaM B3SATHS

Guomarepualia, METOJIaM MCCJIeI0OBAH );




IIpoGeMbl 0Opa3oBaHus, CTAaHJAPTU3ALUN U METPOJIOTHH B Ja0OPATOPHOI MeqUIIMHE

— HCHOJIb3YEMBIM JIJISI UX BBIMOJHEHUS] Pecypcam
(pearenTtaM, KaOPOBOYHBIM MaTepUaIaM, 000py-
JIOBaHUIO);

— KPUTEPHUSIM U CocoOaM OIEHKH aHAJIUTUIECKOI
HaJIe)KHOCTU, KINHUIECKON 3(D(HeKTUBHOCTU U CO-
OTBETCTBUS PE3YJIBTATOB MOTPEOHOCTAM BeCHUsS
[AIUEHTOB.

BaskHast cocTaBJIsIiONast — UHTETPAIMST U KOOPIUHATHST
JENCTBUN BHYTPH MEUIIMHCKOTO YUPEKACHUSI UJIH C BHE-
ITHUMY TIOTPEGUTEIAMU MEAUTTMHCKOM YCayTH

ITpu opraruzarmy paboThl UCHOALIOBAHUE COBPEMEHHDIX
MeXHON0ZULL 835MUSL KPOBU (8AKYYMHbLE CUCTEMbL U BAKYYM-
Hole nPOOUPKU 00HOKDAMIO020 NPUMEHeHUs.) clledyem Pac-
CMampueamyv kax 06A3ameavnyio 4acmy 0becneuenus Kaue-
cmea OKa3aHusi MeOUUUHCKOU nomowu. JIo HACTOSIIETO
BPEMEHHU OCTAETCSI HESICHBIM BOIIPOC: KTO OTBEYAET 3 TIpe-
AHAINTUKY Ha [HoJabopaTopHoM aTalle (3a00p MaTepuaia,
€ro XpaHeHHue U JocTaBka B aboparopuio). IIpu coxpame-
HUY BaKHOI POJIU CIELUATICTOB KIMHUYIECKOH Jabopa-
TOPHON IMAarHOCTUKY B 06ecriedeHnn JaHHOTO (hparMeHTa
paboThI, HTOT BOIPOC JOJIKEH ObITh B KOMIIETEHI[UH 3aMeC-
THUTEJISI TJIABHOTO BPava [0 MEUIIMHCKON YaCTU U TJIABHOM
(crapuieit) MequIIUHCKOM cecTpbl. V3 IpakTUKU 10JKEH
OBITH MCKJIIOUEH 3a00p BEHO3HON KPOBY HIMTPUIIAME C O~
CJIE/IYIONIMM [EePEHOCOM B CTEKJISTHHBIE TIPOOUPKI BBU/LY
BBICOKOU YaCTOTHI FEMOJIN3A 1 OTCYTCTBUST CTAHAPTU3AIINN
HA 9TOM BTalle.

CaMbIMU 9aCTBIMU OMIMOKAMU [IPU B3SITUU KPOBU C HC-
HOJIb30BAHUEM BaKyyMHBIX CUCTEM SIBJISTIOTCSI:

— HENPaBUJIbHBIN BHIGOP TPOOUPOK C COOTBETCTBYIO-
el 1IBETHON MapKUPOBKOI;

— OTCYTCTBHE 3HAHWUU 110 KOMILJIEKTHOCTH TIPOOUPOK
1 Heo0X0AUMOMY (MUHUMAIbHOMY ) 00beMY KPOBU
JUIST OTIPEJIEJIEHHBIX MCCIEMOBAHMI Y MAJIEHBKUX
JleTell U B3POCJBIX; pAllMOHATBHBIN ITOAXO]I TT03BO-
JIIT 3a01paTh OITUMAJIbHbII 00beM KPOBU B HEOO-
XoauMble Ipo6upKu (pasHoro obbeMa) ¢ yuyeToMm
BO3MOKHOCTH COBMEIEHUsI TeCTOB (HAIPpUMep,
HCIIO/NB30BAaHUe OJHOI IIEPBUYHON IPOOUPKU 11T
OUOXUMUIECKUX, TOPMOHATIBHBIX U CEPOJIOTHIECKHX
UCCJIeIOBAHMI);

— 3aHIKEeHHbI 00beM KpoBU (HAIIPUMED, B IPOOUPKY
Ha 8—9 mut ¢ resiem 6o 6e3 Hero 3abupaior 1—2 M
KPOBH 13-32 OTCYTCTBHS IIPOOUPOK MATIOTO 00beMa);

— 3a060p IIITPUIIEM C ITOCJELYIONIUM [IEPEHOCOM KPOBU
B BaKyyMHbI€ TPOOUPKU, UTO, BO-TIEPBBIX, TIOBBIIIA-
€T 4aCTOTY reMOJIH33, a BO-BTOPBIX, IIPUBOIUT K He-
a/IEKBATHBIM pe3yJibTataM (HAIpUMep, IPU HCcie-
JIOBaHWU KPOBH HA CTEPUIIBHOCTD BBIJIEIUTD CTPOTHE
aHa’POOBI TPAKTHYECKH HEBO3MOKHO).

2. IlepBast mpobJieMa Biiedet 3a co6oi pobeMy Kowum-
pons 3a obecneuenuem Kauecmsd, IopasyMeBaloIero Cuc-
TeMy KPUTEPHEB, TTO3BOJISIONIMX OIIPEAEIUTH CBOEBPEMEH-
HOCTD, adexeamuocmy, noanomy n 3(HeKTUBHOCTD OKa3aHNsT
MeIMIIMHCKON oMoy, PaszpaGoTka MHTErpUpOBaHHBIX

CHCTEM MEHEPKMEHTA MEIUIIITHCKOTO yupeskiaeHust (71abo-
paropun) B popmare tpebosanuiit TOCT P MCO 9001 u
TOCT P ICO 15189 moxeT cTtaTh OCHOBOIIOJIATAIOIIAM
JIOKyMeHTOM [4].

3. Tperbeii mpobieMoii ABJIsIETCA 0becneuetiue Ouoi02uU-
uecKoil 6e30NaAcHOCMiL, KOTOPas PEaM3yeTcst B TPEX HATIPAB-
JIEHUSIX:

— 6e3omacHOCTh naruenTa (CHuICeHUe PUCKA 3apadce-
HUsL);

— 6e301acHOCTb MEJUITMHCKOTO MepcoHata (crudice-
e PUCKA 3apajNcenust);

— 6e301acHOCTb OKPYIKAIONIEH CPeJIbL.

4. [Ipobaema memponozuueckozo konmpoas. Iloka re pe-
HIEHBI CJIeyTOINe BOIIPOCH B IIaHe peanusanun @3-7102
«06 obecneuenuu edurncmea usmepenuii» [2]: 1) Orcyrcrue
roroBaocTy [IICM u jip. opranusaiuii, iMeIoniux JUIeH3nIo
HA IAHHBIN BUJL [IESITEJIbHOCTH, K IPOBEIEHIIO TOBEPKU Jia-
6GOpaTOPHBIX ABTOMATOB, BHECEHHBIX B [ocpeecTp cpeacTs
nzmepenuit; 2) OTcyTcTBYE TOCYIAPCTBEHHBIX CTAH/IAPTHBIX
o6pasuos (I'CO) auist HOBEPKK aHAIN3aTOPOB.

5. [ToxroToBKa KajipoB ¢ OpUEHTAIINEN Ha «MOJIENTH CITe-
[UATICTA», YTO TPEGYET TEXHUYECKH OCHAIIEHHBIX YIeOHBIX
6a3, 00yueHnss HHGOPMALUOHHBIM TEXHOJIOTHAM, PACIIIpPE-
HUSI TEMATHYECKUX TIUKJIOB.

6. Konconuoayus nayunolx kaopos, Cneuuamicmos é 00-
Jacmu 1abopamopHoil OUAZHOCMUKU U 8PAYEll KIUHUUECKO20
nPoghust IUTst PENIEHUST UHBIX 32124 U IPOJIBIKEHUST HO-
BBIX TEXHOJIOTUH U METO/IOB B IIPAKTUKY € OTIEHKOM A(phek-
TUBHOCTHU BHEJ[PEHUSL.

7. TIpobGJieMbl KOppexmHotl 0ueHKu J1abopamopHoix no-
Kasamenetl |5, 6]. ITo caemayeT IPOJEMOHCTPUPOBATH B OT-
HOIIEHUHU YPOBHS TIIMKUPOBAHHOIO IeMOIJIO0MHA KPOBU
c yuetom KoHceHcyca coBera akcriepToB Poccniickoii acco-
IUAIUY 9HOKPUHOJIOTOB, KOTOPBIN MPUHSLI PENIEHUE, UTO
<OCHOBHBIM OPUEHMUPOM 6 BbLOOPE CMpamezuu AeUeHs Na-
yuenmog ¢ C/[2 sensiemcs yposens eiuKuUposannozo 2emo-
enobuna HbA1c». [lng onpenenenuss HbA1c cinenyer uc-
M0JIb30BaTh CEPTU(MUIIMPOBAHHBIN METOJI B COOTBETCTBUU
¢ National Glycohemoglobin Standardization Program
(NGSP) wu International Federation of Clinical Chemists
(IFCC) u cTaniapTH30BaHHbBIN B COOTBETCTBUH C pehepeH-
CHBIMM 3HaueHusaMU, npubaThiMu B Diabetes Control and
Complications Trial (DCCT). K takum MeToaM OTHOCST-
csI BBICOKOa(h(hEKTUBHAS KUIKOCTHAST XpoOMaTorpadus
(B2JKX) n xarmmnmsipusiit asnextpodopes. C yueToM BbI-
IIECKa3aHHOT'O CJIeYeT PAllMOHAIbHO OPraHu30BaTh paboTy
B YUPEKIECHUN ITEPBUYHOTO 3BeHA (MIE€PBBI YPOBEHD /IHa-
THOCTUKHU C YYETOM JIOCTYITHOCTU TeCTa JIJIsI HaceJIeHUs,
BO3MO’KHOCTE COOCTBEHHOI TabOPATOPUH IJIs CKDUHITHIA
HaCeJIEHUSI C UCIIOJIb30BAHUEM PYTHHHBIX METO/IOB) U BTO-
poro ypoBHs (pedepeHc-nccae[oBaHns ).
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8. Crrepyromas mpobiaeMa — crudvscenue pucka npogec-
CUOHATLHBLX 3A00NeBANHUL MEOUYUHCKUX PAGOMHUKO8 U am-
mecmayus pabouux mecm. BaskHbIM JOKYMEHTOM SIBJISIOTCS
Merosnueckue pekomengaruu MP 2.2.9.2242-07 «T'urue-
HUUYECKUE U SMUEMUOJIOTHYECKUE TPEOOBAHUS K Y CTIOBUSIM
TPy/la MEAUIIMHCKUX PAGOTHUKOB, BBITIOJIHSIONMX PabOTHI,
CBsI3aHHbIE C PUCKOM BO3HUKHOBEHUsT NHMEKIIMOHHbIX 3a-
6osieBatuii>. JlaHHBIN JOKYMEHT BHEAPEH Ha TEPPUTOPHU
Owmckoii o6mactu 8 2009 r. (AkT BHEeApenus cayx6sl Poc-
norpebuanzopa). [Tyukr 2.2.9. «CocrostHue 310poBbs pa-
GOTAIONINX B CBSI3U C COCTOSTHUEM MTPOM3BOICTBEHHON Cpe-
IIbI» TJIACUT:

5.6.1. Jlnst mpopusiak THKY MHMEKIIHI ¢ TTapeHTePaTbHBIM
MeXaHU3MOM IePelady [IPU NHBAZUBHBIX MAHUITYJISTIIUASIX
HEeO0OXOIIMO UCIIOJIb30BAHIE MEIUITHHCKUM [EPCOHAIOM
6€30MAaCHBIX METOAOB PAGOTHI, K KOTOPBIM OTHOCHT:

— BaKyyMHBII 3200p BEHO3HOH KPOBU C IOMOIIBIO
ClIeIMaTbHBIX TPOOUPOK, MO3BOJIAIONINI U36€KaTh
KOHTaKTa MeJUIIMHCKOTO IIePCOHAJIA C KPOBBIO I1a-
1[eHTa, 6E30MACHBIN JIJIST COTPYAHUKOB, IIPOU3BO-
JSIIUX BEHEIYHKI[UIO, U JIJIST TIePCOHAJIA KIMHUYe-
CKUX JTAGOPATOPUI, TOCKOIBKY MTPOOUPKHU € KPOBBIO
rePMETUYHO YIIAKOBAHBI;

— MAaKCUMaJIbHOE UCIIOJIb30BAHIE OIHOPA30BOTO HHC-
TPYMEHTAapPUsI U PACXO/IHBIX MATEPUAJIOB;

— MUCII0JIb30BAHUE YCTAHOBOK JIJISI ABTOMATUYECKOI
06pabOTKN U3/IETNI MEAUTIMHCKOTO HA3HAUEHUS U
9HJIOCKOITITYECKOTO 000PY/I0BAHUSL.

CuentyeT IpOBeCTH OLIEHKY MEPOIIPUSITHIA, HATIPABJIEH-
HBIX Ha CHUJKEHIE PUCKA TPO(ECCHOHATBHBIX 3a00JIeBaHII
HA OT/IeJIbHBIX 9TAIIAX:

I. Bsarue Guomarepuana (KpoBH) y manuenTa (vause —
npodaema 20cy0apCmeeniblx Yupeicoenuil);
II. TpancmoprupoBka GuoMaTepuana BHYTPU MeIMIIMH-

CKOTO yupeskaenus (1ipobsieMa KPYIHBIX YUPesKAeH i)

U B Ipyrue yupesjaeHust (npobiema yenmpaiusayuu

nabopamopnot cayxcool u 0p.);

I11. JTaboparopHbiii aTai (HOBbIE TEXHOJIOIMH, AaBTOMATH3a-
1S, JIOKAJIbHbBIE MecTa Ge30IIaCHOCTH );
IV. lesundekiusa v yTUIU3AIUST MEAUITUHCKUX OTXO/I0B.

AtTecrarnus pabounx MECT IPEACTABIISAET BaKHYIO ITPO-
6J1eMy BBUIY HETATUBHOTO BJAUSHNS OUOJIOTHYECKOTO (haK-
TOpA, OJIHAKO B HACTOSIIEE BPEMST OH UCKJIIOYEH U3 CITNCKA
Bpeanbix (haktopos. Cozracho «Pykosodcmey no zuzuenu-
ueckoll oyenke paxmopos pabouetl cpedvt u mpyooeozo npo-
yecca. Kpumepuu u xaaccuuxayus ycrosuii mpyoas
(P2.2.2006-05) dannwtii paxmop ne nooaesxcum usmepe-
HUI0 U ABNAEMCA HEYCMPAHUMBLIM. Buecme ¢ mem, umenio
6UOR0ZUUCCKUT (PAKMOP ABULCS OCHOBANHUEM OIS YCMAHOG-
JeHUsL HA 20CYOAPCMBEHHOM YPOGHE KOMNICKCA 3AUUMHDIX
MEPONPUSULL 6 OMHOULEHUU MEOUUUHCKUX PAOOMHUKOS.

Takum 06paszoM, perierie mpoOJEMHBIX BOITPOCOB Jia-
60paTOPHON MEIUITMHBI OCTAETCS BO3MOKHBIM TOJIBKO
C BKJIIOUEHUEM aJIMUHUCTPATUBHOTO pecypca, 4To BecbMa
AKTyaJIbHO B YCJIOBUSAX MOJICPHU3AIUH 37]PABOOXPAHEHUS.
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MPOBAEMbI U METOAbI METPOAOTMYECKOTIO OBECITEYMEHUA
B AAGOPATOPHOW MEAULIMHE

B.U. CYBOPOB, A.A. KOHOIMTEABKO, B.H. KYCTOBA
dryrmn «BHUNUM um. A.N1. MeHaereeBa»

Pestome. Cmamnws nocesuena npobieme 60cnpoussooumocmu usmepenuii. Flzeecmuo, wmo 00cmosepnocmo noayuenvix
npu UIMepeHul Pesyirvbmamos 3asucum ne moJibko 0m C80UCME mecm-CUCEM, UX YYECMBUMENbHOCU U CREUUPUUHOCTU,
NPAsUILHOCIU PAbOmMbL IAOOPAMOPUL, HO MAKHCE OM NPABULLHOCTIU PEPEePeHMHbIY CMAHOAPMO8 U KOHMPOLLHLIX MAMe-
PUATLOB, UCNONL3YeMbIX 6 aabopamopuu. B npueedénnom 0630pe 06Cyncoaiomest 603modcHbie mpyonocmu 1abopamopol
OUAZHOCTMUKIL, @ MAKIICE NONBIMKU CO30aNUsL 20CYIAPCMEEHHBIY PePepenmubix cmandapmos s 1ad0pamopHot MeOUUUHbL.

Knrouesvte cosa: 60cnpoussooumocms usmepenuil, pepepenmuoie Cmanoapmot, NPUHUUNDLL OPZAHUIAUUU KOHMPOILS
Kauecmea 6 1a6opamopHoll Ouaznocmuxe.

PROBLEMS AND METHODS OF METROLOGY IN LABORATORY MEDICINE

V.I. SUVOROYV, L.A. KONOPELKO, V.N. KUSTOVA
All-Russia D.l. Mendeleyev Scientific and Research Institute for Metrology (VNIIM)
(FGUP "D.l. Mendeleyev VNIIM")

Summery. The problems of traceability of measurements are considered in present review. It's known that significance of
the measurement uncertainty results seriously depends not only on the properties of test-systems used, their sensitivity and
specificity and correct work of laboratory, but also on the trueness of reference standards and control materials of use in
laboratory. In present work we tried to discuss the measurement uncertainty of laboratory analyzes. Also the article shows the
results of State reference standards creation for laboratory medicine.

Key words: uniformity of measurements, reference standard, measurement traceability, principles of organization of
quality control of laboratory diagnosis.
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Ve 6osiee nByx siet B Poccun peiictyer @3 102 «O6
obeciieueHny eIMHCTBA U3MEPEHUET», B KOTOPOM OCYuecnt-
slenue dessmenviocmu 6 001acmu 30pPasoOXPanenus. ompe-
JIEJIEHO KaK chepa rocy[apCTBEHHOTO PEryINPOBaHst 00ec-
MeYyeH st eJIMHCTBA u3MepeHunii. Boimosnenne Hopm 3akoHa
CTaBUT Iepel JabopaTOPHON AMArHOCTUKON 3a4a4y uypes-
BBIYAHO CJIO)KHOCTU U BAKHOCTU: OI[EHKY METPOJIOTHYE-
CKOIl KOPPEKTHOCTH PE3YJITATOB JUATHOCTHYECKUX MPO-
neayp.

HecmotTpst Ha To, 4TO IJIaBHOM 1IPo6JIeMoii 11 1abopa-
TOpUiA JIFOOOTO YPOBHST MO-TIPEKHEMY OCTAETCSI IOCTOBEP-

HOCTH Pe3yJIbTaTOB BBITIOJHEHHDBIX UCCIENOBAHUM U, KaK
CJIe/ICTBUE, UX AMATHOCTUYECKAS 3HAUMMOCTD, PEaJbHOTO
BHeJIpeHUsT 3aKOHA TaK U He TPou301iL10. OHOM U3 TJIaBHbIX
MIPUYMH, TI0 HAIIIEMY MHEHUIO, SIBJISETCS YCTOSIBIIIEECS B Cpe-
Jie MEJIUITHCKOTO CO00IIIeCTBA KpaliHe HEBEPHOE [TPE/ICTAB-
JieHUe O 3HAYE€HUU METPOJIOTUH, CBOJIAIIEE BCE METPOJIOTH -
yecKue Meporpusitust inbo K rpauKy BeJIeHUs! TOBEPKU,
Ji00 K BCTPEYe ¢ TIPeCTaBUTEISIME [OCY IapCTBEHHOTO KOH-
Tposist (Hag3opa). [1aBHas xKe 3a1a4a METPOJIOTHE — 00ec-
HeyeHue I0CTOBEPHOCTH JII0OOH MH(pOPMALIUH, IIOJIy4aeMOi
OT TeXHUYECKUX YCTPOUCTB (B IAaHHOM CJIydae, Kak BpauoM,
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TaK ¥ MAIlUEHTOM ), — He IPUHUMAETCsI BO BHuManue. He-
00X0AUMOCTD 00€eCIIeYeH s COIIOCTABUMOCTH PE3YJ/IBTATOB,
MOJTyYaeMBIX B PA3JIMYHBIX YUPEKIEHUSIX 3[PABOOXPAHEHUS,
o0ycaBauBaeT Hen30eKHOCTh BBIIOJIHEHNS TPeOOBAHMM
D3 «O6 obecneyenny eMHCTBA U3MEPEHHii» B 1abopaTop-
HOU MeJIUIINHE, KOTOPbIE KPATKO MOKHO C(HOPMYJIHPOBATD
Kak obecliedeHune MpoCIe;KNBAEMOCTH PE3YJIIbTAaTOB JJabopa-
TopHbIX aHan30B K atasoHaM SI (The International System
of Units).

Ipumeuanue 1. Ynecmmo 6cnomuums 00HO U3 NOI0NCE-
nuii Pyxosodcmea 0ns cneyuanucmos kaunuueckoll 1abopa-
mopHnoil duaznocmuru: «B nociednee epems xonyenyuro
“npocrecusaemocmu usmepenuil”, ycmanosiennyio 0ns 00-
wiell Memposo2uU, AKMUGHO NEePEHOCSM 8 00IACTb KAUHUYe-
cKoil tabopamopnoil duaznocmuku. Beposmnee écezo, ama
KOHUENYUsl, HANPAsieHHast Ha O0CMUNCEHUEe CONOCMABUMO-
CMU Pe3YALMAMOos UsMePEHULL, HeB3UPAsk Ha MemOO, NPoye-
Oypy usmepenuil (6xmouas nabopuvl peazenmos) u 1adopa-
mopuro, 20e nPoBOOSIM PYMUHHBLE AHALUIDL, CIPATNEZULECKU
00HA U3 CAMBIX BANCHBLY 8 NPOUECCE CMAHOAPMUIAUUU A0~
pamopnvix ucciedosanuii> [1].

Cocrosinne 1abopaTopHOil 6asbl

B2010-2011rr. corpyaankamu BHUNM um. [I.11.Men-
JieJieeBa COBMECTHO co cry:k00i Tmasroro merposiora Ko-
MuTeTa 1o 3apasooxpanennio Cankr-Ilerepbypra ObL1 Ipo-
BeJIEH KOMILIEKCHBIN aHAJIN3 COCTOSTHISI TPUOOPHOTO TTapKa
B KJIMHUKO-AUarHocTHYecKnx jtaboparopusx Cesepo-3a-
majiHoro pernona Poccuu [2]. VI3 npoBesenHoro anaimnsa
creftyet, 9To GOJIBITMHCTBO OUOXUMHUUECKUX U TEMATOJIOTH-
YEeCKUX aHAJIM3ATOPOB OBLIM BBE/IEHBI B HKCILIyaTAIHIO B
1994-2001 rr. CpeiHuii MPOIEHT U3HOCA COCTABIISCT OKOJIO
50% (ot 15 10 100%). BosbIrast vacTh U3 HUX yCTaHOBJIEHA
B CTAllMOHAPAX U AMArHOCTUYECKUX IenTpax. Kpome toro,
BO3MOJKHOCTH aHAJIU3ATOPOB He UCIOIb3YIOTCS B MOJHON
Mmepe. Cpejiee KOJUYECTBO AIANITHPOBAHHBIX METOINK UC-
caeoBaHMil aHaIuTOB cocTasiser ot 8 1o 10, 6e3 yuéra
TEXHOJOTUYECKUX EMKOCTEN 1 BO3MOKHOCTEH arnmmapaTyphl.
OO6bEMbI HccenoBanmii He BhIxozsT 3a pezesib 3000—4000
AHAIM30B B MeCSIl. AHAJIN3AaTOPBI TIPEICTABIEHBI MHOKe-
CTBOM MOjieJieii, 1 GOJBIIMHCTBO U3 HUX (HAIpUMep, aHa-
smzatop MARS npoussoacrsa IOsxHOI Kopen) paborator
¢ yacteiMu oTkazamu. [[Iipoko ucrnonb3yioT Tak Ha3biBae-
MBI€ «ITOJIyaBTOMATBI» — «(hUIBTPOBbBIC» (HOTOMETPBI C MUK-
POIIPOIIECCOPOM, MTO3BOJISTIONIUM MTPOU3BOAUTH PACcUeT pe-
3yJbTaTOB W BBIBOJHWUTbH MNX Ha I[I/ICHJIGf/i njan TMpuHTEP
npubopa. K Hum otHOCsATCS anamu3aropsr: “Hemascreen”,
“Clot”, “Humalayzer-2000”, “Screen Master” ¢upmbl
Hospitex Diagnostix (IlIseiinapus, Uranus), “Clinitek”
dupmbr Bayer Diagnostix (Iepmanus), @I1-901 dupmbr
Labsistems (@uunsuaaus), “Miditron” ¢dupmsr Roche
Diagnostix (I1IBeiiiapus) u gpyrue.

Womn-cenekTuBHbIE AaHATU3ATOPBI U AHATM3ATOPDI JJIST
oTIpeieIeHust Ta30B KPOBU TAKIKE MPENCTABJIEHBI MHOKE-
CTBOM MOjieJield, 3a4acTyio MOpaabHO ycTapeBinux. /s
OTIpe/Ie/IeH s Fa30B KPOBU U 9JIEKTPOIUTOB MCIIOJIB3YIOTCST

npubopsl caenyiomux tumos: Easy Lyte (CIITA), Medica
(CIIIA), AVL (Asctpus), ABL ([lanusa), ACE (CIIIA),
Microlyte (Ounmnsnans) u I11-59 (Poccust) u gpyrue.

IKCITyaTaIus JaHHOH Pa3HOPOIHON IPYTIIIBI aHAH-
3aTOPOB KpaiHe CJI0KHA, BO3HUKAIOT TPYJAHOCTH B CpaBHe-
HUU Pe3yJIBTaTOB aHATM30B, BbITIosiHeHHBIX B JIITY ropoza.

B nocsiesinne rofipl B pe3ysbraTe BbITOJTHEHNS TTPe3u-
JIEHTCKOI TPOTPAMMBI «3/I0POBbE» YIIYUIINIIOCH OCHAIIIECHHIE
KIJI Cankr-IlerepOypra u 061aCTHBIX EHTPOB. YTBEP:K-
JIeHbI Tiepeurn 6a30Boro obopyaosanus st KJIJI pasaoro
YPOBHS. B CTPYKTYPBI 3/ipaBOOXpAaHEHMS CTAJN TTOCTYIATh
coBpeMeHHble aBToMaTusupoBannbie V1 MA-anamusatopsl,
npUOOPBI KATUIIISIPHOTO 3JIeKTPOGOpPesa, CUCTEMBbI TPOBE-
nenust JIHK-muarnoctuku, 060pyroBaHue JJist TPOBEIEHMUST
BBICOKOA(h(EKTUBHOM KUKOCTHOH XpomaTorpadun BbICO-
KOTO JIaBJIeHus, ra3oBoi xpomarorpacduu. Ho mo-npexxnemy
rJIaBHO MPpo6JIeMOoit /1715t TabopaTopuii II06GOT0 YPOBHS SIB-
JIgeTCs JOCTOBEPHOCTD PE3yJIBTaTOB BBITTOJHEHHBIX UCCJIE-
JIOBAHUIl U, KaK CJEJCTBUE, UX [UArHOCTUYECKAS 3HAYM-
MOCTb.

Cocrosinne MeauiuHCKoro o6opyaosanust B KIIJI

B Hacrosiiee Bpemsi B yUpesKICHUSX 3/[PaBOOXPAHEHUS
UCTIOJIB3Y€ETCsT DOJIBIIOE KOJUUECTBO (B OCHOBHOM UMIIOPT-
HBIX) TIPHOOPOB U AMMAPATOB, IPUMEHEHUE KOTOPDIX TIPE/I-
roJjiaraeT HaJluynue HOPMUPOBAHHBIX XapaKTEPUCTUK; B CO-
orBerctBun ¢ TpeboBanusivu D 3-102 311 XapaKTEPUCTUKN:

— JIOJKHBI OBITH M3BECTHBI U FapaHTUPOBAHbI (IIPO-
KOHTPOJIUPOBAHBI) TIPH BBIMYCKE HAYYHO 0OOCHO-
BAaHHBIM, U3JI0KCHHBIM B HOPMATUBHOM JIOKYMEH-
TAIU CII0COOOM (HATIPUMED, TIEPBUYHON TOBEPKOIT),

— JIOJUKHBI YIIOBIETBOPSATH TPEOOBAHUSIM METOUKU
BbinosiHeHus usmepennit (MBI), ecan onn uc-
MOJIb3YIOTCS KaK cOCTaBHASA (MHCTPYMEHTAJIbHAS )
vactb MBI,

— JIOJIKHBI JIaBAaTh PE3YJIbTaT U3MEPEHUS B IIPeesax
JTOTTyCKaeMbIX OTKJIOHEHUH,

— JIOJKHBI KOHTPOJUPOBATBCA W TIOJ/IEPKUBATHCS
B YCTaHOBJICHHBIX I'PAHUIIAX TT0 TIOTPENTHOCTH B Jie-
4eOHO-IUaTHOCTHYECKOM IIPOIIecce.

Haxomsanmecs B yupexIeHUSAX 3/[PABOOXPAHEHUS [TPH-
6GOPBI HEPEIIKO HE YIOBJIETBOPSIOT EPEUHCIIEHHBIM TPe6O-
BAHMSM:

— BOIKCIUIyaTAIMOHHOM IOKYMEHTAIIUN HE TPUBO/ISAT-
€SI METPOJIOTHYECKUE XaPAKTEPUCTUKHU, TIO3BOJISTO-
e OIEHUTD TTOTPENTHOCTD U3MEPEHUS 110 MeJIH-
IIMHCKOMY TIOKa3aTeJio;

— KOHTPOJIb (TIEPBUYHBIN ) €CJIU U TIPOBEJIEH, TO HE 110
MEJUIIMHCKOMY MOKa3aTeso (4TO MO3BOJMIO Obl
OIIEHUTH U COOTBETCTBEHHO CPABHUTBH IMTOTPENTHOCTH
pe3yJIbTaToOB U3MEPEHUiA), a 1o pusndeckomy (Ha-
IIpUMep, B ONTUYECKUX €MHUIIAX );

— TeKyIIUI KOHTPOJIb HEBO3MOKHO ITPOBECTH M3-3a
OTCYTCTBUS MTPABUJIBHO HOPMUPOBAHHBIX XapaK-
TEPUCTUK (Z1axke 10 (hU3ndIecKoMy mapaMeTpy) u
n3-3a oTCyTCTBUA arTecToBaHHBIX CO. ITO 1IpU-
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Puc. 1. CrpyKTypa Mex/yHAPOAHON CUCTEMBI €IMHCTBA U3MEPEHUI B JTaGOPATOPHOIT MEIHITIHE.

BO3 — Beemupnast opranusanus sapasooxpanenus, MOKXJIM (IFCC) — Mesxayunapojnas dheepaliist KIMHUIECKOH XUMUK 1 1abopaTopHOIi Me-

qutnbl, OKIIJIM (JCTLM) — O6beanHeHHblil KOMUTET 110 TIPOCIeKUBAEMOCTH B labopatopuoil Meaniane, MKMB — MexayHapoamblii KoMUTeT

Mep u BecoB, MBMB — Mesxnynapoauoe 6iopo mep u secos (BIPM), KKKB — Kowncysrarusrbiii komuTeT 1o kosmdectsy Beniectsa (CCQM BIPM),

NIST — Hanuonamnbubtit unctutyt ctangaaptos u rexnonoruu CIIA, HMU, LGC — Harmonanbubiit unctutyT usmepenuit, HM U meTposioruu B xumuu
u 6uosiorun, Besmkobpuranusa, IRMM — MucetutyT pedepenTHbix Mateprasios 1 uaMepenuii EC

BOJUT K TOMY, 4TO nH(pOpMaAIU, TOCTYyIA0Nas
K Bpady I10 pe3yJibTaTaM U3MepeHHuii, He MOXKET
OBITH OIEHEHA ¢ TOYKW 3PEHUS HAJEKHOCTH U,
COOTBETCTBEHHO, HE MOKET TAPAHTUPOBATD HA/IEK-
HOCTH (ITPaBUJIBHOCTD) NMPUHATHUS PEIIEHUs CIie-
UAJTUCTOM.

Me:xayHapOAHbIi ONBIT

Heobxoaumoctb obecriedueHUS BO BceX 00JacTIX Je-
ATEJBHOCTH, TPU3HABAEMbBIX HA MEK/YHAPOJHOM YPOBHE,
B TOM YKCJI€ U B JJADOPATOPHON MEUIITHE, TIPOCIEKUBAE-
MbIX U CPaBHUBAEMBIX U3MEPEHUH, a TaK:Ke ATAJOHOB U
MCIBITAHNI TTPUBEJIA K CO3/IaHUI0 HOBBIX (DOPM COTPYTHU-
YecTBa U B3AaMMOJIEICTBUS MEKIYHAPOAHbBIX U MEKITPaBU-
TeJIbCTBEHHDBIX OPTAaHU3AIN.

Tax, MexayHapoHbIM KOMUTETOM Mep U BECOB TIO/IITH-
canbl MeMOpaHIyMbI O B3aUMOIIOHUMaHUM co BeemMupHoit
opranusaiueit 3apasooxpanenns (BO3), Mexmynapoanoii
dbenepanyeil KIMHUYECKON XUMUK U 1aGOPATOPHOIL Me/Iu-
bl (MOKK) u Mexaynapo/aoil Koomnepaiieii 1mo ak-
kpeauraruu gaboparopuiit (MJTAK) u T. 1.

B cBoe Bpems mo unuimatruse MMOKK, MEMB nu
MNJTAK 6butn Hayathl paboThl TI0 HOBOMY HAIIPABJIEHUIO,
CBSI3aHHOMY C TIPOCJIEKMBAEMOCTBIO B JTaOOPATOPHOU Me-
JIUITHE, B KOTOPBIX MPUHSAIN y4acTUe TIPeNCTaBUTENN
OpraHu3aIunii 110 OIleHKe KauecTBa, U3TOTOBUTEN CTaH/IaPT-
HBIX 00PA3I0B U aCCOLUAIUH JJaAOOPATOPHON AUArHOCTHYE-
ckoit unyctpun crpan EBporetickoro Corosa, Anonuun u
Coenunennbix I TaToB, a Takke 3aKOHO/IATEIbHBIE OPTAHBI
atux crpan. Ha pucynke 1 mpencraBienbl B3aMMOCBSA3U
MEXK/y YIaCTHUKAMU, COCTABJISIONINMU CTPYKTYPY MEK/ITY-
HAPOJHON CUCTEMbI eANHCTBA U3MEPEH T B 1abopaTopHOi
MeJIUIIIHE.

[1aBHBIMU yYaCTHUKAMU, 0OeCIIeunBaOIUMU HYHK-
IIUOHUPOBAHUE TAHHON CUCTEMBI, SIBISIOTCST: MesKayHapo/I-
HBII KOMUTET MEP ¥ BECOB, ITPEICTABJISTIONUI METPOJIOTHIO,
Bcemupnasi opranusanusi 3/[paBooXpaneHust, IPeacTaBisi-
1omast Meaununy, O6beIMHEHHbIH KOMUTET TI0 IIPOCTIEK M-
BAaeMOCTH B J1a00paTOPHOil MeAUIMHEe U HAllMOHAJbHbIE
merposorndyeckue uHeTutyThl CIIIA u Benukobpuranuu,
JIOCTUTIITHE YPOBHST MESKIYHAPOIHOTO 3HAUEHUSI.

MesxayHapoaHbIM COOOLIECTBOM HAKOILIEH OTPOMHBII
HAYYHBIII 1 OPraHU3alMOHHBIN TOTEHIIMAI 00eCIedeHnsa
HOPMUWPOBAHHOW TOUHOCTU U3MEPEHU MTyTeM CO3/IaHUsI
STAJOHOB — CTaHAAPTHBIX 0OPA3I[0B U BHICOKOTOYHBIX aHa-
JINTUYECKUX TEXHOJIOTUI, pACCMATPUBAEMbIX KaK COCTABHAS
4acTh T. H. pehepeHCHO CHCTEMbI, TO €CTh TOTO, Yer0 TaK He
XBaraer oredecTBeHHoi Meguimae. [Tpu mposenennn 60J1b-
IIMHCTBA 1a00PaTOPHBIX UCCJIEI0BAHIIA IIPOBOAUTCS KaarO-
POBKa COOTBETCTBYIOLIEr0 060PYA0BAHMS KAINOPOBOYHBIMI
MaTepuajaMiu, KOTOPBIE SIBJSIIOTCST HOCUTESIMU €/TUHUTIL
M3MEPEHUsI K UMEIOT YETKYIO <[TPUBSI3KY» K HAI[HOHATIbHBIM
3TaJI0HAM, OCHOBAaHHYIO Ha KOHIIETIINH TPOCIEKUBAEMOCTH
K equauaMm Sl.

KauHUIMCTBI Pa3BUTBIX CTPAH YIKe JIeCSTh JIeT KaK 110~
HSLIU, 4TO 0€3 B3aUMOLEHCTBHUA ¢ METPOJIOTAMK PEIINUTh
3a/1auy OIEHKU HEOTIPEe/IEIEHHOCTH U3MEPEHHIA, T. €. He TOJIb-
KO TIOTPEIHOCTH aHAIM3aTOPa, HO TOrpeImtoctTu (Heotpe-
JIEJIEHHOCTU) BCETO MPOIecca KOJUUECTBEHHON OleHKH
AHAJIMTOB B 1IpoOax (e3 MPUBIA3KK K MCXOJHBIM dTaJOHAM
HE MTOJTYYUTCSI.

IlenTpanbHoe 3BeHO, oOecrnednBaollee B3aMOLE-
CTBUE METPOJIOTOB U KJIUHUIIUCTOB, — MeKIyHAPOIHBII
KOMUTET II0 IIPOC/IEKMBAEMOCTH B JJaOOPATOPHOM JUarHo-
cruke. B konie 1990-x ro10B MeK/1yHAPOIHOE METPOJIOTH -
YeCcKoe COOOIIECTBO OCO3HAJIO, YTO TabOpaTOpHAs IPAKTHKA
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pa3BUBaeTCs B OTCYTCTBUE aIeKBATHON METPOJIOTUYECKON

6asbl, Beeacrsre vyero B aprycre 2002 roza npu MesxyHa-

poaHoM KomuTeTe 110 MepaM u Becam (BIPM) o unnnua-

TUBE psAfla OOIIECTBEHHBIX MEJUIIMHCKUX OPTaHu3aIuii

(B Tom uncie CIPM, IFCC, ILAC) 6b11 cospan O6benn-

HEHHbIH KOMHUTET 110 IIPOCJIeKNBAEMOCTH B J1aGOPaTOPHOI

mequiune (JCTLM).

3ajauu, nocraBjeHHbie niepes Komurerom, — aTo co-
3[aHKe MEKIyHAPOAHO HHPPACTPYKTYPbI B 061aCTH KU~
HUYECKUX JTabOPATOPHBIX MCCIEA0BAHUI € aKIIEHTOM Ha
CJIELYIOIIHE BOMPOCHL:

— CPaBHUMOCTb, JJOCTOBEPHOCTD U 3KBUBAJIEHTHOCTH pe-
3YJIBTaTOB U3MEPEHMIT B TaDOPaTOPHOI MEUIIMHE ITyTeM
obectieueHrst KOHIETIUH TPOCTIEKUBAEMOCTH,

— obecrieuenue CBSA31 MesKLy pedepeHTHBIME 1abopaTopu-
SIMU ¥ HAITUOHAJIbHBIMU METPOJIOTUYECKIUMU HHCTUTYTa-
mu (HMN),

— CO3/[[aHUE U KOOPAUHAIIUST CUCTEMBI Pe(hePEHTHBIX H3Me-
peHuil, uaeHTuGUKAIUST TPUOPUTETHBIX BUI0B M3-
MepEeHUH, MOATOTOBKA K aKKpeauTanuu pedhepeHTHBIX
JabopaTopuil.

Koneunas e nipu cozpanun Komurera cchopmysim-
poBana B nipunsaToii /leknapamnuu o corpyanudectse «Co-
30anue 6ceMupHoll 0CHOBbL 013 0Gecnenenus npoosudice-
HUSL U pYK0B00CMBa HAO MeNCOYHAPOOHO NPUHAHHLIMU
U NPUHAMBIMU IKEUBATICHMAMU MeP 8 NA0OPaAmMOpHOl
Meduyune, a maxice nPoCaeHu8aeMoCmoio Kk cCoomeent-
CMBYIOUWUM USMEPUMETILHBIM CIAHOAPMAM>.

B cBoeii nesitesnbnoctu Komuter pyKoBoOICTBYeTCS CJie-
JYIOIUMU JIOKYMEHTAMU:

* EN12286:1998 + 12286/A1:2000; ISO 15193 In vitro
diagnostic medical devices — Measurement of
quantities in samples of biological origin — Presenta-
tion of reference measurement procedures;

* EN 12287:1999; ISO 15194 In vitro diagnostic
medical devices — Measurement of quantities in
samples of biological origin — Description of reference
materials;

* prEN ISO/FDIS 15195 Laboratory Medicine —
Requirements for reference measurement laboratories.
Management system requirements. Technical require-
ments;

e ISO Guide 30: 1992;

* ISO 17025:2005 General requirements for the
competence of testing and calibration laboratories;

e ISO 17511 In vitro diagnostic medical devices —
Measurement of Quantities in biological samples —
Metrological traceability of values assigned to
calibrators and control materials;

e ISO 18153 In vitro diagnostic medical devices —
Measurement of Quantities in biological samples —
Metrological traceability of values for catalytic
concentration of enzymes.

Bce nocenyionie 1oKyMeHTbl B 00acTu jaboparop-

HOI MeIMIIMHbI pa3pabaThIBAIOTCS IPU HEMOCPEACTBEHHOM

yuactun Komurera.

Hermocpencreennas nesiresnpnocts Komurera mposo-
JIATCS B IBYX pabOUMX IPYIIIax:

* WG Reference Materialsand Reference Measurement

Procedures,

* WG2 Reference Measurement Services.

K 2009 rogy paGouumu rpynnamu IPUHAT P pe-
KOMEH/IyeMbIX JIOKYMEHTOB, IEPBUYHBIX METOJMK U pede-
PEHTHBIX 06Pa3IOB.

Pa6ouasa rpymma WG1 onybimkoBana Ha caiite www.
bipm.org:

List 1 — (aHaMTHI, 3HAYEHUS KOTOPBIX TPOCTEKNBAEMbBI
k SI: HaTIp., 97IEKTPOJIUTHI, (DEPMEHTHI ), B TOM YHUCJIE:

* 100 pedepentnpx MeToauK A1 60 aHATUTOB,
* 150 pedepentabix matepuano (SRM) mis 95 ana-
JINTOB, & TaKKe

List 2 — (aHanuTbl, 3HAYEHHUST KOTOPBIX HE TTPOCTIEKH-
BatoTCs K SI; HATp.: HYKJIEMHOBbIE KUCJIOTBI, (DaKTOPbI CBEP-
THIBAEMOCTH M T.T1.):

e 7 SRM i1 ipoTenHOB,

* 10 SRM g hakTOPOB CBEPTHIBAEMOCTH.

[Tepeuenp pehepeHTHBIX MATEPUAIOB HEKOTOPBIX 3apy-
6exubix hupm, pekomeryembix JCTLM WG 1, npusesien
B Tabsmiax 1 u 2.

Pabouas rpynna WG2 ony6ankosasia PykoBosimii
nokymenT “Process for requesting and processing
nominations for JCTLM listing of reference measurement
laboratory services”, a Taxyke psiz ZOIOJHUTENbHBIX TOKY-
MEHTOB TIO TIPOIIEypaM aTTecTannuu 1abopatopuii B Kaue-
cTBe pehepPEHTHbBIX.

HaHI/IOHaJH)HbIe METPOJIOTUYECKNE MHCTUTYTDI PAa3JINY-
HBIX CTPaH JIEMOHCTPUPYIOT CBOM KaTUOPOBOUYHBIE U U3Me-
pUTENbHBIE BOSMOKHOCTH, B T. U. B 0OJIACTSIX, KACATOIIIXCST
3/paBooxpaHenus, nybankanueil Ha caiite BIPM B ITpu-
soxernnu C 1o rpytie «Buosornueckue JKUAKOCTH U Ma-
TepUAJIBI» pasjiesia MeTposiorin « KosimuecTBo BelecTBay.

Hexkotopsoie ipumepst kiaoueBbix ciandenniit KKKB,
OTHOCSITIIUECST K 3/[PABOOXPAHEHIIO:

1. Kimouessie caimuenus CCQM-K11 Imiokosa B cbiBo-
potke uenoBeka — mpoxoauiu B 2001 1. CTpaHbl-ydyacTHU-
ki: Kopest (Korea Research Institute of Standards and
Science), CIITA (National Institute of Standards and
Technology), Tepmanust (Physikalisch-Technische Bunde-
sanstalt). Pesyabrater omybaukosanb 30 masg 2003 r.
(Metrologia, 2003, 40, Tech. Suppl., 08003) u npexacrasie-
uol B [Ipunoxennu 9 (mannbie ¢ caiitta MBMB).

[Tocaemyromue Kio4YeBble candeHns «ITIoKo03a 1 Kasb-
1[I B CBIBOPOTKE YesioBekas coctosuiuch B 2005 u 2008 rr.

2. Kmouesbie cmuenus CCQM-K12 Kpeatunut B cbl-
BopoTke — npoxoausu B 2001 r. Ctpanbi-yuactauku: EC
(Institute for Reference Materials and Measurements,
European Union), Kopes (Korea Research Institute of
Standards and Science), Aursus (Laboratory of the
Government Chemist, United Kingdom), CIITA (National
Institute of Standards and Technology), Tepmanus
(Physikalisch-Technische Bundesanstalt). PesyasraTs
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Ta6Amua 1. MNMepeveHb pepepeHTHbIX MAaTEPHMAAOB HEKOTOPBIX 3apyOeXHbIX (PHpM,

pekomeHayembix JCTLM WG 1

HaumenoBanne O6o3Hauenne
17b-estradiol human serum BCR-576
al-acid glycoprotein human serum BCR-470 IRMM, Belgium
alpha-tocopherol lyophilized human serum SRM 968¢c
amphetamine amphetamine HCI; neat NARL CRM D736
antimony human urine SRM 2670a
arginine aqueous solution SRM 2389
ascorbic acid frozen human serum SRM 970
aspartic acid aqueous solution SRM 2389
benzoylecgonine human urine (lyophilized) SRM 1511
benzoylecgonine human urine (lyophilized) SRM 1508a
bilirubin crystalline material SRM 916a
bovine serum albumina queous solution SRM 927¢
cadmium bovine blood SRM 966
cadmium human blood BCR-636 IRMM, Belgium
calcium human serum BCR-304 IRMM, Belgium
Calcium human serum SRM 909b

Ta6Anua 2. MNMepeyeHb peepeHTHbIX MaTEPUAAOB HEKOTOPbIX 3apyOexHbIX (hrpm,

pekomeHayembix JCTLM WG 1

Yucio BBIABHHYTHIX Yucio peKoOMeHJ0BaHHBIX
Ha yTBep KIAeHHe K Iy OJIMKAIMU
Kareropus Pedepentibie PedepenrHbie Pedpepentibie PedepenrHbie
VaTepHATLI H3MepuTeJbHbIe MaTepHATHI H3MepHTeJbHbIe
NPOIEeyPbI NPOIEeTyPbI
Tasp1, mpucyTcTByIOMME B KPOBH 1 1 0 0
JlekapcrBa 84 5 23 3
DJIEKTPOJIUTHI 70 23 29 23
IH3UMBbI 20 7 11 6
MetabosuTsl 1 cy6CTpaThI 69 44 39 35
HesieKTpoIuTHBIE METaJLIbI 43 50 30 15
Hemnentuibie ropMonbt 15 26 14 22
HyxennoBbie KHCIOTHI 5 0 0
Buramunbt 8 2 7 0
ITporentsr 114 20 43 19
[pynmer kpoBu 3 0 0 0
[Tokazatesp KoaryIAIIIN 34 0 12 0
MukpobrosornyecKas Cepoaorus 10 8 0 0
[lpyrue 6 2 3 0
Ob1ee yncso 482 188 211 123

ony6ukoBanbt 30 utonst 2003 1. (Metrologia, 2003, 40, Tech.
Suppl., 08005) u ipezcrasiennt B [Tpusoskenun 10 (naHHbIE
c cafita MBMB).

B rabsmuite 3 puBeIeHbI CAAUYEHUST TTOCJAETHIX MSTH
Jer 110 ucciaenosanuo JJHK.

[TonTBepskaenue Haiiell cTpaHoil CBOMX U3MEPUTEITh-
HBIX ¥ KaJTHMOPOBOYHBIX BO3MOKHOCTE B 001acTu 61oaHa-
JIN32a Ha MEKYHAPOIHOM YPOBHE B 11€JIOM CJIE/LyeT OLEHUTh
Kak Kpaiine Heyaaynoe. B rexyiiem 2012 1. ipeicTosT HOBbie

CJIIMYEHUS TI0 aHAJIUTAM: TJII0OK034a, XOJIECTEePUH, KPeaTUHUH
B cbiBOpoTKe. OTCTyIaTh 60IbIIe HEKYAa, OyIeM HALeAThCs
Ha yjiauy.

Iyt pemenus

MesxmyHapOAHBIN OTBIT MPEACTABISAETC aKTyaTbHBIM
Ipu co3aanuy ((HaKTUIECKH OTCYTCTBYIOIEN Ha CeTOHSIII-
HUIT JIEHb) CUCTEMBI METPOJOTHUYECKOTO 00ECTIEUEHUS Jie-
4e0HO-IMATHOCTIIECKOTO TTPOTIECCA B YUPEKIEHUSIX 3/1pa-

11
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Ta6Aamua 3. Canyenne no nccaeaosanmio AHK

2008 1. CCQM P53 Omnpenenenne [HK metomom I11P

2009 . CCQM P58 ComnocraBumocTb aryopectientinu B ELISA

2010 . CCQM P113 OTHOCUTEIbHOE KOJTMYECTBEHHOE orpe/iesieHre TeHoMHbIX GparmenToB JHK, Boijesen-
HBIX U3 OMOJIOTUYECKON TKAHN

2011 1. CCOM K 61 KommaecTBennsrit ananmns muaeapusoBannoil miaasmuanoi JJHK, ocnoBanmsrii Ha coot-
BETCTBEHHBIX CTaHAapTaxX B MaTpuile Heresesoit [[HK

Booxpanenus. CosmaBaeMast crcTeMa J0JKHa 00eCTIeunTh
€INHCTBO U3MEPEHUH B TabOPaTOPHON MEIMIIUHE U TIPE-
CKa3yeMoCTh JiedeOHBIX BO3AECHCTBUIL ¢ MTOTPEITHOCTIAMHU,
YCTaHOBJICHHBIMU B COOTBETCTBYIOIIEH HOPMATUBHOM J10-
KyMeHTaIu. YacTruHo pereHue aToi 3a/1auu Mmpenoia-
raet Buezapenne cuctembl [OCT 53131-2009 «Konrposn
KauecTBa KJIMHUYECKUX JJaOOPaTOPHBIX MCCIEI0BaHMIT»,
B TOM umcye Yactp 1 «IIpenesnsr momyckaemMbix orpentHoc-
Tl pe3yIbTaTOB UBMEPEHUS AaHATIUTOB B KJIMHUKO-/INAarHOC-
THYECKUX TaboPaTOPHIX>».

[TepesoMUTh CUTYAIIUIO TOJBKO MYTEM 3aKYTIKHU JIOPO-
rocrosiieil 3apyOesKHON aHaIMTHYECKOH armapaTypbl He-
BO3MOKHO. BesycioBHOIT OJKHA OBITh peayusalys Beex
tpebosanuii JCTLM. B HacTosiiee BpeMst 3TO KaxKeTcst
KpaiiHe TpobJeMaTUIHBIM, XOTsI Ha 3TO HallPaBJICHBI Tpa-
BUTEJBCTBEHHBIE PEIIECHUS, B 4aCTHOCTH, «Coranienue o
B3anMmoyeiictBun MenepanbHoro arenrcTsa “Pocrexpery-
suposanue” u MegepanbHoit cirykOb1 “Pocsapasranzop”
B 00J1aCTH OIEHKH COOTBETCTBUS, CTAHAAPTU3AIIIH, TIPE/-
craByienust u noaydennst nudopmarun (ot 29.11.2005)».
Ha s10 e Hanenena CrpaTerus obecrnedyeHus eMHCTBA
uamepenuit 1o 2015 roxa, npunstas [IpaBuTesbcTBOM
P® [3]. B Crpareruu mpsimo ckazamo: «...[Tposenenne pabot
10 METPOJIOTHYECKOMY 0OECIIEYEHITO YIPEsKICHUH 31paBo-
OXpaHEeHWsI, TOBEPKE CPENICTB U3MEPEHUH, TTPUMEHSIEMBIX
B 3/[PAaBOOXPAHEHNH, OKA3bIBAET CYIIECTBEHHOE BJIMSTHIE
Ha OPTaHU3AIUIO IEITETbHOCTH YIPEKIEHUN 3/IPaBOOXpa-
Henust. CylecTByrolye mpodieMbl OpraHU3aIlii METPOJIO-
IMYECKOro 06ecTieYeH s, TIOBEPKU 1 METPOJOTHYECKOTO
HaJI30pa 32 COCTOSTHUEM W TPUMEHEHUEM CPEJICTB U3Mepe-
HUIi, TPUMEHSIEMBIX B 3[[PaBOOXPAHEHNH, TPEOYIOT BHUMA-
TEJTHHOTO PACCMOTPEHUS U PEIIEHUS...>.

Perieniie ykasaHHBIX TPOOJIEM MPEAJIATACTCS B COOT-
BETCTBUU CO CIEAYIONUMU KOHIETTYATHHBIMU TIOXOAM:

1. CpejcrBa U3MepeHHU U CTaHAapTHBIE 00pasIbl aT-
tectyfores B coorBetcTBuu ¢ HT/[ Poccranpapra mo ¢pusn-
YECKOMY MapameTpy.

2. I'paxympoBKa cpencTB U3MepeHuil TTPOBOUTCS TT0-
TpebuTesIeM 10 KOHTPOJbHBIM MaTepraiaM, SIBJISTIOIIIMCST
BapUaHTaM$ CTaHAAPTHBIX 0OPA3IIOB, U BXOAUT B MPOIIECC
U3MepPEHUSI.

3. MeTtoauku Meska1abopaTOPHBIX CPaBHEHMIT paspada-
TBIBAIOT/TIPUHUMAIOT COBMECTHO JIBa BEIOMCTBA U YTBEPIK-
JIAIOT B YCTAHOBJIEHHOM TIOPSITKE.

4. B pamrax Deznepasnbroro 3akoHa Ne 102 «O6 obec-
MeYeHNH eINHCTBA M3MEPEHNH» HeOOXOAUMO PU3HAHUE
TOTO, ITO JIJIsT TaGOPATOPHOT METUITHHDI HYKHBI CTAHIapT-
Hble 06pasiibl (KaTuGPaTOPhl M KOHTPOJIbHBIE MaTEPHAJIbI ),
OCHOBaHHbIE HA GIOMOTHYECKON MaTPHUILE, KOTOPBIE HOCST
XapaKTep «BTOPUYHBIX CTAHIAPTHBIX 06PA3IIOB», TOCKOb-
KY IMEIOT METO/[-3aBUCHMBbIC 3HAUEHIST KOHI[EHTPAITNH aHa-
stoB. Ha HauaHOM aTarre HeoGXOANMO BBULY OTCYTCTBYST
OTEYECTBEHHBIX CTAHAAPTHBIX 00PA3IOB aTTeCTOBATh KOH-
TPOJIbHBIE MaTePUABI UMIIOPTHOTO ITPOU3BO/ICTBA.

Jlnst GUOXUMUYECKUX U TeMATOJOTHYECKUX CTAHIapT-
HBIX 00PA3IOB MPOCTEKMBAEMOCTD PE3YIBTATOB U3MEPEHTT
K eqHUTAM crucTeMbl ST MokeT 06ecTIeanBaThCs IBYMsT
myTsimMu. JI7Ist cTaHAapTHRIX 06Pa3oB CBOMCTB (HATpUMeD,
pH, ynenbnas a1eKTpoIpoBOHOCTb, OIITHYECKAs ITIOTHOCTD
U T.J.) TpeGOBaHHUe TTPOCTEKMBAEMOCTH BBITTOTHAETCS Yepes3
HX aTTeCTalMIO C IIOMOIILIO COOTBETCTBYIOIIUX 9TAJIOHOB.
JIist cTaHAapTHBIX 06PA3IoOB COCTaBa, B CBSA3U C OTCYTCTBHU-
€M 9TaJIoHa KOJIMYeCTBa BEIIEeCTBa, IIPOCJIeKUBACMOCTD K S
OCYIIECTBJISETCS C IIOMOIIBIO NePEUHHBIX METO/I0B (C I110-
MOTIBIO TIEPEXOHBIX K09(hPUINEHTOB, HATIPUMED, MO-
JIIPHBIX Macc, TocTostHHON Dapases wim mocTosTHHO ABO-
rajipo, KOTOpble UMeIOT OlleHEeHHbIe HellpeeJeHHOCTH ),
a TaKsKe KOCBEHBIM CTIOCOO0OM:

— dYepes JIpyTre METOBI, UMeIoINe OIleHeHHbIe He-
OIIpe/Ie/ICHHOCTH;

— ¢ TIOMOTIBIO CTAHAAPTHLIX 06PA3IOB, NMEIOTIIX
3HAYCHUS € OIICHEHHBIMU HEOIIpe/1eJIeHHOCTAMMU.

JL7ist GOSTBIIMHCTBA AHATTUTOB B OOJIOTHYECKON MaTPH-
1e (KpOBB, MOYA) 32 TIEPBUYHBII METO/ TPUHUMAETCSI XPO-
MAaTO-Macc-CIeKTPOMETPHUST ¢ U30TOMHBIM pa3baBIeHUEM.
CrangapTHbie 06pasIiibl, AaTTECTOBAHHBIE TIEPBUYHBIMU Me-
tTomamu, mpuHUMaioTcs JCTLM kax «mmepBUYHBIE CTAHAPT-
HBIe 00PA3ITbl», NMEIOTIIe HANBBICIITIE METPOJIOTHUECKIE
XapakTepucTuku. [[J1s1 KOHKPETHBIX aHAJIUTOB CYLeCTBYIOT
pasJInyHbIe METOJAMKU MEPBUYHBIX pehePEeHTHBIX N3Mepe-
Huit. B kauecTse mpuMepa B Tabnie 4 PUBEIEH TTepeIeHb
pedepenTHBIX MeTOANK, pekomeHayeMbix JCTML WG2
JUISL U3MEpPEeHNi cojiepskaiusl XojaecTepruHa B KPOBU Halu-
eHTA.

C xoHKpeTHbIMU MeToauKaMu, ottpezesentbiMu JCTLM
1Tt pehepeHTHBIX HATIMOHATLHBIX KINHIIECKNX JTabopa-
TOPUIL, MOXKHO 03HAKOMUTLCS Ha calite uucruryra NIST
www.nist.gov u Ha caiite BIPM www.bipm.org.
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Ta6Amua 4 . MNepeueHb pekomeHAyeMbIX pedrepeHTHbIX METOAMK AASl M3MEPEHUIT COAEPIKAHMS

XOA€CTEPUHA B KPOBH MNMaALMEHTA

Paspa6orunk Bux maTpuist Mertoz
NIST JInoduansanpoBaHHas MM 3aMOPOKEHHAS CBIBOPOTKA X/ MCHP
Ynusepcuter lenta JInodummsnposaHHast NN 3aMOPOKEHHAST CBIBOPOTKA X/ MCHP
DGKC (Siekmann) JInocdunmmsnpoBannas Ui 3aMOPOKeHHAst CBIBOPOTKA I'’X/MCUP
CDCAbel-Kendall JInobunuznpoBaHHas WK 3aMOPOKEHHASI CHIBOPOTKA Cuekrpodoromerpust

Hecmorpst Ha cyiecTByioliee B cTpaHe pa3BuToe 3Ta-
JIOHHOE 0GECTIEYeH e, CYIIECTBYET 3HATUTETLHBIA KOHTPACT
MEK/Ly Pa3HBIMHU OT/IeJIaMi (DUBNKO-XUMHUYECKUX U3Mepe-
Huit. Takoe pasinyamne XopoIio IeMOHCTPUPYET CPABHUTE -
HBIHT aHATN3 KATHOPOBOYHBIX U M3MEPUTETHHBIX BO3MOJK-
Hocreit Poccun (puc. 2).

Crosib Masiast 10Jisi U3MEPUTEJNbHBIX BO3MOKHOCTEN
B 3/[pPaBOOXPAaHEH NN 0OBSICHSIETCS TIPEKIE BCETO HEMOCTYTI-
HOCTBIO OTEYECTBEHHBIM JIAO0PATOPHSIM MHOTHX TTPOTpec-
CHBHBIX METO/I0B KOJTMYECTBEHHOTO aHAJIM3a BEIIECTBA CO
CJIO3KHOI MaTpPHUIIEH, TAKOTO, Kak KpoBb. KimioueBbie canye-
HUST 110 MIBMEPEHHIO aHAIMTOB B CBIBOPOTKE KPOBHU, B KOTO-
poix yuactBoBasa Poccust (Ca, ririokosa), mokasasu, 4To JJist
TOTO, YTOOBI MTOMACTD B 3aIaHHbIE HOPMBI HEOTIPEIETEHHO-
CTH, HEJOCTATOYHO OCHACTHUTE TAOOPATOPUN HOBBIMY GHO-
XUMHUUYECKUME U TeMaTOJIOTMIeCKUMHU aHam3aropamu. He-
06X0IMMa crucTeMa MEUTIMHCKIX Ta00PaTOPUi «BHICOKOTO
YPOBHSsT», KOTOPBIE TOJBKO U B COCTOSTHIN 0OECTIEYNTH BHE/T-
peHue COBPEMEHHBIX M3MEPUTENbHBIX TEXHOJOTHN, TAKUX
KaK XPOMaTO-Macc-CIIEKTPOMETPHST ¢ M30TOMHLIM Pa3tan-
JIEHUEM ¥ PUMAHOBCKasl CIIEKTpoMeTpusi. BHenpenne sTux

TEXHOJIOTHH 06ECTIETUT He TOTHKO TpeGYeMBIil yPOBEHD 13-
MepeHWi aHAJINTOB, HO M BBIMYCK MCXOAHBIX CTAHAPTHBIX
06pa3IoB CHIBOPOTKU KPOBH, €3 KOTOPLIX CETOHS HEBO3-
MO’KHO METPOJIOTHYECKOE COMTPOBOK/ICHIE N3TOTOBIECHHSI.

B mamreit ctpaHe IPUHATO W PACIIPOCTPAHEHO HA BCE
MMATHOCTHYECKIE JTabopaTOPHH, 06eCTIednBaroIne 00CIy-
JKUBaHue Hacesenus, 6ompmcTso cranaaptos V1CO. ITpo-
€KTBI HOBBIX CTaH/aPTOB, HAMPSIMYIO KacaloNiecss MeTpo-
JIOTHYECKOH TIPOCIIeKUBAEMOCTH, TPIBE/ICHBI B TIOCJIETHEM
CTIPAaBOYHOM PYKOBOACTBe «JlabopaTopHast AMArHOCTHU-
ka Poccums» mox penaknueii B.B. Menbimkosa u A.A. To-
tasstaa [ 5]. IIporece rapMoOHM3aiiny 0TeYeCTBEHHBIX CTAH-
MapTOB J7IsT Ta60PATOPHON METUIINHBI HAYAICST TPUKAZ0M
Pocrexperysmposanus ot 27 gexabpst 2006 roga Ne 348-cr,
KOTOPBIM YTBep:KAE€H W BBeJIeH B jielicTBue ¢ 1 sHBaps
2008 roga TOCT P 1CO 15189-2006. DTOT HaIIMOHAIBHBIN
CTaHIAPT WAEHTHYEH MeKIYHapoaHOMY cTanmapty MCO
15189:2003 «JlaGoparopun meanimackue. CrienuanabHbie
TpeboBaHUs K KauecTBy U KomrereHTHOCTH> (ISO 15189:
2003 “Medical laboratories — Particular requirements for
quality and competence”). ITesibto 9T0r0 CTaHIapTa IBUJIOCH
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hopmysMpoBaHUe TeX MUHUMAJIbHBIX TpeGoBaHuil K 1abo-
PaTOPHSIM, BBITIOJTHEHUE KOTOPBIX JOJIKHO OOECIIEUNTD KaK
Bpayua-KJIWHUIUCTA, TAK U TTAIMEHTA PE3yJIbTaTaMy «C aJIeK-
BaTHOM OIIEHKOM MTOJIyYEHHbBIX PE3YJIBTATOB U BHIYMCIEHUEM
HeOoIpeIeJICHHOCTU U3MEPEHU 110 KayKIoMYy aHaimuTy . [{o
BHEJPEHUS 3TOTO CTAH/IAPTA B MEUITMHCKYTO IPAKTUKY €B-
POINEICKUM MeIMKaM U METPOJIOTaMU IIPUIIIJIOCH BBITIOJIHUTD
GOJIBIIYI0 COBMECTHYIO PaboTy, KOTopyio B Poccun emé
[IPEJICTOUT COBEPIIHUTH., IKOHOMUYECKASI 1IEIECO00PA3ZHOCTD
3acTaBuJIa 3aMaHBIX Bpayel-KINHUIICTOB 0OPATUTHCS K
pobiieMaM KayecTBa MHMOPMAIHH, [10JIy4aeMOl OT Bpadeii-
J1a0OPaHTOB.

IIpumeuanue 2:

1. Habmodenus, nposedennvie cnevuarucmamu NIST
coemecmmo ¢ 00nou us kpynuetiwux xaunux ¢ CIIIA Maio
Clinic nao 20 000 navuermos, nokasaiu, 4mo cMewenue 6 pe-
SYALMAMAX USMEPEHULL XOIECMEePUNA 6Cez0 Uty Ha 3—5%
yeeauuusaem owubxu ¢ ouaznocmuposanuu 0o 10%, umo,
8 C8010 ouepedb, NPUEOOUTN K MHOZOMULIUAPOHBIM QUHAHCO-
BbIM 3AMPAMAM.

2. o dannvim U.S. Government Accounting Of fice and
College of American Pathologists: monvko ¢ 1968 200y ¢u-
HANCOBLLE 3AMPAMDL, CEAZANHBLE € OUUOKAMU 68 1AOOPAMOP-
HbIX anausax, cocmasuiu oxono 100 mapo.

Ha cerogusanmuii genpb B 061acTu 1ab0paTOPHOIL Me -
LUHBI geiicTByeT 21 MeXIyHapoAHBIN cTaHaapT, O0JIblast
4acTh M3 KOTOPBIX y)Ke BHEJIPEHA B OTEUECTBEHHYIO MTPaK-
TUKY. Bce oTeyecTBeHHbIE CTaHIAPTHI TADMOHU3UPOBAHBI C
MeskayHapoaubiMu crangaptamu [SO (TOCT P M1CO).
COBOKYITHOCTh 9TUX CTAHIAPTOB TTO3BOJISIET YIIOPSIZIOYUTD
[IPOLIeCC IPOBeAEHNUsT JaO0PATOPHBIX UCCIIEA0BAHMI, a TaK-
JKe CO3/aTh JOCTATOUHbII 0O0bEM CTaHAAPTHBIX 00PA3IOB 1
HTAJIOHOB PA3JIMYHOTO YPOBHSI JIJISI METPOJIOTHYECKOTr0 00ec-
neyeHst 1abopaTopHO MeAUIMHBL, Bee yIOMsIHY Thie cTaH-
naptbl UCO SBJASIOTCS OCHOBHBIM 3BEHOM B PSI/Ly CTaHap-
TOB, ABJSIOIMXCA J0Ka3aTeabHOi 6Gazoii EBponeiickux
NIUPEKTUB, PEKOMEH/IYEMbIX JIJIsI MEJIUIIUHCKON TEXHUKU.
AHaJIOTUYHbIE OTEUECTBEHHbBIE CTAHAAPTHI TIOCTIE TPUHSTUS
COOTBETCTBYOIIUX TEXHUUECKUX PErJIAMEHTOB OYIyT JI0Ka-
3aTesIbHOI 0a30l B 4aCTH, KacaIoLIeHCcs METPOJOTHYECKOTO
obecrieueHs JJabopaTOPHOI TEXHUKH.

ITpumenanue 3. [To0poGHbILL anaIUS3 HOPMAMUBHOT OA3bL
1a6OPAMOPHOT MEOUUUHDL, 2APMOHUSUPOBAHHOU C MENCOYHA-
POOHBIMU HOPMAMU U NPABULAMU, PACCMOMPEH 6 CINATNDE
B.B. Menvwurosa [6].

Pa3spa0oTka craHAapTHBIX 00Pa3IoB

[TepBbIe Mmaru Mo MyTH BCTPAUBAHUS OTEYCCTBEHHOM
MeanTImHCKo# MeTposiorun B pamku JCTLM npenmosaraor
CO3/IaHME PsI/ia CTAHIAPTHBIX 00PA3IIOB /ISt OMOXUMIYECKIX
¥ TeMaTOJIOTHYECKUX uccyefoBannii. K Hactosmemy Bpe-
MEHU pa3paboTaHbl, HCCIIEI0BAHbI 1 BHEAPEHBI CIICAYIOIINE
rocyaapctBeHHbie ctangapTabie o6pasiel (FCO):

1.TCO cocraBa ¢)opMEHHBIX JIEMEHTOB KPOBH — Te-
MaTOJIOTUYEeCKUI KOHTPOJIb. B COOTBETCTBIM € yTBEPIKIEH-

HBIMU HOPMATUBHBIMU JIOKYMEHTaMI HAO0p 00PasIioB mpe/i-
Ha3HAYeH JIJisI KOHTPOJISI METPOJIOTHYECKUX XapaKTePUCTUK
IOJTy- I ABTOMATHYECKUX aHAIN3aTOPOB KPOBU, B TOM UHUC-
Jie TIPY TIPOBEJIEHU T CIIBITAHI C IEJTbIO YTBEP K IeHUST TUIIA
U TIPU TIOBEPKE, 1 IMEET CJIeIYIOINe MeTPOJIOTHYECKIE Xa-
PaKTEPUCTUKU:
— cueTHast KOHIIEHTPAIHUsI PUTPOIUTOB B 06pasiie: 0T
3,5-10'2 10 3,5 - 1012 1~ (mopma), ot 2,0 - 1012 10
3,4 - 1012 p~1 (narosorus);
— CueTHast KOHIEHTPAIIUsI JIEHKOIUTOB B 00pasiie ot
4,0 - 10% 10 9,0 - 10° 1! (mopma), ot 2,5 - 10° 10
3,9 - 109 n~! (naronorus);
— TMpeniesibl TOMyCcKaeMOl OTHOCUTEIbHOU TOTperi-
HOCTH aTTECTOBAHHOIO 3HAYEHMSI CYETHOU KOHIIEH-
TpaLMK SPUTPOLUTOB: £ 7%;
— Mpefiesibl ONMyCcKaeMOl OTHOCUTEIbHOU TOTperi-
HOCTH aTTECTOBAHHOIO 3HAYEHMSI CYETHOU KOHIIEH-
TpaIUK JIEHKOIIMTOB: = 7%.

OG6pas1bl IPeCTAB/IAIOT COGOM CYCIIEH3UIO JIEHKOLUTOB
U 9PUTPOIIUTOB KUBOTHBIX B I1JIa3Me JOHOPCKON KPOBHU.

2. Crangaptusiii oopasen cocrasa JIHK cou npezna-
3HaYeH /Il KaJIMOPOBKY U [IOBEPKU OMOAHAIN3aTOPOB, Pe-
AJN3YIONIUX METOJ TOJTMMePa3HO 1IeITHON peakIuu B pe-
AJbHOM BpPEMEHH, a TaKKe KOHTPOJIb METPOJOTUIECKUX
XapaKTePUCTUK IIPH [TPOBEIEHUN UX UCIBITAHUI, B TOM YIC-
Jie ¢ 1eabio yrBepkaenus tuma. CrangapTHbIil o6paser
npezcrasisier coboit pactsop JJTHK rerernueckn mopudu-
uuposanHoii cou iunuu 40-3-2 (Roundup Ready® soybeans,
Monsanto Company, CIITA) B /IHK narypasbuoit cou
(TOCT 17109-88), pachacoBanublii B ry1acTUKOBbIe (hJia-
konbl (Scientific Specialties Inc., kat. SSI-3320-00, CIIIA)
00bemMoM 0,5 MJI ¢ KPBIIIKOIA.

3. CrangaprHblii 06pasel; MacCOBOI KOHI[EHTPAIUH
X0JIeCTepHHA B KPOBH I1pe[HA3HAYEH [JIsT KOHTPOJISI MEeT-
POJIOTUYECKHMX XaPAKTEPUCTUK OGUOXUMUYECKUX aHAIN3a-
TOPOB KPOBU, B TOM YUCJIEe IIPU IIPOBEIEHNUN UCIIBITAHUIT
C 1eJIBIO YTBEPIKIE€H s TUIIA 1 TIpU 1ioBepKe. CTaHAaPTHBII
obpaserr npezcTasisger coOoi TnoGUIM3UPOBAHHYIO CYC-
[IEH3UIO M71a3Mbl IOHOPCKOI KPOBH.

4. CranmapTHblii 06pasell IIOKO3bI B KPOBH, MIPE/HA-
3HAYEHHBII JIJIS KOHTPOJISI METPOJIOTHYECKUX XapaKTePUC-
TUK TIOPTATUBHBIX TJTIOKOMETPOB.

K nepeurcientniv TCO caenyer gobasuts TCO conep-
JKaHUsI METAJJIOB B KPOBH, pazpaboranubie HCTUTYTOM
torcukogornn OMDBA.

HoBbie BbI30BbBI

Hosble npobiemsbl, crosinue rnepez 1adopaTopHoi Me-
JUIHON 1 TpeOyIolie HOBBIX PaspabOTOK MEIUIIMHCKIX
cTaHaapToB, chOPMyJIUPOBaHbl B paboueil mporpamme
BIPM «O630p 1OPOKHBIX KAPT U CTPATETHIT [7ist OHOU3Me-
penwuii. MccnepoBanue norpeGHOCTENR B UBMEPUTEIbHBIX
YCIYTax ¥ CAUYEHUSIX JIJIs MeXKIyHAPOAHON nH(PPaCTPyK-
TYPBI U151 GUOHAYK 1 OMOTEXHOJIOTUN» , CO3IaHHOI HA OCHO-
Be MCCHAeOBaHUI MeTposorndecknx nHCTUTYTOB CIITA,
Benuko6purannu, KHP u Beabrun.
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B IIporpamme oT™MedaeTcst: «30pagooxpanerie Kax cex-
mop ¢ camoil 60O 1eY006aemeopenHoll nompeodHo-
cmvio 6 nodoepiicke HOBLLX OUAZHOCMUUECKUX MEMO006
o5 pannezo obnapycerus 60IE3HU U NePCOHANUOBANHOT
Mmeduyunsl u 6 noddepicke OMKPLLIMUL U PA3PAOOMKU Jie-
kapcmes. Kak mpuMep HeJIOCTaTOYHOTO PA3BUTHUSI METPOJIO-
rU4ecKoro obecriedeHus J1aboPaTOPHBIX UCCJAE0BAHUI,
npuBositces ganubie mo CIITA: «70% MerunHCKIX perie-
HUIT OCHOBBIBAIOTCSI HA PE3YJIbTaTax JabopaTOPHBIX UCCIIe-
JnoBanuii, moka Tosbko 10% n3 700 caMblX OOBIYHBIX UCIIBI-
TAHUI UMEIOT MEXKIYHAPOJIHO IPU3HAHHbBIE CTAHAAPTHDIE
METO/IbI, TIO/IjiepKUBaIONIHEe UX 3(D(HEKTUBHOCTD Y.

B ITporpamme BIPM niepeunciieHbl OCHOBHBIE U3MEPH-
TEeJbHBIE YCJIYTH, KOTOPBIE OYIyT OCHOBOH IPOCTIEKIBae-
MOCTH B 3/[paBOOXPAHEHUN:

* In-vitro amarnoctuyeckue yCTponcTBa u naathopMbl

17 TIePEKPECTHOTO AaHAJIN3A,;
* BbICOKOMYJIBTUIIJIEKCHBIN KOJTMYECTBEHHBIN aHAIN3
OUOIOrnYecKuX Mpod;
* Culenyioliiee IIOKOJIeHNE CEKBEHUPOBAHIIS HYKJI€NHO-
BbIX KHCJIOT;
* Bujibl ¥ ipuMecH ¢JIeZI0BOTO YPOBHS B GUOIPO6AXx;
e Hpmemnsag rexnosnorus [VD auarnoctuku ctpajgaet
OT He0CTaTKa CTaHAapTHBIX 06pasnos. ChopMyiu-
POBaHbI IJIABHBIE IPOOIEMBI B CO3IAHUH CTAHAPTHBIX
00pasios s GuoaHaIm3a:
HeTleNTU/HbIe TOPMOHBI (CEPOTOHUH, MEJTATOHUH,
JIOTIAMUH );
nporenHbl CbIBOPOTKY (C-peakTUBHBIN IIPOTENH );
HYKJIEMHOBbIE KUCJIOThI (YUCJIO KOMUN BUPYCA,
UJIEHTUYHOCTD U KostmuecTBO MUKpoPHK);
MetabosmThl (He Meree 30: KpeaTuHUH, IJII0K03a,
BUTAMUHBI, JKUPHbIE KUCJIOTHI );

* OjiHa U3 TJIABHBIX TPOOJIEM — PACTYIIlee IPUMEHEHE
M@ POBBIX PyYHBIX crcreM “point-of-care” u, Kax
CJIe/ICTBUE, COMTOCTABUMOCTD C pe3yJibTaTaMu KJIH-
HUKO-AMATHOCTHYeCKuX JabopaTopuil. [loggepxka
TAKUX CUCTEM MOTPeOyeT PeIn3aIii HOBBIX U3Me-
PUTEJBHBIX YCJAYT ¥ CO3[aHUsT HEOOXOIUMbIX CTaH-
JapTHBIX 00Pa3IoB (TIPEsK/IE BCETO: CEHCOP TIIOKO3BI,
cepjeunas cucrema Biosite), mpuuem MakCcUMyMm de-
pe3 3—5 JeT;

e JleTekTUpoBaHMe HU3KUX KOHIEHTPAIIUNA KOHKPET-
ubIx nocaegosareasnocreil JIHK, csaszannbix ¢ 60-
JIE3HDBIO, B IPUCYTCTBUU OFPOMHOTO U30bITKA «HOP-
masibHOI» JTHK;

* Hosbie cucremsr “point-of-care” st 6bICTPOroO Mpsi-
Mmoro onpezesenus JJHK (nipunium «aepHbIro siu-
Ka», BKJIIOYAIONII 9KCTPAKIIUIO TIPOOBI, amMIirdu-
Kanuio u ananus). VX ucnosb3zoBanue, B CBOIO
ouepe/ib, MOTPeOYET TAKUX M3MEPUTETHHDBIX YCJIYT,
Kak:

Mukpouunnossiit anasmn3 PHK u nporennos;

MacC-CIHEeKTPOMETPHUS IPOTENHOB,

XpomaTto-Macc-crekrTpoMerpus u AMP-ciiekTpo-

MeTpusI MeTabOIUTOB, BaluAalsa GUOMApPKEPOB;

* Cosyanue KIMHUKO-TabOPATOPHBIX TEHOMHBIX U Te-

nernyeckux arasonos (CLGGS).

3 0630pa 10pOKHOM KapThl CJIELYET, YTO TJIaBHYIO 3a-
nauy obecriedeHust JOCTOBEPHOCTH COBPEMEHHOM JIMarHoC-
TUKU MEXIYHAPOIHOE COOOIIECTBO BUAUT B YCKOPEHHOM
paspaboTKe CTaHAAPTHIX 00pasIoB A1 OOJIbIINHCTBA 3HA-
YUMBIX AaHAJUTOB MOYH, KPOBU U JIPYTUX OHOJOTMYECKIX
SKUIKOCTEN U TKaHel.

[TpaBUIbHOCTH BHIGPAHHOTO MYTH 110 METPOJIOTHYE-
CKOMY O0ECITeYeHUI0 MEUIUHCKUX UCCJAEOBAHUIT TIO/I-

CCQM-K61: Quantitation of a linearised plasmid DNA,
based on a matched standard in a matrix of non-target
DNA

Reported results and uncertainties
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Puc. 3. Kmouessie camuenns CCQM-K61
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TBEPIKAAIOT GE3YCIOBHBIE YCIIEXU OTEYECTBEHHON METPOJIO-
run B aHaymse JJTHK [3]. CoBmecrbie pazpaborku BHUM
u Nucturyra nuronorun PAH B cozpanuu 'CO npusesu
K ycrennbiM kitoueBbiM candenussm CCQM K61 (puc. 3).

OmnbIT coBMecTHOI paboThl 110 paspaborke 'CO mms
anasuza JIHK rokasas, 4To ToJIbKO COBMECTHBIMU YCUJIU-
SIMU METPOJIOTOB U KJIMHUIIUCTOB MOXKHO JOCTUYD YCIIEXOB
B pelleHny 3aja4, CTOSIUX Hepel JabopaTopHoil [ua-
rHocTukoil. B nemsax agpdexruBnoro Bzanmoeiictsus Poc-
crangapra u PocsapaBranzopa B obsacty 1abopaTopHOii
megununbl B Cankr-IlerepOypre na 6aze Caukr-Ilerep-
OGYPrCKOro roCyIapCTBEHHOTO MEMITUHCKOTO YHUBEPCHUTE-
ta nM. akaja. M.I1.I1asiroBa co3mana MeXBeqOMCTBEHHAST
J1ab0opaTopus MEAULIIUHCKON METPOJIOrHH B cocTaBe Hayumo-
obpaszoBaTebHOro IeHTpa «MHCTUTYT J1abopaTopHOil Me-
nuiuHbl>. B mmanax IenTpa paspaboTka u obecriederue
cepuiinoro Bbirycka 'CO 0CHOBHBIX aHAJIUTOB, B YaCTHOC-
TH: TeMUTJIOOUHITMAHU/IA, COCTABA MOYU, COIEPKAHUST TJII0-
KO3BbI B CBIBOPOTKE KPOBH.

3akio4yeHne

Cosnanach mapajiokcanbuas cutyaius. C oJ{HOI cTOPO-
HBI, B CTpaHe JeCTBYIOT HOPMBI U CTaHJAPTHI MpocJe-
JKUBAEMOCTHU B TaOOPATOPHOU AMArHOCTUKH, MTOJHOCTHIO
oTBevalie TpeOOBAHUSAM €BPOTIEHCKUX IUPEKTUB 1 CTAH-
naproB UCO, a, ¢ Ipyroil CTOPOHBI, OTMEYAETCS TIOJTHOE
HEeMOHUMaHue U Oe3/eiicTBIe OOJIBITMHCTBA (€CIM HE CKa-
3aTh SBHAYUTEJIbBHOT'O 6OJIbH_II/IHCTBa) B YaCTU X peasin3alinum.
Jla, KoHeuHo, eCcTh OpraHU3aIMOHHbIE U (PUHAHCOBBIE TPY/I-
HOCTU B pean3ali IMEPBUYHBIX METO/J0B, HO TTOJTHOE HE-
MPUATHE €CTECTBEHHOTO JKeJaHUS METPOJOTOB MOMOYb
B ITOJIy4Y€HU U TTPaBUJIbHBIX PE3YyJIbTaTOB BbI3bIBAET, CKPOM-
HO CKaKeM, HeJJOyMEeHHE.

Xoyercsd JyMaTh, YTO 3APaBbIii CMBICJ IIOOEIUT, TEM
6oJtee, UTO €CTh YeTKOE MOHUMAaHNE KOHKPETHBIX 3ajiad U
HyTeﬁ UX pemeHnda: OCBOeHNEe COBPEMEHHDBIX U3MEPUTEJIb-
HBIX TEXHOJIOTHH, Pa3pabOTKa HOMEHKJIATYPBI CTAHIAPTHBIX
00pasIoB Ha OCHOBE CHIBOPOTKH KPOBH, CO3/[AHUE CETH Pe-
(bepeHTHBIX J1ab0PaTOPUN MEKAYHAPOLHOIO YPOBHS.
A ryiaBHO€, PYKOBOIUTEJISIM OTEUECTBEHHON 1Tab0PaTOPHOI
MeJUITMTHDBI HeO6XOI[I/IMO TIOHATD, YTO METPOJIOTUA ABJIACTCA
KJIIOYOM B O6eCHe‘{eHI/II/I JMAaTHOCTUKHU TTPAaBUJIbHBIMU pPeE-
3yJIbTaTaMHU.

Jliist BHEpEeHUsT JaHHBIX CTaHAAPTOB HEOOXOAUMO CO-
3/aHKE B CTPaHE IEMOYKH TPOCTIEKMBAEMOCTU B Tabopa-
TOpHOU MeauInHe. /1715 9TOTO cieyeT UCTOIb30BaTh alpo-
OGupoBaHHbBIE 3aPYOEKHBIMU CTPAHAMH METOAMUYECKUE
MaTepuabl, pazpaborarubie OObeiMHEHHBIM KOMUTETOM
[0 TPOCAEKUBAEMOCTH B JTaOOPATOPHOU MeXUIIUHE
(JCTLM) coBmectHo ¢ KOHCY/IBTATUBHBIM KOMUTETOM I10
kosmaecTBy BerectBa (CCQM).
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Mpunoxenue 1

MNepeyeHb 0CHOBOMONAraloLWMX CTAHAAPTOB

npu oL eHKe KayecTBa

B K/IMHMYECKOI NabopaTopHOIt AUarHocTuke

1. NCO 10993-12:2002 buonornyeckas oLeHKa MegULUHCKUX
npubopos. Yactb 12: MoarotoBKa Npob 1 CTaHAAPTHbIX 06pa3LoB.

2. MIC0O 17593:2007 KnuHuyeckue ucnbitateNnbHble 1abopartopum u
in vitro meguumMHckue npubopsl. — TpeGoBaHUA ANs cUCTeM in vitro Mo-
HUTOPMHTA 11 CAMOTECTUPOBAHUSA OPabHON AaHTUKOATYNALMUOHHOM Te-
panuu (B HacTosLLee BpeMs HaxoauTcs B cTanuu npunatusa kak MOCT P).

3. TOCT P MCO 15189:2007 MeanumHckue naboparopun. — Yact-
Hble TpebOBaHUs N0 KAaYeCTBY U KOMNETEHTHOCTU.

4, 1C0 15190:2003 MepunumnHckue nabopatopuu. TpeboBaHus ans
6e30nacHoCTH.

5. TOCTP NCO 151 93:2007 U3penus meguumHCK1e ons auarHoc-
TUKM in vitro. Vi3amepeHune BennymnH B npo6ax 6100rMyecKoin npupoasl.
MpencTaBneHne pedepeHCHbIX METOAMK BbINMONHEHUS U3MEPEHUTA.

6. TOCTP UCO 15194:2007 N3penus meauLUHCKUE An8 AUArHOCTU-
Ku in vitro. Mi3amepeHue BennunH B npobax 61onornyeckoi npupoasl. —
OnucaHue cTaHOAPTHBIX 06Pa3LL0B.

7.TOCT P NC0O 15195:2003 JlabopatopHas meanumHa. TpebosaHus
K nabopaTtopHbIM petepeHCHbIM U3MEPEHUSAM.

8. NCO 15197:2003 In vitro puarHoCcTUYECKUe UCnbiTaTeNbHble
cuctembl. — TpeboBaHMUA ANs CUCTEM KOHTPONS MIOKO3bl KPOBU ANs
CaMOTECTUPOBAHUA AN KOPPEKTUPOBKM ANABETUYECKOTO COCTOSHUS
(HaxopuTcs B cTapmu npuHatus kak FOCT P).

9. NCO 15198:2004 KnuHuyeckas nabopatopHas meauuuHa. In
vitro pMarHoctuyeckue meguLmHckue npudopsl. MoareepxaeHmne npo-
Leayp NPOBEPKM KayecTBa /1S NONb30BATENS U3TOTOBUTENEM.

10. TOCTP MUCO 17511:2003 U3penns meauuUHCKUe ais auarHo-
CTUKM in vitro. N3mepeHue BenuymnH B Guonoruyeckux npobax. Metpo-
JIOTMYECKAnA NPOCNEXMBAEMOCTb 3HAYEHUI, NPUNMUCAHHBIX Kanubparo-
paMm 1 KOHTPOJIbHEIM MaTepuanam.

11. MCO 18112:2006 KnuHnyeckune ucnoitatenbHole naboparopum
W in vitro meanumHckue npubopsl. In vitro guarHoctTuyeckue npubops
Ans npotheccuoHanbHoro ncnonb3osanus. — 06wune obs3aTenbHble
Tpe6oBaHMs N0 NPeACTaBAAEMOII U3rOTOBUTENEM MH(OPMALMY.

12. TOCTP MCO 18153:2003 U3penns meauLUHCKME ais auarHo-
CTUKM Tn vitro. Vi3mepeHus BennymnH B Guonornyeckux npobax. Metpo-
JIOTMYECKAsA NPOCIEXMBAEMOCTb 3HAYEHMI KaTaNUTUYECKON KOHLEHT-
pauun GepmMeHTOB, NPUNUCAHHBIX KanMbpaTopam U KOHTPONbHbIM
matepuanam.

13. CO 19001:2002 U3penus meanLMHCKME NS OUATHOCTUKM In
vitro. MpeacTaBnsemas u3rotosutenem nHdopmaums o6 okpawmsaHum
peareHToB AN in vitro AUArHOCTUKM B GUONOTUN.
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14.11C0 20776-1:2006 KnuHu4eckue ncnbitatenbHble n1abopatopum
u in vitro puarHocTMYecKkue TecT-cuctembl. — McnbiTaHua BOCNPUUM-
UMBOCTU K MHPEKLMOHHBIM 0OBEKTAM U OLEHKM aHTUOaKTepuanbHoOM
BOCMPUUMYMBOCTU UCABITYEMbIX NpubopoB. YacTb 1: PedepeHcHblil
MEeTOZ, UCMbITaHUM 1N Vitro aKTMBHOCTM aHTUOAKTEPUANbHbIX 00bEKTOB
NpoTUB BbICTPOrO POCTa a3pPOOHbIX BaKTePHil, NPUCYTCTBYIOWNX B UH-
(heKLMOHHbIX 60IE3HSX.

15. 1CO 20776-2:2007 KnuHn4eckue ncnsiTatenbHble nlabopatopum
u in vitro puarHocTMYecKkue TecT-cuctembl. — McnbiTaHna BOCNPUUM-
YNBOCTU K UHDEKLMOHHBIM 06BEKTAM M OLEHKW aHTUOaKTepUanbHoM
BOCMPUMMYMBOCTU UCTIbITYEMbIX PUBOPOB. HacTb 2: OueHKa aHTUOaK-
TepuanbHo BOCMPUMMYUBOCTN UCMBITYEMbIX TPUOGOPOB.

16. 1C0 22869:2005 MeauumHckne nabopatopun. — PyKOBOACTBO
ans naboparopuit no npumeHenuto MCO 15189:2003.

17. UCO 22870:2006 MepeppuxHoi nocT. TpeboBaHUA K KauyecTBy
1 KOMNETEHTHOCTH.

18.TOCT P 53133.1-2008 TexHonornu n1abopaTopHble KIMHUYECKUE.
KoHTponb KayecTBa KNMHUYECKUX NAaBOPaTOPHbLIX NCCNEA0BaAHMIA.

Yactb 1. [pepens fonyckaemoit NorpeLHoCT pe3yasTaToB U3MeperHus
aHaJIMTOB B KNMHUKO-ANArHOCTUYECKNX 1abopaTopusx.

19.TOCT P 53133.2-2008 TexHon0rnu NabopaTopHble KIMHUYECKUE.
KoHTposib kayecTBa KNMHWYECKMX TaBOPaTOPHbIX MCCNEA0BaHMIA. HacTb
2. MpaBuna npoBeAeHUs BHYTPMIABOPaTOPHOro KOHTPONA KayecTsa
KONMYeCTBEHHbIX METOA0B KJIMHNYECKUX TaB0PaTOPHbIX UCCNef0BaHUI
C MCMONBb30BaHNEM KOHTPOJIbHBIX MaTepUanos.

20.TOCT P 53133.3-2008 TexHon0rnu 1abopaTopHble KIMHUYECKUE.
KoHTposib kayecTBa KNMHUYECKMX 1aBOPATOPHbLIX MCCNEA0BaHMIA. YacTb
3. OnucaHve matepuanos ANs KOHTPONA KauyecTa KNMHUYECKUX Nabo-
paToOpHbIX UCCNE[0BaHUN.

21.TOCT P 53133.4-2008 TexHon0rnu 1abopaTopHble KIMHUYECKUE.
KoHTposib kayecTBa KNMHUYECKMX 1aBOPATOPHbLIX MCCNEAOBaHMIA. YacTb
4. MNpaBuna npoBefeHUs KNNHMYECKOro ayanTa 3 deKTMBHOCTM nabo-
paTopHOro obecneyeHns AeATENbHOCTU MeAULMHCKUX OpraHu3aLuil.
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WU3patenbcko-nonurpacuueckunin otaen ¢pupmbl «KOCTA» ¢ 1993 roaa 3aHMMaeTC NOArOTOBKOW U M3AAHWUEM KHMT.

3a atu roabl Mbl npuobpeny 60bLLON ONbIT NOArOTOBKM CEUNAnbHOM, U B YaCTHOCTH, MEAULUMHCKON INTEPATYPbI.
Cpeav noAroToBNeHHbIX HaMW KHUI — paboTbl B 061aCTH KapAUOIOrnu, HEBPOIOrMN, XUpypruu,
reHETUKMN U APYrvX 061acTsIX MEANLMHBI.
Mbi 6ysem pagel moMo4b Bam nogrotoBuTh K neqatu 6uneiHbiii COoOpHUK, MOHorpaguiw, 6polupy,
mMeToanyeckne pekomeHgauumn, aBTopegpepar.

CobcTBeHHas nonurpaguyeckas 6aza Mno3BossieT onepaTMBHO oTreyatath 06y MoAMrpaduyeckyto NpoayKuumio.
Kpome T0ro, Haww av3aiiHepbl pa3paboTarT A5 Bac BU3NTKU, HaKIEHKN, PEKNAMHbIE TUCTOBKMU, 0OI0KKU KHUT.
He TpaTbTe AparouyeHHoe BpemMs Bawux Crieunannctos — rMpuxoanTe K Ham.

Caenatb Bawy pyKonncb KHUron — Hawa crieynasibHoCTb.

U3spatenbcko-nonurpacdunyeckas komnaHma «KOCTA»
www.kostaprint.ru

(812) 445-10-02
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YK 616-074/078

N3YUYEHUE KAMHUYECKOM AABOPATOPHOM AMATHOCTUKU BPAYUAMMU
PA3AUYHbBIX CMELUIMAABHOCTEM — OCHOBA AASI ONTUMU3ALIMU AUAAOTA

AABOPATOPUN U KAMHULIMCTA

10.B. MEPBYLWIWNH', B.N. BOHAAPEBA' 2, B.H. UBAHOBA', C.Lll. POTOBA!

1 Kacheapa kAMHMUeckoi AabopaTopHo¥ AMarHoctuku MHctutyta
NOCAEAMITAOMHOIO U AOMOAHUTEABHOTO 0Opa3osanus N'bOY BINO

2 CTaBpOmnoAbCKasi FOCyAapCTBEHHAsi MEAMLIMHCKAs akaremusi Mun3apascoupa3ssutust Poccuy,
MunucrepcrTBo 3apaBooxpaHenunsi CTaBponoAbLCKOro Kpas

Pestome. Ociiogoii Onsi ONMUMUIAUUU OUAL02A TAGOPATNOPUL U KIUHUUUCTIA MOYCEm Obimb emKo chopMuposanias
npozpamma nodzomosKu no 1a6opamoprol meouyune, Komopast 00IICHA BKII0UAMb 00A3AMENBHOE USYUEHIUEe CReUUAIHOC-
mu 00 noayueHus: OUNIOMA U NOCIOSIHHOE NOCAEOUNTIOMHOE COBEPULEHCTNBOBAHUE — DAZNIUUHOE, HO 003amelvHoe 0s payeil

PasHbLX cneuualbHocmel.

Kntouesvie crosa: knunuueckas ﬂa60pamopﬂaﬂ 8uaaﬂocmu1<a, no02omoexa cneyuanucmoas, NOCIEOUNTOMHAS 0020~

moeKda.

MEDICAL PRACTITIONERS COMPETENCY IN CLINICAL LABORATORY DIAGNOSIS:
A BASIS FOR OPTIMIZATION OF DIALOGUE BETWEEN THE CLINICAL SPECIALIST

AND SPECIALIST IN LABORATORY DIAGNOSIS

YU.V. PERVUSHIN', V.P. BONDAREVA?" 2, V.N. IVANOVA', S.SH. ROGOVA'

T Chair of clinical laboratory diagnosis; Institute of Postgraduate education
Federal Budget Educational Institution of Higher Professional Education

2 “Stavropol State Medical Academy” Ministry of Health Care and Social Development
of Russian Federation, Ministry of Health Care of Stavropol District

Summary. Effective dialogue between the laboratory and clinical practitioners should be based on the adequate training
program in laboratory medicine. This program should include obligatory laboratory medicine course at the level of undergraduate
education and further postgraduate training. The postgraduate programs should be obligatory for all the clinical specialists
but the content should depend on the basic specialization of the physician.

Key words: clinical laboratory diagnosis, specialists training, postgraduate education.

lanHble 17151 KOPPeCIOH/eHIUH:

Iepsywun FOpuii Braducrasosuy, KanauaaT MeUIIMHCKUX HAYK, Ipodeccop,

3aBeyomuil Kadeapoil KIMHUYIEeCKON Jab0paTOPHON IMArHOCTHKI

WuctuTyTa MOCIe AMIIIOMHOTO U JIOTIOJTHUTEIBHOTO 00PA30BAHISI

I'BOY BITO Crasporiosibckas rocyiapcTBeHHAS MeIUITMHCKAs akajieMuss MuH3ipascotpazsutust Poccuu,

355017, . CraBporob, yi1. Mupa, 310,

tei.: (8652) 56-42-19, +7-9624-454-735, e-mail: pervushin60@gmail.com

[lesrbro Ha3HAYEHUST U BBITIOJHEHUST KIUHUYECKIX Jia-
GOPATOPHBIX MCC/IEIOBAHMIT SBJISETCS TIOJIyUeHHE J0CTO-
BEPHOI1 U cBOEBpeMeHHON JabopaTopHoii urndopmanun 06
M3MEHEHUSIX COCTOSTHUS ONPeIeIEHHBIX (DU3NOJIOTHYECKUX
CHUCTEM W OPraHOB TNaIlUeHTa, UMEIOIINX TPUIMHHO-CJIIe]-
CTBEHHYIO CBSI3b C TIPEAIOJIaraeéMbIM WJTH Pa3BUBIIMMCSI
MaTOJIOTMYeCKUM TIporeccoM [1].

B03MOKHOCTH KJIMHUKO-AHArHOCTHYECKUX J1abopaTo-
PUil yUpesKIeHUIT 3/IPaBOOXPAHEHUST B TIOCJIEIHUE TO/IbI CY-

IIeCTBEHHO pacCIIMPIINCh. IIponsoniio 3HaUMTETHHOE
yIIyUIIeHre MaTepUaIbHO 6a3bl TaGOPATOPHOIT MEAUTINHEL,
CBsI3aHHOE C HAI[MOHAIBHBIM IIPOEKTOM «30POBBE» U MO-
JepHU3aImeir MeanuHbL. OTHAKO 9TO He BCeT/a MOAKPeI-
JISIETCS IOCTATOYHOI TTIOITOTOBKOI Bpaueil pa3ImyHbIX CIIe-
nuanapHocreir (BPC) mo kanHudyeckoil sabopaTopHOii
MATHOCTHKE. BBITyCKHUKN BY30B HE UMEIOT JO0CTATOYHBIX
HABBIKOB aHAJIM3UPOBATH PE3YIIBTATHI TaGOPATOPHBIX HC-
CJIeIOBAaHUI, COMOCTABJATh UX C KIMHIYECKON KapTUHOMN
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IIpoGaembl 00pa3oBaHus, CTaHAAPTH3AIMH U METPOJOTHH B JJa00PATOPHON MeTUIMHE

3a00JieBaHUsI, IPUMEHSITD JIJisI BHICTABJIEHUST [MATHO34,
OIIEHKHU TSIPKECTU COCTOSHUS TNanuenTa u 3(h(heKTUBHOCTH
npoBoaumoii Tepanun. Hempocrarounast noaroroska BPC
4acTo He TT03BOJISIET MOJHOCTBIO UCIIOIb30BATDH BCE BO3MOXK-
HOCTH TIOCTABJISIEMOTO COBPEMEHHOT0 JIab0paTopHOro 060-
pPyZOBaHUS U TPUBOJUT K HEJAOCTATOUHO 3 HEKTUBHOMY
€r0 MCI0JIb30BAHUIO.

Knunnyeckue 1abopaTopHble HCCIEI0BAHUS SABJISIOTCS
00IIIM JIeJIOM KJIMHIUYECKOT0 1 JIaboPaTOPHOIo MepcoHalIa.
Pazpnenenve dyHkiuii 1 OTBETCTBEHHOCTH MEXK/y HUMU
yeTko pasrpanndyero B TOCT P 53079.3-2008. Oxnako
MpaKTUYecKasl peajnsalus MoJ0KEeHUI 9TOTO TOKyMEeHTa
BO MHOTI'OM 3aTPYy/IHEHA, TaK KaK /|0 HACTOSIIEI0 BpeMEHH
He CJIOKWUJIACh cTpoiiHasg cuctema noarorosku BPC o
ocHOBaM J1abopaTOPHON MeAuIMHbL. B geiicTByiomux o6pa-
30BaTEJIbHBIX CTAHAAPTAX AUCIUIIINHA «KJIMHUYECKas Jia-
6GopaTopHas IUArHOCTUKa» OTCYTCTBYET, XOTsI COTJIACHO
npukasy Munsapascorpassutust Poccuiickoit Depepannn
Ne210u ot 23 anpesst 2009 1. oHa OTHOCUTCST K OCHOBHBIM
crieruaabHoCcTIM [2].

IIepsbiM sTanom noarorosku BPC 1o mabopaTtopHoit
MeJIMIIHHE JIOJBKHO ObITh 00sI3aTeIbHOE BBEJIEHUE COOTBET-
CTByIOIIEH yueOHOI AUCIIUILIUHBL B 00pa30BaTe/IbHbIE CTAH-
JIapThI /I BCEX MEJIUIIMHCKUX (DaKyJIbTeTOB, BBIITYCKHUKHI
KOTOPBIX MOTYT Jlajiee CTAHOBUTLCS BpayaMy KITMHIUYECKOH
saboparopHoil ararnoctuky. Kimmaudeckast tabopaTopHast
JIMarHOCTUKA JIOJIKHA OBbITh BKJIIOYEHA B OCHOBHYIO ITPO-
rpaMMy IOJIFOTOBKHU CTY/IEHTOB M B MEIUIIMHCKUX BYy3aX
cosganel Kadeapbl (Kypebl) KINHUYECKOH JTabopaTOpHOM
nuarnoctuku. Ha aTom ararie ciemyeT MakCMMaJIbHO UC-
10JIb30BATD OMBIT Kadeap, KOTOpbIe y:Ke MPOBOJAAT IO/r0-
TOBKY CTY/IEHTOB B pa3HbIx By3ax Poccuiickoit Menepannn,
a Takxe Kadenp MmocaeuIIOMHOTO U JJOTIOJTHUTEIBbHOTO
obpasoBanus. Bompockl 110 KIMHUYECKON 1abopaTOpHO
JIMAaTHOCTHKE 00513aTeJIbHO JI0JIKHBI ObITH BKJIIOUEHBI B TIPO-
rpaMMy UTOTOBOU TOCY/lapCTBeHHOI aTTectanuu. OTcyT-
cTBUE y4eOHOM IMCIUIINHBL, MTOTOBOTO AK3aMeHa, Kade/1-
PbI, IPOBOAAIIEH TOATOTOBKY 110 Y4eOHOH AMCIUILIIHE,
OCYIIECTBIISAIONIEN KOOPIMHAIIMIO ITPEIIOIaBAHM TIPEIMETA,
NPUBOAUT 1 GyIeT NPUBOAUTH K OTCYTCTBHIO JOJKHOTO
YPOBHA 3HAHUU, yMEHU, TPAKTUUYECKUX HABBIKOB U KOMIIE-
TEHIINIT y BBITYCKHUKOB BY30B 110 1a00paTOPHON MeIUITIHE.

Ha caenyromiem arane, atare moCJAeIMIIZIOMHOTO U JI0-
HOJHUTEJbHOTO 0OPA30BAHUSI TIPEJICTABIISIETCS] BAKHBIM
U3y4YeHUE OT/ENbHBIX PA3/IeIOB JAOOPATOPHON MEIUIIUHBI
Ha Bcex aTanax noaroroBku BPC (B kmHudyeckoit opjinna-
Type, HHTEPHATYPe, IIUKJIaX 00IIEro U TEMATUIECKOTO YCO-
BepIeHCTBOBaHsT ). /17151 OBBIIIEHUS MOTUBAITUK OOy Y€HUST
OCHOBaM JTaGOPATOPHOI MEAUTIMHBI BECHMA 11€1eC000Pa3HO
BKJIIOYEHME BOIIPOCOB 10 KJIMHUYECKOM JJab0paTOPHOM Jna-
THOCTHKE B IlepedeHb 3HaHul, yMEHUH, HaBBIKOB, HEOOXO0-
IUMbIX g attectarnn BPC u mosydenus uMu cooTBeT-
CTBYIOIINX KaTeropuil. Yuactue B paboTe aTTeCTalMOHHbIX
KOMUCCHUIA TTO3BOJISIET 3aKI0unTh, uTo BPC Hepenko ne-
MOHCTPUPYIOT caabble 3HAHUST BOIPOCOB J1ab0PaTOPHOI
JIMATHOCTUKHU.

Coszianuie IporpaMMbl MO3TAITHOTO CKBO3HOTO TIPETIO-
JaBaHUsl KIMHUYECKON J1abopaTOPHOI AUATHOCTUKU [1JIsI
BPC na Bcex aranax o0y4eHus CIELUATICTOB BO MHOIOM
pemtio Obl IPOOJIEMbI HOATOTOBKH 110 JIAGOPATOPHOIT Me-
JUIHe. JTa IporpaMMa, Wi, IpaBujibHee, POTPAMMbI
JOJIKHBI OBIT pasmdubivMu 1711 BPC 1 oK b1 OBITH CKOP-
PEKTUPOBAHBI B COOTBETCTBUM CO CTAHAAPTAMM OKAa3aHU
MEIUIMHCKOIN ITOMOIIM TTaI{eHTaM.

Opnnako Heb3s: BCe MPOOIeMbl B3aUMOAEHCTBHS KJIN-
HUYECKOTO U JaG0PaTOPHOrO MEePCOHANA CBECTH TOJBKO
K MOJTOTOBKE Bpauell KIMHUIUCTOB. BaskHoil aBisgercda u
HOrOTOBKA CIIEIMAJIICTOB 0 KJIMHUYECKOU JJab0paTOpHOM
JMarHocTrke. B Hell Takike nMeercs SBHbINA 1poOeJI, CBs-
3aHHBII ¢ M3y4eHHEeM OCHOB JIabOPaTOPHON MeIMIIMHBI
B CTYZIE€HYECKUI IIEPUO, T. K. OTCYTCTBIE OCHOBHOI 6a30BOM
MO/IFOTOBKY HA PAaHHUX dTanax (hOPMUPOBAHUS Bpaya Me-
maeT gajbHeiimemMy Boibopy npodeccun. Hepenko B 1a6o-
pPaTOPHUIO MPUXOJISAT BPAYU TI0CJIe HEY/IAUHON MOTBITKU Pa-
6oTaTh B APYIUX CHEMUANBHOCTSIX. ITO IPUBOLUT K TOMY,
YTO BMECTO OCHOBHOTO TIOCJIEIUTITIOMHOTO TTYTU OBJIAJIEHUST
J1a6OPATOPHON MEAMIIMHON — MHTEPHATYPa /U1 KJIK-
HUYECKasl OPJAMHATYPA, OHU MPOXO/SAT YPE3AHHbBINU TTyTh
YEThIPEXMECSIYHOU TTePENOITOTOBKU C €CTECTBEHHBIM 3HA-
YUTEJbHBIM CHUKEHUEM YPOBHS 3HAHUU, YMeHUU u
HaBBIKOB.

He no6aBui onrrnmuama u ipukas MuHycTeperBa 31pa-
BOOXpaHEeHUsT U conuasbHoro pa3sutust Poccuiickoit Me-
nepaunn Ne541n ot 23 miona 2010 1. «O6 yrBepxkaeHun
€JIMHOTO KBAJTM(UKAIIMOHHOTO CIIPABOYHUKA JIOJDKHOCTEN
PYKOBOJIUTENIEH, CIIEITUATIMCTOB U CJIY>KaluX, pa3jes «Kpa-
Jn(pUKAIMOHHbIE XapaKTePUCTUKK [JOJKHOCTEH paboTHH-
kOB B cdepe 3apaBooxpanenusi> [3]. B atom npukaze
B JOJDKHOCTHBIX 0OS3aHHOCTAX Bpada KIMHIYECKOI J1a60-
PaToOpPHOI AMArHOCTUKK OTCYTCTBYET BpaueOHast COCTaBIIs -
1omas paboThI CIeNuanucTa JabopaTopHOil IUArHOCTUKY,
€ro poJjib B JUArHOCTUYECKOM M JiedebHoM 1rpoitecce. I1o
CYTH, COTJIACHO 3TOMY MPUKA3Y POJIb Bpaya KIMHUIECKON
J1abopaTOPHOIL IMATHOCTUKHU B JJaDOPATOPUH HIPAKTHYECKH
TakKas e, KaK ¥ PoJib OMOJIOra, U CBOJUTCS K IIPOBEIEHUIO
AHAJIUTUYECKUX TIPOIELYP.

Hawm nipezictaBiisieTcs, 4T0 OCHOBOM 11 ONITUMU3AIINT
auajora JabopaTopuK U KIMHUIICTA MOKET OBITh 4€TKO
chopMupoBaHHas IPOrpaMma MOATOTOBKU 110 1abopaTop-
HOHI MeAUIMHE, KOTOPas ZOJKHA BKII0YATh 0043aTe/IbHOe
u3yvyeHue CIenuasbHOCTH /10 TOJIYyYeHUs JIUTLIOMA U T10-
CTOSIHHOE TI0CJIE/INTITIOMHOE COBEPIIIEHCTBOBAHME (Pa3Jiny-
Hoe a1 BPC). Heo6xoauMo 1 BKJIIOYEHNE BOIIPOCOB 110
J1a00paTOPHOM AUATHOCTUKE B IIepedetb 003aTeIbHbIX IPU
MIPOXOK/IEHUN ATTeCTAIINU. Bee 9T1 Mepbl ABISIOTCS HAJIEXK -
HOI OCHOBOI /IS OBBIIIEHMsI YPOBHs 00CIeA0BAHUS 1A~
I[IMEHTOB W OKa3aHUI UM Ka4eCTBEHHON MeIUIMHCKON 110-
MOIIIM HA BCEX ATAIAX IIPOBOJIMMON TEPATTIH.

Jlutepatypa
1. TOCT P 53079.3-2008. lpaBuna B3anMOAeNCTBMA NepcoHana
KNMHWUYECKUX NOAPA3AeNeHUI U KNNHUKO-AUArHOCTUYeCKUX 1aboparo-
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puUit MEANLMHCKMX OPraHNU3aLMid NPy BbINONHEHUM KTMHUYECKUX Nabo-
paTopHbIX MCCNef0BaHMIA.

2. Mpuka3 MuHuUcTepcTBa 34paBOOXPAHEHUA U COLMANBLHOIO pas-
BuTUs Poccuitckoit ®epepaumnn Poccun N2 2101 ot 23 anpens 2009 r.
«0 HOMeHKnaType cneyuanbHOCTENM CNeLUanuCcToB C BbICWKMM U nocne-
BY30BCKWUM MELULMHCKUM 1 hapMaLeBTUYeCKUM 06pa3oBaHmeM B cde-
pe 3apaBooxpaHeHus Poccuiickoit Degepauymnny.

3. Mpuka3 MuHKCTEpPCTBA 34PAaBOOXPAHEHMUS U COLMANBLHOTO pa3-
BuUTUA Poccuiickoit Pepepauum N2 541H o1 23 nions 2010 1. «06 yTBEPXK-
AEHUM e[MHOT0 KBAM(MUKALUOHHOTO CNPABOYHMKA LOMKHOCTEN PYKO-
BOAUTENEN, CNEUMANINCTOB U CYKALWKX, pasaen «KBanuduKaLmoHHble
XapaKTePUCTUKM [OMKHOCTEN PaBOTHUKOB B Chepe 34paBooXpaHeHUs».

locypapcTBeHHOe OlofKeTHOe 06pa3oBaTe/bHOE yUpexaeHIe BbICIIEro npotheccMoHanbHoOro obpasoBaHus
CaHkT-lMeTepOyprekuii rocynapcTBEHHbI MEAULMHCKUIA YHUBEPCUTET UMeHU akagemuka .. Masnosa
MuHucTepCcTBa 3[,paBOOXPaHEHMA U coLManbHoro passutus PO
HayuHo-o6pa3oBatenbHbiii LleHTp «HCTUTYT NabopaTopHON MeguLUHbBI»
197022 Cankt-lMetepbypr, yn. J1. Tonctoro, 6/8. Ten./dakc (812) 233-97-26, e-mail: 2339726@gmail.com

Kathenpa knuHuyeckoil NabopaTtopHoOit [UArHOCTUKM C KypcoM MonekynsipHoi meanuumnHsl CMNOGIMY um. akaa. W.M. Masnosa npurnawa-
€T Ha LMKIIbl TEMAaTUYECKOTO YCOBEPLIEHCTBOBAHMA BpPayell U CpeAHNX MeANLMHCKUX PaOOTHUKOB Ha (akynbTeTe NOCNeANUMIOMHOT0 06-

pa3oBaHuA.

®opma 06yueHus: ouHas — 72 yaca; 04HO-3a04Has — 144 yvaca.

1. YnpaBneHue KayecTBOM 1ab6oOpaToOpHbIX UCCIIEA0BAHUN

Kateropus caywareneii: ynpasnsiolime no Ka4ecTsy, IMaBHble
Bpayu, 3aBeflylolLmne, Bpaun 1 GMONOrU KIMHUKO-AUArHOCTUYECKUX
naboparopuii.

OcHoBHble Bonpocbl: OCHOBbI MEHE)KMEHTA KayecTBa B 34pa-
BOOXPaHeHWU, 06LLMe BONPOCH YNpaBieH s KayeCTBOM labopatop-
HbIX MCCNeA0BaHMIA, PyKOBOACTBO MO Ka4yecTBy, KA4eCTBO NpeaHa-
JIMTUYECKOTO 3Tana, MeTPONOrnyeckne acnekTbl aHaIUTUYECKOro
3Tana, BHyTpuiabopaTopHbIil KOHTPOIb KA4ecTBa, Mex1abopaTopHsble
CPaBHEHMUS, CUCTEMbI BHELIHEN OLEHKM KauecTBa, 0COOEHHOCTH KOH-
TPOJIA KayecTBa Npu pasnnyHbIX 1abopaTopHbIx TexHonoruax (MPA,
TYpOOAMMETPHSA U NP.), aCNEKTbl UHOPMATUBHOCTY B TABOPATOPHOI
MeanLmHe, nabopatopHble UHHOPMALMOHHbIE CUCTEMDI.

JKOHOMUYECKMe acneKTbl 06ecneyYeHns KauecTBa: TexHUYecKue
3a[jaHuA Ha NOCTaBKy 060PYAOBaHUS, peareHToB, Kaambparopos
PACXOAHbIX MAaTEPUANOB, LIeHA U CeBeCcTOMMOCTb 1abopaTOPHbIX UC-
CNIel0BaHMIA, QyTCOPCUHT.

0630p 1 pa3bop ocHOBHLIX cTaHAapToB: MCO (MCO 9001:2008,
NCO 13485:2003, NCO 14971:2007), mpekTusa 98/79/EC uH BuTpo,
CE MapKkupoBKa U38enuil UH BUTPO ANArHOCTUKM, 3aKOHOLATeSIbHbIe
Tpe6osaHus EC, lapmoHusaums tpebosanuii c gupektusamu EC.

2. NlaGopaTtopHas aMarHoCTUKa B TpaHchy3nonorum

Kateropusa caywareneii: Bpauu 1 61onoru KIMHUYECKON Na-
60paTopHOIt ANArHOCTUKY.

OCHOBHbI@ BOMPOCbI: OCHOBbI OpraHuU3auuu N1abopaTopHoii
cny*6bl, rematonornyeckme 1 GUOXMMUYECKUE UCCNe0BAHMS, Na-
GopaTopHas AMarHocTMka UHGeKUUin, UMMyHOTreMaToaornyeckne
UCCNef0BaHNUA aHTUrEHOB 3PUTPOLMTOB, 1abOpaTopHas AUArHoCTU-
Ka ayTo- W anioCeHCMOUNM3aLNY K aHTUTEHAM IPUTPOLIUTOB, NeiiKo-
LMTOB, TPOMGOLMTOB, 06ecneyeHre 6e30NacHOCTH TpaHCY3UOHHOM
Tepanuu, NabopatopHas AMAarHOCTUKA reMONUTUYECKON BoNe3Huy,
nporpammbl N1abopaTopHON AUArHOCTUKM NPUYMH NOCTTpaHChy3U-
OHHBbIX OC/TIOXHEHWUW, METOLLbl aBTOMATU3aL MU UMMYHOTEMaTonoru-
YeCKMX uccnefoBaHui.

Peanuszauusa MoctanosneHus Mpasutenscrtea N2 1230 ot 31.12.
2010 . «06 yTBEPKAEHMM NPABUN U METO0B UCCNE[OBAHMI U Npa-
BUN 0TOOPa 06pa3LoB JOHOPCKOM KPOBM, HEOOXOLUMBIX ANs NpH-
MeHeHUS N UCMOJIHEHUSA TEXHUYECKOTO pernaMeHTa o TpeboBaHmAX

6e30MacHOCTM KPOBU, ee NPOAYKTOB, KpOBE3aMeLLAIoLMX PACTBOPOB
1 TEXHUYECKUX CPECTB, UCMONb3YeMbIX B TPaHCHY3MOHHO-NHDY3M-
OHHOV Tepanumny.

3. UMMyHOAMArHOCTUKA M MOHUTOPUHT 3h(heKTUBHOCTH Te-
panuu B MHoronpogunbHoN KnuHuke. MpoToyHas uUTOMeTpMUA
B remaronoruu

Kareropusa cnywareneii: 3aBefytolume, Bpauu v 61onoru knu-
HWUKO-[MArHOCTUYECKNX NabopaTopuit.

OcHOBHble BONPOCHI: METOAbLI MCCNEA0BAHNA B reMaTonoruny,
opraHu3auus reMmaToNnorMyecKnx 1 UMMyHOIOrMYECKUX UCCNef0Ba-
HWii, reMo6NacTo3bl — AMArHOCTUKA, KOHTPONbL Tepanuu. MocTpoe-
HU1E MarHOCTMYECKOro anropuTMa C y4eToM aHanUTUYeCKMX XapakK-
TEPUCTUK METOJ0B UCCNEA0BaHNIA.

4. JlabopatopHble TexHoorMu B pa6oTe Bpaya o6weif npak-
TUKU

Kareropusa cnywareneii: Bpaun o6ueii npaktuku (cemeitHas
MeaMLMHA), Bpauu pas3aMUHbIX KTMHUYECKUX CelUaNnbHOCTel, Bpa-
4M M BUONOTU KNUHUKO-[UArHOCTUYECKUX NabopaTopuit.

OCHOBHbIe BOMPOCHI: KNMHWYeCKasn nabopaTopHas AnarHo-
CTUKA: YYBCTBUTENbHOCTb, CNELMPUYHOCTD, IPDEKTUBHOCTD, UHDOP-
MaTUBHOCTb; 0COOEHHOCTU OLEHKM Pa3NUYHbIX GUONOTUYECKUX
XUAKOCTENR; KINHUKO-ANArHOCTUYECKOE 3HAYeHNe UCCIef0BaHNs
nokasarteneil CUCTeMbl TeMocTasa, 1abopaTopHbIii KOHTPONb aHTU-
arperaHTHOI W aHTUKOArynAHTHOM Tepanuu; anroputm naboparop-
HO AMArHOCTMKM 3aboneBaHNii CepAeYHO-COCYRUCTOI CUCTEMDI;
MOHUTOPUHI TEYeHUs caxapHoro auabeTa; BOZMOXHOCTW nabopa-
TOPHOM AMArHOCTUKM HApyLIEHUA UMMYHHO CUCTEMbI; ANTOPUTMbI
NabopaTopHOIit AMArHOCTUKM OHKONOrMYeCcKux 3abonesaHuit, 3a60-
NeBaHMNii NOYeK, JenyA0YHO-KNLEYHOTO TPaKTa, Ierkux, SHAOKPUH-
HOI1 CUCTEMbI, CUCTEMBI KPOBM, CUCTEMHBIX 3ab0neBaHuii, nabopa-
TOpHOE obecneyeHne AMarHoCTUKM U MOHUTOPUHIA Tepanum annep-
ruyeckux 3abonesaHuit. locTpoeHue fUarHOCTUYECKOrO anropuTMa
C YYETOM aHaNUTUYECKNX XapaKTEPUCTUK METOA0B MCCNe0BaHMIA.
(®opMbl opraHu3aLumM NabopaTopHOil CAYKObI C y4ETOM KNUHUKO-
AVArHoCTUYeCKUX 3afady 1 06beMOB UCCNefoBaHui, obecneyeHune

IIpodoncenue na cmp. 37
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IIpoGaembl 00pa3oBaHus, CTaHAAPTH3AIMH U METPOJOTHH B JJa00PATOPHON MeTUIMHE

YAK 377/378 : 616-074

KOH®EPEHLIMSA «OBPA3OBAHUE B KAMHUYECKOI XMMWUU U AABOPATOPHOM

MEAULMHE»
M.U. 3BAPAMCKUI

F6OY BIO CI16IMY um. U.I. NasroBa Mun3apascoupa3ssutus Poccum
Kacheapa kAMHMYECKOH AQDOPaTOPHOW AMATHOCTUKM C KYPCOM MOAEKYASIPHOW MEAULIMHBI

Pestome. C 17 no 19 mapma 2012 z00a ¢ IIpaze npouiia kongepeniyus, nocesuenias 60npocam o0yuenis no cneyu-
anvrocmu «Knunuueckas 6uoxumus u kaunuueckas aabopamopnas ouaznocmuxas. B pamxax xonpepenyuu npouen agh-
pexmusnviil 0630p CyuEeCMBYIOUUX cucmem 00pasosanus 6 pasiuunoix cmpanax Eepocorosa. Obcyacdanucy 6onpocot npo-
Qo1CUMELLHOCIIU 06YUeHUs, CUNXPOHUSAUUU YUeOHBIX NPOZPAMM, POPMUPOSAUL eOUot 00YUAIOWe CUCeMbL,
BRIIOUAIOUETE BOZMONCHOCTIU CIMANCUPOBOK, JLEKMPOHHO20 UHMEPAKMUBHO20 00YUCHUS U UHMEPHAUUOHATDHBIX NPUHUUNOG

cepmuuKkayuy cCneyualiucmos.

Kniouesvie cnosa: 06]76130607—!716, ﬂa60pamopﬂaﬂ Meauuuﬂa, noausaleHnHocns U MOHOBANIEHNTHOCTb 6 06pa306aHuu.

CONFERENCE “EDUCATION IN CLINICAL CHEMISTRY AND LABORATORY MEDICINE”

M.1. ZARAISKI

Federal State Budget Educational Institution of Higher Professional Education
“Saint-Petersburg State Pavlov Medical University”, Ministry of Health Care and Social Development,
Chair of clinical laboratory diagnosis with the course of molecular medicine

Summary. From 17 to 19 March 2012 in Prague the conference was held concerning the problems of specialists’ education
in clinical biochemistry and clinical laboratory diagnostics. In frames of the conference the effective review of existing systems
of education in dif ferent Eurounion countries was given. The questions concerning the duration of education, synchronizing
of educational programs, constructing of general educating system including possibility of fellowships, electronic interactive
education and international principles of specialists sertification were discussed.

Key words: education, laboratory medicine, polyvalent and monovalent education.

JlaHHbIe /17151 KOPPeCIOH/IeHITNH:

Sapaiickuii Muxaun Heopesuu, 1. M. 1., ipodeccop Kadeapbl KIMHIYECKON J1abopaTOPHOI AUATHOCTHKI
¢ KypcoM MoJeKyispHoii Meauiunbl, Cankr-Ilerep6ypr, yoi. JI. Toacroro, 6/8

Pabounii resiedon: 2339726
e-mail: mzaraiski@yandex.ru

B cepennne mapta, ¢ 17 o 19 uncaio, B mentpe EBporrsr,
B KpacuBeiinem ropoje Yexuu, [Ipare, cocrosiicst cumro-
suyM «O06pasoBaHue B KJIMHUYECKON XUMIK 1 JTabopaTop-
HOI MEZUTIITHE .

JlaHHbBIIT CUMITO3WYM TTPOXOIVIT TIOJ TTaTpOHaXKeM EB-
poreiickoit Meepariuy KIMHUYECKONH XUMUU COBMECTHO
¢ Yenickum o011eCTBOM KIUHIYECKOM GrnoxuMuu, OTKPbLI
CUMITO3UYM HayuHBIH qupekTop obiiecTBa Tomamn 3uma
(dhoto 1) ¢ mokmazoM 00 UCTOPUK 1 COBPEMEHHOM COCTOSI-
HUW B PasBUTHHU U KOOMEPaIUu 00IecTBa ¢ MOAOOHBIMU
€BPOIEeNCKUMU CTPYKTYypamu. B uacTHOCTH, OH choKycnpo-
BaJl BHMaHHUE Ha TOM (aKTe, YTO YUYACTHUKU cOOPATIHChH
B 3/IaHUU MTEPBOTO (hakyabTeTa MeuInHbl KapoBoro yHu-
BEPCHUTETA, KOTOPBIH SIBJISIETCS CTaPEHITUM MEeTUITUHCKIM
(haxymnsreTom (ocHoBan B 1348 roxy) llenTpanbroit EBporst
u Kpynueimum ynusepcuterom Yexuu. B 3axmouenue on
MOZKETIAN YUACTHUKAM «/IPYKECTBEHHOU atMoc(hepbl U OT-
KPBITOH TUCKYCCHH>.

OCHOBHBIMY yYaCTHUKaMU OBLTH TIPEACTABUTEIH CTPAH
EBpocorosa — kak mpemnogiaBaTes i BEICIINX MEIUITHTHCKUX
yueOHbBIX 3aBEICHUIL, TaK U MPEACTABUTEIN €BPOIEHCKNX
OpraHu3aIuil, KypUPYIOIIMX BOIIPOCHI BBICIIIETO CTIEIIAAIb-
HOTO 00pa3oBaHUsL.

I[Tpu o61meit xapakTeprcTrKe paboThl GOPyMa XOTEI0Ch
ObI MOAYEPKHYTh, UTO BCE YYACTHUKH B KauecTBE JIEHTMO-
THBA CBOMX BBICTYIJIEHUI BBIOPAJIM MMOHSATHE «FapMOHU3a-
s>, [IpraeM TapMOHM3ANNS MCTIOTH30BATACH B CAMOM
IMITPOKOM CMBICTIE 3TOTO CIOBA, OT MEKANCINTIITTHAPHON
PEEMCTBEHHOCTH B OOYUEHUH [0 MEKTOCYAaPCTBEHHBIX
JIOKYMEHTOB, PerJlaMEHTHPYIOMINX MIPOIecChl paboThI clie-
IIATNCTOB B TAGOPATOPHOI METUIINHE.

Yc0BHO B TIPOTPaMMe CUMTTO3MYMa MOKHO BBIIETTUTh
HECKOJIHbKO OCHOBHBIX TeM. [1epBoiit 610K cOOOTIIeHIi OBLT
TIOCBSITIEH TOKIagaM 06 OpraHnu3ary 0OydeHus CIerna-
JICTOB B 067aCTH KIMHUYECKOH JTabopaTopHOil AHarHoc-
THKH Ha BCEX CTaAUSAX y4eOHOTO Tpollecca B PasJUIHbIX
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crpanax Esporibl. OCHOBHBIM BOIIPOCOM JIJIst OOCY/KIAECHUS
OBLIT CJIEYIONIHIT: MOHOBAJIEHTHBIM UJIM TIOJIMBAJIEHTHBIM
110 00pPa30BAHMIO JOJIKEH OBITH CIELUAIICT 110 JTabopaTop-
Holl Mmeuine? Pazyinyust B pereHuu 3Toro BOpoca orpe-
JIEJIAI0TCS MHANBUYATbHBIMU UCTOPUYECKUMU, reorpadu-
YeCKUMU U TIOJUTUYECKIME YCJIOBUAMU B KaXK/I0H CTpaHe.
Tak, nanpumep, B besnbruu nepexoj; Ha UCKJIIOUUTETHHO
HOJIMBAJIEHTHOE 0OPA30BaHUE MO3BOJIMII COKPATUTh YHCIIO
snaboparopuii B crpane ¢ 2100 B 1979 roay o oxoso 200
B 2006 rony. B Ilopryranuu Tak:ke OCHOBHYIO CTaBKY JieJia-
10T Ha MOJUBAJEHTHOCTh B 00PAa30BAHUU, pACCMATPHUBAst
MOHOBAJICHTHOCTD KaK 3Tall «IUIepCIelnaan3ainns cle-
[UAJIKCTOB, UMeoInX 6GazoBoe obpasosanue. Hanporus,
B [lanuy u BeaukoOpuTaHuu moJ1araioT, YTO CIIEHUAJIUCT
B 1a60PATOPHON AMATHOCTHUKE JOJIKEH C CaMOro Hadyasa
06y4€eHUs CHENUATU3UPOBATHC 110 Y3KOMY JJaGOPATOPHOMY
Harnpassiernio. KomnpomuccHast cucrema oGydeHus cyie-
crByer B Mcnanuu. TaM TOTOBSIT CHIEIUATICTOB [17ist PaOOTBI
B KOHKPETHOM JiedeGHOM UJTH HAyYHOM yupesxaernu. [Tpu-
4eM, €I BBITYCKHUK MIAHUPYeT paboTaTh B HEOOIBIIOM
rocruTase Ha nepudepun, eMmy IpernogaioTcs Bee TUCIUI-
JIMHBL (TeMaTOJIOTHS, IIUTOJOTUS, TeHeTUKa U T.1.). s
paboThI B KPYITHBIX YHUBEPCUTETCKUX KJIMHUKAX TOTOBST
«y3korpoduiabHoros criermanacra. HecMorps Ha cucremy
HO/TOTOBKH, OB OTIPeiesieH OOIIHii epeYeHb IUCIUTLINH,
KOTOpbIE HEOOXO0AUMO 3HATh JTI060MY CIIELHAIICTY B J1a00-
paToOpHOI MeANITUHE:

* JlabopaTopHbIil MEHEKMEHT;

* 3710poBbe U GE30aCHOCTb;

* MesxkaboparopHoe B3aMO/EICTBIE;

e KauectBo / Aynur;

e buoundopmaruka / KommbiorepHblie TexHooruu /
CBs3b;

 [IpeananmunTuka,

e [locranajmruka;

o Dusnosorus / Ousuka / Xumus / Buosorusi.

HeMmasioBaskHBIM BOIPOCOM ISt 06CYsKAeHUsT ObLI BO-
[IPOC O MPOOJIKUTETBHOCTU 00yUeHust. B GoJbIInHCTBE
crpan lenTtpanbuoit EBponbl mpuHsTa ciaenyionag cxema
obyuenusi. BHavyase crnenuagnucTsl MpoxoAar o0yuyeHue

®oto 1. Tomarr 3uma, nipe/icepaTesib KOHMEPEHIUN

B YHUBEPCHUTETE 1O TEOPETUUCCKUM, OOTEKINHIUCCKUM W
0011e1ab0paTOPHBIM HanpasieHusM. Tlocse morydeHus
ATIoMa 06 06pa3soBAHNN OHU TTOCTYIAIOT HA CJICLY FOTITHI
aTan 00yUeHNUs, TAIe TPOXO/AT CIEIHAT3AIINI0 TI0 JTabopa-
TOPHBIM TEXHOJIOTUSIM. [IpOOKUTETHHOCTD ATOTO ATama
COCTaBJISACT, HATIpUMeD, OoT 4 jeT B Upmamaunm mo 7 met
B Benbrun. [ToaroToBka creruasiucra B 061acTi GMOXUMHU-
YeCKUX HayK 1 (hapMaKOJOTHY 3aHUMAET OT 4 /10 5 JIeT B Me-
JUITUHCKUX 1 OT 1 Tof1a 10 3 J1eT B HEMEANIIMTHCKUX YUeOHbBIX
3aBenenusix (mampumep, Opamrusa, Xopsarus).

B mexoTopbix cTpanax, takux kak Ouussiaanst u [lors-
I1a, TIOJITOTOBKA TaGOPATOPHOTO CIEIHATNCTA HAUNHACTCST
¢ mepBoro Kypca yHuBepcutera. [Toyuerne 6a30Boro Me-
JTUIIMHCKOTO U JIabOpaTopHOTO 0ObeMa 3HAHWIT 3aHIMaeT
5 JIeT, TIOCJIe YeTo B TeUEHIIE TO/Ia BBITYCKHIK pabOTaeT B Me-
JMUITMHCKUX TIEHTPaxX Ha mpaBax ctaskepa. Crienuannsarnms
MIPOBOAUTCS B TeueHMe 4 JieT Ha 6ase 1abopaTopuu YHUBEP-
CUTETCKOTO TOCTTUTAJIS, T/Ie M3yYaIOTCs Y3KHUE CIIeIUaTbhHO-
CTHU: KITMHUYECKAS XUMUS, TeMaTOJIOTHUS, SHIOKPUHOJIOTHS,
(hapMakoIOTHS, OHKOJIOTHS, MOJICKYJISTPHAS TEHETUKA U T. ]I.

HemaoBaskHBIM SBJISIETCS TOT (DAKT, 4TO B GOJIBIITIH-
CTBE CTPaH CIIEIUAJIUCTHI B 001acTh JTabopaToOpHOiT Me/Tu-
[UHBI OOYUYAOTCS U OCHOBAM TIPOBECHUSI HAYYHOTO HC-
CJIeIOBAHUS, MEAWITUHCKON CTaTUCTUKE, TTPETOaBaHNTo
CTIETUATTBHOCTH, & TAKKE METOUKE TPOBE/IEHUS 9K3aMEHOB.
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STUOAOINMYECKHNE ®AKTOPbBI U NMATOTNEHE3 PEBUCTEHTHOCTU K UHCYAUHY:
MHCYAUH, )KUPHBIE KUCAOTbI, TAKOKO3A U MUTOXOHAPUA

B.H. TUTOB
®OIbOY «Poccnitckmnii KAPAMOAOTUHECKNIA HAYHHO-NPOU3BOACTBEHHBIA KOMIMAEKC»
Mwunzapascoupassutusa P®, r. Mocksa

Pestome. Cundpom pesucmenmuocmu x uncyauny (MHC) — necnocobiocms unozenemuuecku nosonezo MHC obecne-
YUMb DUSUOLOZUMIYIO PEATUAUUIO OUOIOZULECKOTE PEAKUUL IK30OMPOPUU (8HEWNE20 NUMANUSL) 8 OUOLOZUUECKOU PYHKIUUU
numanust (pynxuuu mpogonozuu). MHC ne moxcem 1) 6aoxuposamov 2udponus mpuziuuepuios 6 a0unouumax npu axmi-
sayuu e2o punozenemuyecki 60aee PanHuUMu 20pMoHamu; 2) npedomepamums noGblUeHIe 8 MEICKIeMOUNOL cpede cooep-
AHCAHUS NOAAPHBLX Heamepupuuuposaniwix Jcupnvix xuciom (JKK); 3) broxuposamv naccuenoe noziowenue Kiemxamu
noaapmvix KK nymem oudgysuu uepes membpary; 4) cozoamv 2unoiunudemuio 6 uumo3one u 5) <npunyountv> Mumoxom-
Opuu oxucisamo 20k03y. QUaUKO-XUMUUECKUE YCLOBUS HA PAHHUX CIMYNENAX (DuL02ene3a Obui MAaAKoGsl, 4Mo MUmoxoHopuu
npu o6pasosaiuu ATD nociredosamenvio okucisiom,; a) kemouosvie meaa; 6) xopomxouenoueuivie C 6—C 10 XKK; 6) cped-
neuenoueunvie C 12 u C 14 JKK; 2) dnunnouenoueunyio C 16:0 naromumunosyio JKK; 0) C 18:1 oneunosyio mono-KK, xo-
mopast umeem A-9 060tiHY10 c8513b U BbICOKYIO KOHCMANMY CKOPOCMU OKUCIEHUS U e) 2710K03Y. DUU0I02UYHO MUMOXOHOPUU
OKUCIAIOM 2710K03Y NPU YCAOBUL, YMO 8 YUMO304e Hem Hu 001020 cybcmpama ¢ 60.ee GbiCOKOU KOHCMANMOU CKOPOCMU
peaxyuu. Ilonazaem, max sce deticmeyem unozenemuuecku nozonuil HHC na ¢unozenemuuecku pannuii memaboiusm
2110K03bl; OH O0KUpYem 2uopoaus mpueiuyepudos u oxucienue KK, ceo0um x Munumymy cooepicanue 6 MexcKiemouroll
cpede u 6 yUMOo30Je KemoHOBLIX Mel, KOPOmKo-, cpedne- u dnunnovyenoueunvix KK. HHC 6aoxupyem 6 adunoyumax 2op-
MOH3ABUCUMYIO TUNA3Y (AUNA3oL), AKMUGHOCMb KOMOPOU YCUIUBAIOM (PULOZEHEMUYECKU PAHHUE TMUPEOUOHBLE 20PMOHDL,
COMAMOMPONHbLL 20PMOH, 2IHOKOKOPMUKOUObL, KAMEXOLAMUHLL U Icmpozensl. Dunozenemuuecku no3onuti HHC moxcem
UHZUBUPOBATNL JUNOIUS, €CIU CEKPEUUs. (Dun02enemuuecki 60Jee Paniux 20pMOHO08 He ycuiend. CmpyxmypHo 06yciloerenHast
pesucmenmuocmv ¥k HHC — amo duabem emopozo muna. Jl1o60e no amuoiozuu napyuenue axmusiozo, peyenmopiozo
noznowenust kiemxamu KK 6 (popme nenonsiprolx mpueiuuepudos 6 cocmase Junonpomeuros 04eHs HusKol niomHocmu
KOMNeHCamopHo ycunusaem naccusroe noziouenue KK 6 nonsipnoti popme nymem naccusnoil OupQysuu wepes Kiemounyio
MeMOpany u oCmanasIusaem OKUCIEHIUe MUMOXOHOPUAMU 2110K03bL. B 6uonozuueckoil peaxiuu 6ocnaienus C-peaxmusiviii
Genok 6noxupyem noziowenue MHC-3a6UcUMbIMU KICMKAMU TUNONPOMEUNOE OUeHb HUSKOU NAOMHOCIIU U UHULUUDYem
pesucmenmuocmo k HHC. /Tuabem 6mopozo muna 6 noxcuiom 603pacme — 3mo CUMNMOM AmepocKieposa.

Kntouegvte cnosa: uncyium, naioMumunosas U 01€UHO8AS JCUPHAS KUCLOMA, TUNONPOMEUHbL HUZKOU NIAOMHOCMU,
Pe3UCMeNMHOCMb K UHCYIUNY.

AETHIOLOGICAL FACTORS AND PATHOGENESIS OF INSULIN RESISTANCE: INSULIN, FATTY
ACIDS, GLUCOSE AND MITOCHONDRIAE

V.N. TITOV
Federal State Budget Educational Institution «Russian cardiological scientific-industrial complex»
Ministry for Health care and social development of Russian Federation, Moscow

Summary. Insulin resistance syndrome is inability of philogenetically late insulin to enable physiological realization of
biologic reaction of exotrophy (external feeding) in biological function of feeding (function of trophology ). Insulin is unable
to: 1) block the hydrolysis of triglycerides in adipocytes while it is activated by phylogenetically earlier hormones; 2) prevent
the increase in intracellular medium of polarized nonetherificated fatty acids; 3) block the passive influx of polarized fatty
acids through cellular membranes; 4) cause lypolipidemia in cytozole; 5) make mitochondria to oxidize the glucose.

Physical and chemical conditions at early stages of phylogenesis lead to the fact that mitochondria during ATP synthesis
are oxidizing subsequently a) ketonic bodies; b) chort chains C 6—C 10 fatty acids; c) medium chains C 12 u C 14 fatty acids
d) long chain C 16 : 0 palmitin fatty acid; e) C 18:1 olein mono-fatty acid having A-9 double bind and high constant of oxidation
velocity and [) glucose. In physiological conditions mitochondriae oxidize glucose in case of on cytozole there are no substrates
with higher constant of reaction velocity. We consider that philogenetically late insulin acts on the early glucose metabolism
in the same way. It blocks the hydrolysis of triglycerides and oxidation of fatty acids and minimizes the level in intracellular
medium and cytozole of ketonic bodies, short-, medium- and long chain fatty acids. In adipocytes insulin blocks the hormone
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dependent lipase. Its activity is increased by philogenetically early thyroid hormones, somatotropic hormone, glucocorticosteroids,
catecholamines and estrogens. Philogenetically late insulin can inhibit lypolysis in case if secretion of phylogenetically earlier
hormones is not increased. Structurally predisposed insulin resistance is related to second type of diabetes mellitus. Any
disturbance of active receptor-mediated influx of fatty acids (in variant of non-polarized triglycerides in very low density
lipoproteins ) compensatory increases the passive influx of polarized fatty acids by passive dif fusion through cellular membrane
and stops glucose oxidation by mitochondriae. In biological reaction of inflammation C-reactive protein blocks the consumption
of very low density lipoproteins by insulin-dependent cells and iniciates the insulin resistance. Second type of diabetes mellitus

in elder age is the symptom of atherosclerosis.

Key words: insulin, palmitin and olein fatty acids, low density lipoproteins, insulin resistance.

lanHble 1719 KOPPeCIOH/eHIUH:

Tumos Bradumup Huxonraesuy — NOKTOp MEAMIIMHCKUX HAYK, IIpodeccop,
PYKOBOIUTEND TaGOPATOPUH KIMHUYECKON OGUOXMMUY JIMITHOB U JIMIIOITPOTENHOB
ODTI'Y «Poccuiicknii KapAnOJIOTHIECKUI HAYYHO-TTPOU3BOICTBEHHBIN KOMILITEKC» MUH3APaBCOPA3BUTHS

122551, . Mocksa, 3-s1 YepernkoBckast yiI. 1. 15a
Teur. 414-63-10; e-mail: vn_titov@mail.ru

WNucynunopesucrentnocts (VP) onpenensior kak «co-
CTOSTHUE, KOTOPOE COITPOBOXK/IAETCSI CHUYKEHHBIM TIOTJIOIIE-
nueM rioko3sl (IJTHO) Tkansgamu oprannama 1moji BIusiHueM
uncyauna (MHC), 1.e. aTo cocTosinue opraHusma, KOTOpoe
COIIPOBOK/IAETCS PE3UCTEHTHOCTBIO KJIETOK PA3JIMYHBIX OP-
raHOB U TKaHell K caxapocHuskawotemy aeiictsuio MHC»
[1]. B murepaType MOXKHO Hall T MHOTO BapUaHTOB 00bsIC-
HEHIS TIPOUCXO/ISIIEMY in Vivo, OTHAKO OHU He MPEeJICTaB-
JIFIOT €JIMHOTO TIEJIOTO, TIPOSICHSIST 0COOEHHOCTH CTAHOBJIE-
HUS OTAENBHBIX CUMITOMOB VP; CKOTBKO CHMIITOMOB
B cunjipoMe NP, crosbko u Teopuii [2]. Mbl mosiaraem, 4To
cranossienne P 060cHOBaHO paccMaTpuBarh He Kak OIHY
us popm 3aboieBaHm, a Kak (PU3HOJOTUYHBII TIpoliece 00-
1eit GUOJIOTHH, C YYETOM TOTO, 4TO «JTI060e GUOJIOTIHYECKOE
YCCJIeZIOBAHIE OKA3bIBAETCST OITPABIAHHBIM JIHIITh B TOM CJIy-
yae, ecJI1 OHO UMeeT BOJIOLMOHHBIN Bbix0o» (Tumodees-
Peccosckmii A.H.).

CoryracHo TOMY, UTO U3JI0’KEHO Hamu panee [ 3], dpuio-
TeHeTIYECKH ITO3THIM (HOBBIM ) PETYJIITOPHBIM CTPYKTYPaM
TPY/IHO HETIOCPEICTBEHHO (TIPSIMO) YIIPABJISATH in Vivo KJIeT-
KaMH, KOTOPbIE CIIOCOOHBI BOCTIPUHUMATb JIEHCTBUE TOJIBKO
(bunoreneTnyecku paHHNUX IyMOPATBHBIX MeAUATOPOB. [10-
sToMy HOBbIE (6osee mosHue) HYHKIUN ¢ UX WHBIME Me-
JIMATOPAMU «HAJICTPAUBAIOTCSA» HaJl Oosee paHuumiL. [Ipu
HAPYIIEHUH pean3auu GHOIOTHIeCKUX (hYHKIMH 1 GHo-
JIOTHYECKUX PEAKIIi (hrtoreHeTnyeckn 6osee paHHue CUc-
TEMBI PETYJISIIUE MOTYT (DY HKITMOHAIBHO «3a0JI0KUPOBATH>
(usorenerryecku GoJiee Mo3HME i Vivo; 3TO B TOJTHOM
Mepe OTHOCUTCS U K IefICTBUIO TYMOPATbHBIX (TOPMOHAJIb-
HBIX) MeANATOPOB. YacTHBIM MPOSIBJICHUEM aTOH GHOIOTH-
YeCKOI 3aKOHOMEPHOCTH, KOTOpasi c(hOPpMHUPOBAIACh HA
Pa3HBIX, JAJIEKO OTCTOSIINX CTYIEeHIX (hUIoTeHe3a, 1 sBJIs-
€TCsl, MBI [I0JIaTaeM, IIaToreHe3 MaTo(pU3NOJIOTUIHOTO CHUH-
npoma P

Cunzgpom P — Bpemennast (1 cToliKast) Hecrocoo-
HocTb ustoreneTndecku nosaHero MTHC obecnieunts du-
3MOJIOTUYHYIO PEATU3AINI0 GHOJIOTHYECKOT Peakinu 9K-
30Tpoduu (BHELIHErO IUTAHMUS ) B OMOJIOTYeCcKoil OyHKIIN

nuranus (bynkimu Tpodosorun). [pu cungpome P rop-
MOH He MOKET: a) GJIOKHUPOBATH THAPOJIU3 TPUTIUIIEPUIOB
(TT) 8 UHC-3aBucumbIx kyieTkax (auIOIUTaX U CKeJIeT-
HBIX MUOITUTAX ) TIPH TTATODU3HOTIOTUYHOM YCHIEHUN aKTHU-
BaIlU¥ TOPMOH3ABUCUMON JIUTIA3bI (hrtoreHeTYecku Hoee
PAaHHUMHU T'yMOPaJbHBIMU MeIUATOPAMU, FOPMOHAMU;
6) TPeOTBPATUTD TOBBIIIEHIE COAEPKAHMS TOJISPHBIX
HeatepuduIMpoBaHHbIX KUPHBIX KcaA0T (HIJKK) B kOM-
iekce ¢ anpOymutoM (AJIB) kak GeIKOM-IIepEHOCYNKOM
(H3JKK + AJIB) B MEKKIETOUHOIL cpejie; B) GJOKUPOBATH
norsionterne kinetkamu KK B hopme noasgpabix HIKK
ITyTeM MaccuBHOU Auddysun yepes nIazMaTHIecKyIo MeM-
OpaHy 1 T) «3aCTaBUTh» MUTOXOHApUN OKucsTh [JITO.

Cunres u hopmuposanme cucrembl MTHC npousorio
JIAJIeKO He Ha paHHUX cTyTeHaX ¢unorenesa. /o MTHC mu-
sionbl et Metabosnam [JTHO B mapakpuHHBIX COOOIIIECTBAX
KJIETOK PETYJINPOBAJIU: &) TITUKEMILSI B MEKKIIETOTHOI cpe-
ne u 6) rmokaron. OHE BMeCTe OKa3bIBaIU BIUSHIE Ha Me-
tabosusm TJIHO tpu peanusanyu 610JI0rHYeCKuX hYHKIMMA
nutanus (Tpodosorun), GyHKIIMN rOMeocTa3a 1 ajanrta-
nun. Cunre3z HC nipousoriien B Xo/ie CTAaHOBIEHWST HOBOI
OHOIOTNYecKOoil (DyHKIME — QYHKIIMKI JOKOMOINHN, (DyHK-
nmu ke [4]. buonoruueckast posis UHC cniertuchuy-
Ha ¥ eJMHA: TOPMOH /IeliCTBYeT Ha YPOBHE OpPTaHU3Ma U
GUOIOTMYECKH TTPU3BAH 06ECTIEUNTD IHEPIUEH Pean3aInio
O6uostornyeckoil Gynkiun gokomonuu. OHa BKIIOYAET:
a) Ce30HHBIE TIEPENeThbl, 6) MUTPAIUU B OMCKAX MTHIIH 1
MPOIOJDKEHUS BUIA, B) GHOTOTMYECKYIO PEaKIHio rubepHa-
I[1H, T') TOTOHIO C MEJTBI0 I0OBIBAHUS MUK U yOeraHue Tpu
JKeJITAaHUU 9TOW TTUTIIeH He CTaTh, a TakKe /1) GyHKITUIO /IBU-
JKEHUS B TIEPHO/IbI JJTUTETbHOTO TOJIOJAHMS.

Onnako /114 11eJ1el, 32 OCylIeCTBIeHNE KOTOPBIX B (-
sorenese «orsevaeT> THC, rimroko3a sBisercst ganexo He
OINITUMAJIbHBIM CyOcTpaToOM: a) sHeproeMkocth IJIIO HeBbI-
coka; 6) OHa BBIPAKEHHO MHAPODUIBHA, TTOITOMY TPYIHO
c(OpPMUPOBATH AKTUBHOE MTOTJIOIIEHE €€ KIETKAMU ¥ B) HET
BoaMoskHOCcTH copmuposath us [JIIO in vivo GoJbinue
3anacel TuipoduibHoTo Taukorena. [loatomy MHC Bce
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cBoe «BHUMaHues cocpenorouny ne na [JIIO, a na KK,
KOTOPbIE PeaJibHO SBJISIOTCS in Vivo B (husiorenese onTu-
MaJIbHBIMU CyGCTPATOM JIJIS 3aliacanust aHepruu. B cuiy
atoro usnorenernuecku rosauee neiicrsue MHC nanpas-
JIEHO, B IIEPBYIO OYepelb, Ha peryJrsaimio Metabonusma JKK.
NmeroTes O1oornyeckue 0OCHOBAHUS U (PaKTUIeCKUil Ma-
Tepuas, KOTOPbIE MO3BOJISIIOT CYUTATH CAXaPHBIN [uaber
HapyllIeHueM, B IIepByio odepelb, metabosnsma JKK. B o
ke Bpems, KK MOKHO menonupoBaTh 6€3 OrpaHimdeHuii
B MHC-3aBucHMBIX, ClIEIIMATU3UPOBAHHDBIX a/IUITOIUTAX,
JuddepeHInpoBKa KOTOPHIX TPOU3O0IILIA U3 KIETOK PhIXJION
coepunuresnbroit Tkanu (PCT). B artoit curyaruu MHC
HAYMHAET PETYIMPOBATDH TPOIECCH METAOOM3MA CJIEYIO-
muM obpasom: a) TJITO, genonnpoBarb KOTOPYIO MOKHO
cyry6o orpaHu4eHHo, pacxo0BaTh (OKUCINUTDL) B IEPBYIO
ouepeb, B To BpeMs Kak 6) KK coxpanuts a1 peanusanyuu
B [IOCJIE/IYIOIEM OUOJOTHYECKON (hYHKI[UH JTOKOMOITHH.
g aroro MHC: 1) ununuupyet hopmupoBanue myJia
MNHC-3aBUCUMBIX KJIETOK, KOTOPBIMU CTAJIN: a) CKEJIETHDIE,
MOMEPEYHOINO0J0CATbIE MUOIUTBI, 0) KapAUOMUOIUTHI,
B) cllelMaJIM3uPOBaHHble aunornuTel — aerno KK u r) me-
pUTIOpTaibHbIE TeNaTONUTRL; 2) (hOPMUPYET PEIENTOPbI
k MHC u aktuBupoBanHnoe (He aKTUBHOE) TOTJIONIEHUE
[JTIO uepes raokosubie Tpancnoprepbl [JIFOT4 Bcemu
MNHC-3aBucumMbiMu KjieTKaMu; 3) YCUJIMBAET 3aracanuie B
knerkax [JIIO B hopme ruipoduiibHOTO riMKorena; 4) ak-
TUBUPYET B TeNaTOIUTAX JUIOreHe3 U IpeBpaliennie ruf-
poduibnoii IJIIO B ee <rmapodobuyios» Gopmy, KOTOPOil
crana C 16:0 nampmutnnosas naceiennas KK (ITanbem
H-KK); 5) 6oxupyst simnonns TT' B UTHC-3aBUCHMBIX KJIeT-
kax, HC cBoauT K MUHUMYMY TAaCCUBHOE IOTJIONIEHNE
Bcemu kietkamu JKK B hopme nossipubix HIKK, nmonu-
JKaeT coJlepsKaHue UX B IIUTO30J1e U 6) «BBIHYK/1a€T» MUTO-
xouapuu MHC-3aBucumbix Muonutos okucssath [JI1O.
NHC «cTapaercsi» B 11epBYIO 0YePe/Ib UCII0JIb30BaTh 9K30-
reruyio [JTIO nuim u coXpaHuTh in Vivo Kak MOKHO 00JIb-
e C 16:0 [Manbm v-7KK 1 0s1enHOBY10 MOHOHEHACHITIIEH-
nyio (mono-JKK), xak cyberpar asus peajnusaiuyd B
JajabHeleM OM0I0rnIecKoi (PyHKIUHI JJOKOMOLHL.
MHC mao uto ciiesiadt jijisi COBEPIIEHCTBOBAHUS META-
6omusma IJIHO. MTHC chopMupoBa He aKTUBHOE, 2 TOJIBKO
aktuBuposannoe norJyotenue [JTIO uepes IJTFKOT4 u Tosib-
ko B MHC-3aBucumbix kierkax. B to sxe Bpemst, UHC muo-
ro HOBOBBeAeHMII nmHunuuposaa B merabonnusme KK;
1) MHC akrtuBrpoBas GMOXUMHUYECKUE PEAKI[UU JIIIOre-
He3a — cunresa kiaetkamu u3 [JIIO IManpm 1H-7KK — 10
cyecTBy «ruznpodobnoii» dopmat IJIIO; 2) nauiuuposat
MeXaHU3MBbI 9KCIIPECCUM TEHOB U aKTUBAIMIO (DEPMEHTOB
JINTIOTEHE3a, BKII0Yas aKTUBHOCTD 1aJbMUTOUJIBJIOHTa3bl
u A9-creapous-KoA jiecatypasbl ¢ 11eJ1b10 TIpeBpalieHus
C 16:0 ITanpm v-7KK B ®-9 C 18: 1 niuc-oemHOBY10 MOHO-
JKK u arepudukaruio ux B cocras osiennoBbix TT; 3) cop-
MUPOBAJ (PUIOTEHETUYECKH CAMYIO TIO3/IHIOI0 CUCTEMY JIU-
noriporenHoB ouedb Hu3koi mrotHoctu (JITIOHIT) ¢ iesibio
nepeHoca M akTUBHOTO TIOTJIONEHUS KJIeTKAMU 9K30T€HHBIX
u anzorenubix ;KK (IManbm 1-7KK 1 ostennosoii mono-KK)

B popme HenosApHbIX ojienHOoBbIX 11, 4) nnunuuponas
cunre3 anoE u popmuposanue anoE/B-100 perernrroproro
norsoitennd kiaerkamu [anem n-7KK 1 osrennoBoit MoHo-
JKK (cyberpaToB st HapabOOTKU KJIETKaMU dHEPIuu)
B chopme ostenHoBbix TT B coctaBe onennosbix JITTOHII.
Ha xaxue 6b1 acuexrsl geiictBus THC, kak peryssitopa
MeTabo/IM3Ma, MBI He 00paTian Obl BHUMAHKE, BCE OHU Ha-
HpaBJieHbl Ha coBepuieHcTBOBaHue Metabosusma KK u
obecriedenye peajusanuu OMOJIOrnIecKoil (PyHKINU JIOKO-
MOITUH.

B 6uonornyeckoii pyHKIMNI TpO(OIOrHHT, IIPU YE€PEL0-
BaHuK OGUOJOIMYECKUX Peakiuii 9k30Tpodun (BHEIIHETO
nuTanus) v 3HA0Tpodun (BHYTPEHHETO MUTAHUA), Heli-
ctBue THC nposiBiisieTcst TOJIBKO B pEAKITUY 9K30TPOUH.
[Toatomy cungpom NP pazBuBaeTcsd B 1nepuo/i moCTIpaH-
JUQJIbHON TUIIEPIINKEMUN U TULIEPJIUTIIEMUY; B TIEPUO]T
JKe PeasT3aIiui OUOJOTHIECKON PEaKInK SHAOTPOM M CHH-
te3 MTHC nonmskaercs 10 6asanbroro yposus (puc. 1). Cie-
JIOBATEJIbHO, MOKHO OOOCHOBAHHO PACCMATPUBAThH Caxap-
HBIIT AnabeT Kak HapylleHue MeTaboamsMa, B MEPBYIO
ouepeb, H-sKK 1 mono-7KK, JITTOHII u Bo BTOpyto — Ha-
pyurenue merabosmsma [JTTO.

Ha crynensix ¢uioreresa OHOJOTHIECKYIO PEAKITUIO
9K30TpOo(UN XapaKTepusyioT: a) HAKOILJIEHUE in Vivo «3a-
nacoB» cybeTpaToB st HapabOTKKU KJIETKaMU dHEPruu;
6) cybeTpaTtoM, KOTOPBIi (PU3HOJIOIHYHO OKUCISIOT MUTO-
xoupuun, sapisgercs [JI1O; B) ycusienne maccuBHOTO MOTJI0-
mrerust [JT1O Bcemu keTkaMu U3 MEKKJIETOUHON CPEJIbI 110
rpaenTy KOHIIEHTPAINH, KOTOPOE AKTUBUPYET FUIIEPIJIN-
KeMUsT MEKKJIETOYHOI CPe/lbl, U KJIEeTKU YCUJIEHHO MOTJIO-
maiot [JIIO uepes TJIFOT1-TJIFOT3; r) ycunenve aktu-
BupoBannoro moryoienus [JIKO MHC-3aBucumbiMu
kyietkamu ripu jieticteuu MHC (runiepuncyimnemun ) yepes
[JTFOT4 Tak ke 110 rpaiueHTy KOHIIEHTPAIUU MESKKJIETOY-
Hag cpejia — nuutosodib. [unepriaukemust u MHC — duso-
reHeTHYeCKU JBA PAa3HBIX IYMOPAJIbHBIX «MeIUaTOPa»
CO CXOJHBIMU, HO He UIEHTUYHBIMU (PYHKIUAME. MOXKHO
TOBOPHUTbH, YTO B OUOJOTHYECKON peakiuu 3K30Tpodun,
B YCJIOBUSIX 9K30T€HHOI TUIIEPIUIIUIEMUN U TUIIEPTIIIKe-
muw, ipu geiictun MHC npoucxonur 3anacanue ;KK u
pacxoposanue [JIIO.

OpHOBpEMEHHO B OMOJIOTHYECKON PEAKI[UU 9HOTPO-
uu, Ipu OTCYTCTBUU MTPHEMA TTHIIH, TPU HOPMOTJITMKEMUN
B MEXKKJIETOUHOU cpejie u npakTudecku orcyrersuu MHC
MUTOXOHIPUHU B (PU3UOJIOTHYHBIX YCIOBUAX OKUCIISIOT TOJIb-
ko «mpeanountaembie» KK u npoucxoaurt «akoHoMmusi»
[JIIO. 9to onpepeneno u teM, 4o ToabKko [JIIO kak cy6-
crpar aus Hapabotku sneprun (ATD) kieTku MOryT uc-
[I0JIb30BATH U B YCJOBUSIX TUIIOKCHY (PEAKINH [JINKOJIN32 B
IIUTO30J1e) IPU HU3KOM HapIlinaibHoM jiaBjieHnu O, B MexK-
kieTouHoit cpezie [5]. bes kucaopoaa okucienne ;KK B mu-
TOXOH/IpUSX rpoucxoauth e moxxer. MHC naneko ne B
nepByio ouyepenb «3aborury meraboausm [JIIO; TJIIO pis
NHC dyuknmnonanbo gasisgercs BropudHoi. Tosbko Ha-
komnenne KK asisgercs in vivo appekTuBHbIM CI10c060M
3anacaHus SHepru; mpu okucaernn ognoro I KK ocBo6ox-
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[mioko3a B KpoBM,

|/|HCyJ'II/IH B CbIBOPOTKE,
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T 3aBTpaK T nany
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T obepn

Puc. 1. Copepskanue TJIIO u THC B m1asme KpoBU B GHOJIOTMUECKOI peakiuu 9K30Tpodun
(HmoCTIpaHaIbHAS TUTIEPIIMKEMIS 1 THIIEPJIUIIUAEMIEST) U B GUOJIOTUYECKON PeakIu sHAOTPOMUY — BHE MIPUEMA TTUIIH, HOUbIO

naercst 6ospie sueprun (9,3 Kkar), yeM 1mpu MeTadonIusMe
onnoro T yrieBosios (3,7 kkair). [lockosbky KK Bbipasken-
HO ruZpodOOHBL, B JKUPOBOI TKaHU HET BOJBI; 3TO oHecie-
YMBAeT MOYTHU J€BATUKPATHYIO Pa3HUILY B 9(HEKTUBHOCTHI
zanacanust KK B opme TT, 1o cpaBrenuio ¢ jiernoHuposa-
nuem [JIIO B dpopme rimkorena. Y yenoBeka maccoit 70 kr
anepretudeckux 3anacoB KK B popme TT pocrarouno s
roJjiojlanus B Tedenne npumepro 40 nueit. /{uig 3amacanus
TAKOTO JKe KOJIn4ecTBa cybcTpaTa aHepriu B hopMe TIIUKO-
reHa Macca Teja JoJKHa Obl ObITh He MeHee 140 Kr.

Cranosiienvie B (pusiorenese GYHKIIUK KJIETOYHBIX OP-
raHeJsLs1 JaeT OCHOBAaHHUE MOJIAraTh, YTO MUTOXOHIPUN OKHKC-
sismior TJIHO TosibKO 11pu yCI0BUH, UTO B 1IUTO30J1€ KJIETOK
HET Hi OQHOTO cyOcTpaTa ¢ 60JIbIIeil KOHCTAHTOI CKOPOCTH
peakiu, uem [JITO.

MHC 610KupyeT B afMIONUTaX FOPMOH3ABUCUMYIO
smragy (JInasbl), aAKTUBHOCTh KOTOPOU YCUITMBAIOT (hUJIO-
reHeTUYecKy paHHue TUPEeouiHble TOPMOHBI [6], comaTo-
TPOITHBIN TOPMOH, ITIOKOKOPTUKOU/IbI, KATEXOJIAMUHBI [7],
ACTPOTEHBI, a TAK}Ke (QUIOTeHeTUYECKH MTO3/IHUI HATPUIA-
yperuueckoii nenrug [8]. MTHC moxer nuurubuposars -
[I0JIU3 B QJIUTIOIUTAX TOJIBKO B TOM CJIy4ae, eCJId CEeKPeIns
Kayk/10TO U3 (husioreHeTdecku 60Jee paHHUX TOPMOHOB 1
JIeCTBYE MX HA YPOBHE MAPAKPUHHBIX COOOIIECTB KIETOK
HE YCHUJIEHBI.

Paccmorpenne cranoBiieHust B puiorenese GUoJoru-
YeCKUX (DYHKIMI 1 OMOJOTHYECKUX PEeaKIUil BbISBJSET
cyuiecrsernoe pasanyue nepenoca KK (cyberpara st
OKUCJIEHUSI B MUTOXOH/IPUSAX) B COCTaBe PA3HBIX KJIACCOB
JIIT 1 morsonenne nx KJaeTKaMuU /10 U II0CJIe CUHTe3a 1 Ha-
yaja gercrsug MHC.

1. B ¢usiorenese B 6uosrornyeckoit (yHKIHI TPOd0oII0-
ruu, B peakiuu ak30Tpodun rneperoc KK mepsbim cras
obecmeunsars annoA-I u JIII Beicokoii mmoranoctu (JITIBII).
W3 JITIBII knerku naccusno norsaoiasnu Bce ;KK — 1-7KK,
mono-KK, accentnanbibie nenacoinennbie ;KK (IC nena-
JKK) u nonmenossie KK (3C nonu-7KK), B hopme moJisip-
HBIX aurauiepuoB u pochoaunugos (DJI) nyrem anud-
(ysun yepes mnasmarnyeckyo memobpany. B 6rosornyeckoii
peakiuu SHA0TPOPUH KIETKU TAKIKE ITACCHBHO ITOTIOIIAIN
JKK u3 mexxkkiierounoit cpesbl B hopme nossipabix HIKK
u3 accormaros ¢ AJIB. B Teyenne MuiMoHoB JieT KJIeTKu
norsiomasu Bee KK Tosbko mytem naccusHoit auddysun
yepes OMC/IOH JIMINAOB IJIA3MAaTHYECKOiT MeMOpanbl. I1o-
CKOJIbKY OMOJIOTHYECKOi (HYHKITMK JOKOMOIMH ellle He
OBLII0, KJIeTKaM ObLJIO 0CTaTOYHO TOTo Kosndecta H-YKK
u MoHo-)KK (cyOeTparoB [u1s OKUCIeHUS B MUTOXOHIPUSIX
u Hapabortku anepruu B popme ATD), koropoe oHu T1ac-
cuBHO, IyTeM nuddy3un moronan B GopMe MoJspHbIX
nurautiepunos us JITIBIIL.

2. 3agoaro xo cunresa MHC, na 6oee mo3auux cryie-
Hax gusorenesa ornocuTesbHo pyukimu anoA-1 u JITIBII,
in vivo kyieTku c(hopMUPOBAJIU AKTUBHOE, PETIETITOPHOE T10-
ryontenrie ICKK (ax3orennbix): umu sipistioresi a) C 18:2
sunonesast u C 18:3 nunonenosas nena-KK u 6) -3
C 20:5 sitkosarentaeroBas (Jiikosa), -3 C 22:6 nokoza-
rekcaenoBasi (Jlokosza) u -6 C 20:4 apaxunononas (Apaxu)
IC nonu-7KK. [lyis1 3T0TO 9HTEPOIUTHI CTAJIM CUHTE3UPO-
BaTh CHEU(MUIHBII JIUITUI-TIEPEHOCSIN I OeJIOK ATIOIUTIO-
nporent (ano) anoB-48, a renatonUThl HAYaJW CUHTES
B 2 pasa OoubIuero 6enka ¢ MoJL. Maccoii 450 k/la — amoB-
100. AnioB-48 B dopme XMITOMUKPOHOB JIOCTABJISLII HEHA-
JKK ot snTepornutos K renaroiuram, a arroB-100 nepenocut
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uaber — npoOieMa BeKa: MyTH pelieHus

nena-sKK or renatorutoB Ko BceM kierkam B popme TT
B COCTaBE€ JIMHOJEBLIX U JIMHOJEHOBBIX JUIOIPOTENHOB
ouenb Huzkou (JINTOHIT) u nuskoii ninornoctu (JITTHIT),
KOTOPbIE KJIETKU TorJionanu mytem arnoB-100 perentop-
HOTO 9H/IOIUTO3A.

3. Ha 6ouiee mosiamx cryiieHsx huaoreHesa, B porec-
ce hopMupoBaHUs GUOJIOTMYECKON (PYHKIMK JIOKOMOLIUN
u cucrembl IHC, 1mpu 06pasoBaHuyl CKeJIE€THOM, Iomeped-
HOIIOJIOCATOI MYCKYJIATYPbI PE3KO BO3POCJIU MOTPEGHOCTH
B JKK kax cyGcrpare st OKMCIEHUS B MUTOXOHAPUSX U
napaborku ATO, B n-)KK u mono-KK. dto npuseno k Tomy,
yto nipu neiicreun MHC npousonwio popmuposanue ot-
JIeIbHOTO BapuanTa repenoca K kiaetkam H-KK +mono-7KK
B hopme TT B cocraBe anoB-100 JIII u akTuBHOE, perier-
TOPHOE TIOTJIONIEHNE UX, B IEPBYIO OYepe/b, CKeJIETHBIMU
muonuramu. g sroro, Mmoo nosaararsb, VMIHC unumnmm-
POBaJI CUHTE3 HOBOTO, (PUJIOTeHETUYECKH 1103/1Hero anokE u
cneruduunyio cucremy JITOHIIL. B renarorurax arroB-100
atepucduruposan H-yKK+mono-KK B cocraB najbmuTu-
HOBBIX U 0JIenHOBBIX TT 1 CTPyKTYpHpOBAT UX B COCTAB
nasbMuTUHOBBIX 1 osienHoBbIX JITTOHII. TTocne cexperun
B KPOBOTOK C HUMM CBsi3biBaeTcs anokE, popmupyert koore-
paruBublii anoE/B-100 surang u MUOIKUTEI MTOTJIONAIOT
naspMutrHOBble U osennoBbie JITTOHII B npegenax ruj-
parupoBaHHO 1oTHOCTH, cBolicTBennoit JITTOHII, ne
sarparusas JIITHIL. IToaromy JITTOHII u JITTHIT — aTo
nBe (husoreHeTHYeCK pa3Hble CUCTEMBI TIepeHoca K KJeT-
kam JKK B hopme nenossipubix TT: a) cucrema inHOIEBBIX
n nunosienoBbix JITTOHIT u panee JITTHII nepenocur
kierkamu Hena-KK u 9C nonu-7KK, koTopbie KieTku uc-
HOJIB3YIOT KaK cyOcTpart 11t hopMupoBaHus MeMOpaH Kiie-
TOK U CUHTE3a GUOJIOTMYECKH aKTUBHBIX dHKO3aHOUIOB
(TIPOCTAIUKIIMHDIL, TPOCTATJIAHHDI, TPOMOOKCAHBI U Jieii-
KOTpHUEHBI; 6) MaJbMUTUHOBbIE U OJIEMHOBBIE TOJBKO
JITIOHII, nepenocsr k knerkam H-sKK 1 mono-7KK c 1iesibio
okucaenus ux B Mutoxouapusx a0 CO,, H,O u cunresa
ATO® B 6uoxummdecKux peakuusax mukia Kpebea. B du-
3UOJIOTUYHBIX YCJIOBUAX MAJbMUTUHOBBIX U OJIEMHOBBIX
JITIOHIT ue 6biBaer B cocrase JITTHII; aTo mpoucxoaur
TOJILKO NIPU NATOJOTHH. [109TOMY UBOBITOYHOE KOJTUYECTBO
B e Ilansm 1-)KK, Hapyimenne 6uonormaeckoii pyHK-
uu TpodosIorum, GMOJOrHYECKOl peakiiny aK30Tpohun
saBJsieTcss HarboJiee YacTol NPUYUHON (GOPMUPOBAHUS TH-
HEePJIUIIONPOTENHEMHH Y MalueHToB 6e3 cunapoma NP u
caxapHoro jrabera, BTIOPUIHON THIIEPIUIONPOTEMHEMITH
tuma I1 6.

4. Yacroe couyeranue cungpoma VP, ruabera BTOporo
TUIIA C TUIIEPTPUTIUIEPUIEMUEH 1 yBEJTMUYEHUEM CO/lep-
JKaHWS B IJ1a3Me KPOBU MAJIbMUTUHOBBIX M OJIEMHOBBIX
JITIOHII sBasiercst ciepcTBUEM HaPYIIEHUs TTOTJIONIEHUS
ux ckejeTHbIMU MuoluTamu myteM arnoE /B-100 perenitop-
HOTO 9H/IOIUTO3a. JTO ONPEJIEIEHO: a) BPOK/IEHHBIMU Ha-
pylenusaMu MeTabonusMma (MyTaiyn) OeaKoB npu guadere
BTOPOro Tuma u 0) n3bbITOYHOI MHAYKIMEN cyOcTpaToM
IIPY YPE3MEPHO BBICOKOM COJIEP’KAHUU B ITUIIE YTJICBOJIOB
(IVITO) B ycnoBusix cungpoma UP. B kaxoit UHC-3aBu-

cumoii Tkauu cunjipom VP nipossiisercs B hopme Hapyiie-
HUST PA3HBIX OMOXUMHUYECKUX TIPOIECCOB. B meueru sTo,
TJIABHBIM 00PAa30M, HEJIOCTATOYHAST AKCIIPECCHUST CHHTE3a U
akTUBHOCTU cTeapomi-KoA jecarypasbl; 9TO KJIIOYEBOI,
MHC-3aBucumblii hepMeHT jmioreHesa in situ de novo.
Wwmenno creaponsi-KoA ecatypasa «0TBeuaeT» 3a To, B Ka-
KOM KOJIMYECTBE TeMaTOIUThI OY/IyT CUHTE3UPOBATD TTaJIh-
MUTHUHOBBIE U oenHOBbIe TT 1 cekpeTupoBaTh B KPOBOTOK
naJibMUTHOBBIE U osienHoBbie JITTOHII.

5. Paznuuus unorenesa B rernaTonuTax B yCIOBUSX
(usuosoruu u ipu rabeTe IMePBOro, BTOPOTo TUIIOB U CHH-
npome NP coctouT B TOM, UTO: a) B (PU3UOJOTUUHBIX YCJIO-
BUSAX NUTAHUA U (HU3NYECKON AaKTUBHOCTU T'elaTOIUTHI
cuHTe3upyior npeumyiiectrBeHno ®-9 C 18:1 osennoByio
mono-KK, arepudunupyior ee B oneunossie TT u cexpe-
TUPYIOT B KPOBOTOK B cocTase oennosbix JIITOHII; 6) npu
muabere u cunapome VP B rneyeHu MpoUCXOAUT CUHTES
tosbko C 16: 0 [Tanbm u-7KK, aTepudukanius ee B najibMu-
tunoBble TT 1 cekperng B KpoBb B (hopMe NATbMUTHHOBBIX
JITIOHII. ®usunonornynbiMu, oaenHoBboIMUA 1T aBiraiorcs
oneus-osens-osnear (O0OQO), osenos-osenn-najibMuTaT
(OOIT) n nanbmutous-osnens-asbmurar (ITOIT). Oxno-
BpeMeHHO 11pu cutpome VP u gnabere Broporo tuia, Kor-
na MHC ue akTuBupyer creapous- KoAnecarypasy, reraro-
MUTbl CUHTE3UPYIOT THajbMuTuHOBBIe TI, gBigiorca
nagbmurouns-naabmuronsa-nagbmutat (IITIIT), naapmu-
tomsi-niasibmutonsi-oseat (IIT1O) u onens-nambmMuTonI-
ousiear (OITO). C naunboJiee BBICOKOIT CKOPOCTHIO B COCTaBE
JITTOHII nocTremnapunoBast JIUMIONPOTENHINIIA3A TUIPO-
szyert osienHoBbie TT, ocoberro OOO (rpuosiear); co 3Ha-
YUTEIBHO OOJIee HU3KOI KOHCTAHTOI CKOPOCTH PEaKII
JinIaza B KPOBOTOKe TUAPOJIM3YeT HaabMUTUuHOBBIE TT.
Ecau rematoiuTsl Ipu BBICOKOM COZIEPsKAHUU B ITUTO30J1€
[MTanbm u-7KK «BbIHYKIEHBI» cCHTE3UpPOBaTh Takue 1T Kak
[ITIIT (TpunanbmMuTaT), KOTOPBI IMEET TEMITEPATYPY TLIaB-
sennd 48 °C, in vivo TT kak [TIIT ne MmoskeT ruipoin3oBarhb
HU OJIHA JINTIa3a, 1 OHU HABCET/IA OCTAIOTCS B TeMaTOINTaX.
Tak npoucxonut, Mbl 1oJaraeM, (hopMupoBaHue HeaTKo-
FOJILHOIL KUPOBOii Gomesnu nmevenn. Yaanuts TT xax ITITIT
MO’KHO TOJIbKO BMECTE C TeHaTOIUTaMM, YTO U TIPOUCXOIUT
Ha caMoM jieie. [Tpu rubesiu renaTonuTos 110 THITY alloTITo-
3a 1 (hOpMUPOBAHUHT OUOJIOTHUECKOI PEAKIII BOCHTAIECHUST
CTeaTo3 OCTEIIeHHO ITpeBpalaeTcs B crearorenatut. OcHo-
BOi1 (hopMHUPOBAHMS HEATKOTOJbHON KIPOBOI GONE3HU
neyeHu B ycoBugx cungpoma NP gaBisiercs Huskas akc-
npeccuss UHC aktuBnocTu creapousn-KoA necarypasbi
B TeNaTOIMTaX, KOT/Ia TOJIbKO Majloe KOJTMYeCTBO CUHTE3U-
poBanHO¥ in situ u3 rimoko3er [lanbm H-7KK nipespainaercs
B 0JienHOBYI0 MOHO-KK.

6. Yewm GoJibliie rernaTouThl pOPMUPYIOT aTbMUTHHO-
Bbix TT u JITTOHII, tem a) 6oJiee AIUTENbHON SBJISIETCS
MOCTIPAHIMAIBHAS THIIEPTIUKeMUst, ) GOJIbIIIE MaJTbMUTH-
noBbix JITTOHII nipu napymennom rujaposiuze B aux TT n
norJionieHnn ux kierkamu nytem arnokE /B-100 snonurosa
CTAHOBSATCS 110 TUIPATUPOBAHHOM IJIOTHOCTH TTAJIbMUTHHO-
oMy JITTHII; B) 6oJibie (hopMUpyeTcst MaJIbIX MJIOTHBIX
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Ta6Amua 1. KAMHUuYeCKHe COCTOSIHMSI, KOTOPbIE COMPOBOXAAET CUHAPOM PE3UCTEHTHOCTH K MHCYAMHY [1]

Qusuonoeuueckue:
[TyGepraTHbIii BO3pacT
Bepemennocts

Houmnoii con

Juera, Goratast skupamMu

IHOOKpUHHASL NAMOK0ZUSL:
TupeoTokcuko3
[umoTtupeos

Cunnpom Kymmrara
Axpomeranus
®eoxpomonTOMa

Ilamonozuss memabonusma:

Jluabet BTOpOro Tuia

Jlexomiiencanust iuabera epBoro TUIa
Jlnabetnyeckuil KeToaruao3

Oxupenue

BoipakeHHas HEZIOCTATOYHOCTD MU TAHUS
Tunepypukemus

WMucynmmHoBas rutoranKeMust

M 36bITOYHBIN TPUEM aJIKOTOJIst

Comamuueckas namonoeusi:
ICCeHIMATbHAS THIIEPTOHNS
XpoHnyeckas moyeyHasi HeZIoCTaTOYHOCTD
Huppos neyenu

Pesmarounbliit aprpur
OnKosornyeckast Kaxekcus
Ceprieunasi HEZIOCTATOYHOCTD
Muoronndeckas auctpodus
TpaBwmbl u oxoru
Xupypruyeckue BMEIaTeIbCTBa
Cerncuc

JITTHII; r) B GoJibliieM Mepe HapyIaeTcs IOTIOIEHNE KJIET-
kamu HeHa-;KK 1 9C momm-7KK B cocrase JITTHIT myrem
aroB-100 aHzoIUTO3a: IIPOMCXOAUT 0OPasOBaHUE aTEPOMA-
TO3a B MHTUME apPTEPUIT 3IACTHYECKOTO TUTIA; TTAPAJIJIETbHO
noBbiernio X C-JIITHII nonmkaercs yposens X C-JITIBII.

WP — cocrostHIe, KOTOPOE TIPOSIBIISIETCS CHIKEHUEM
4YBCTBUTEIBHOCTH TieprepruecKuX TKaHeH K 61ooru-
yeckomy zeticteuio MHC u BeTpeuaercs He TOJIBKO TpU
caxapHoM jabeTe BTOPOTO THIIA, HO W IIPU APYTHX 3a60-
JIEBAHUSIX, COMPOBOsKast HapymeHus meraboansma [1]
(tabu. 1).

B ator niepeuets, MOKHO IOMOJTHUTENILHO BHECTH GHO-
JIOTUYECKYIO PEAKINIO 9K30TPOPUH, TTOCTIPAHINATBHYIO
TUIIEPJIUTTHIEMUIO ¥ THITEPIINKEMUIO [TOCIe TPUeMa MUIIH,
TUIBI TUTIEPJIUTIONPOTENHEMUIT € TUTIEPTPUTIUIIEPUIEMH-
eii [10]. OlHOBpEMEHHO MOKHO UCKJIOYUTh HOYHOM COH,
B TEYEHUE KOTOPOTO KJIETKU PEATTU3YIOT TOJBKO GHOTOTH-
YeCcKyI0 peakInio aHjaorpodun, mpu kotopoit P dhusmo-
JIOTYHO He pasBuBaetcs. He xapakrepusl cummntomsl 1P
NI TUTIOTUPE03a U «MHCYJTIMHOBOW TUTIOTJTUKEMUH .

C nosunumii ob1eit 6uooruu u arronoruu P (uHcy-
JINHOPE3UCTEHTHOCTH) MOKHO AMGMQPEepeHIIpoBaTh KaK
a) GYHKIMOHAJBHYIO ¥ CTPYKTYPHYIO, 6) BPEMEHHYTO 1 JIJTH-
TEJIbHO CYIIECTBYIONILYIO, TOPOii BCIO JKU3Hb. CTPYKTYPHO
obycaosenHble popmbl P — 570 caxapHblii guaber BTO-
poro Tuna. Hapymrenus moryT npoucxoanTs: 1) B mepBuy-
Hoi crpykrype MHC (penko) [11], ero peuenrope, Genkax
kackana nepenaun curHana MMHC ot perenrropa B KieTky
k [JIFOT4 [12]; 2) B [VIFOT4 u Geskax, KOTOPBIE OCYILECT-
BJISTIOT BBICTaBJIEHUE TJIIOKO3HBIX TPAHCIIOPTEPOB HA MEM-
6paHy u y6upaiot ux 06paTHO B IIUTO30J1b U 3) B aroJIHIIO-
poTenHaX U HepMeHTaxX, KOTOPble MHUITMUPYIOT TIePEeHOC
H-7KK+mono-7KK B cocrase JITTOHII u peasuzyior akTuB-
HOe TIorJIolneHne ux kiaetkamu rmytem arnok /B-100 anorm-
TO3A.

Oyuknuonansiast PE3 k UHC dopmupyercst: 1) Hau-
6oJiee yacto npu adusuosorndnoM cocrase KK B muie

(HapyuieHue WHAYKIUE cy6eTparoM); adhu3noIornyHble
KK u apusunosornunoe kommaectso [lambem H-7KK, koTopoe
reratonuThl aTepudunupyioT B coctaB TT, amoB-100 nepe-
vocut B JIITOHII, a kjeTku akTUBHO MOTJIONIAIOT ITyTEM
anoE/B-100 anonnTosa; 2) npu rumepcexperini TOpMOHOB
(TyMOpaTbHBIX MEINATOPOB ), KOTOPbIe akTUBUPYIOT B PCT
(B TOM YHCJIE U B QUITOINTAX ) TOPMOH3ABUCUMYIO JIHITIA3Yy,
YCUJIMBAIOT TH/IPOJIN3 HEMOJISIPHBIX 11 1 TTOBBIIAIOT B MeXK-
KJIeTOYHON cpejie conep:kanue moagpabix HIKK+AJID;
3) pu HapyueHun OHOJOrNIeCKON PYHKIUK 9HI09KOJIO-
rUH («YUCTOTHI» MEXKKJIETOUHON CPeJIbl) MPU HAKOTIJICHUN
B Hell SHIOTEHHBIX (hIOrOTeHOB (HGHOJOTHYECKOTO «MYCO-
pa» — HHUTHATOPOB GUOTIOTUYECKOI PEAKITUU BOCTIAJICHIS ).
«Mycopowm» siBistioTest: pepmenTsl iuto304t, JIIT, He cdop-
MUPOBABIIHUE JIUTAH/I, KOMILJIEKCHI aHTUTeH-aHTuTeno [13],
TeJIbI[a aroNTo3a, TIIMKUPOBAHHBIE U MATbMUTONIUPOBAH-
HbIE TIPOTEHHBI; BCE OHU, B3aUMOJICICTBYsI ¢ TOJI-I006HbI-
MU PEeIEeNnTOPaMy, aKTUBUPYIOT CEKPEINI0 MEPBUYHBIX 1
BTOPUYHBIX MEIMATOPOB GHOMOTUYECKOT PeaKIiu Bocasie-
Hus [14], B TOM 4mncie TpoBOCTATIMTEIbHBIX ITUTOKUHOB U
C-peakrustoro 6esika (CPB). IloBblieHue B I1asMe KpOBU
conepxkanusa CPB, gaxe B cyOKJIMHUYECKOM HHTEpBaJe
(<10 mr/ar), uHUTIUUpYeT ycsroBus /uist hopmupoBanust P,
CrocoOHbI MHUIIMUPOBATh CUHAPOM VP 1 anuMeHTapHbIN
nedunut B e u B kieTkax JC nonu-sKK wimm upeameproe
yBesmuenue B e [anbm #-7KK. Tlocnennss 6aokupyer
noryonieane JC noun-KK kiaerkamu B coctase JITTHII,
yMenbIaet conepskanre atux KK B annynsaprabix OJ1 mras-
MaTuyecKoii MeMOpanbl 1 uHru6upyer ¢pyukuuio [JIIOTA4.

CTpyKTypHBIE HAPYIIEHI B CHCTEME PeATU3aInun Jeii-
crBust THC Ha MemGpaHe 1 B IIUTO30JI€ MOI'YT OBITh: &) Iep-
BUYHBIMHU, BPOKIECHHBIMHU, TEHETHYCCKH O0YCIOBICHHBIMI
C Pa3BUTHEM KIMHUYECKIX MTPOSIBJICHUHN [rabeTa ¢ paHHero
JieTckoro Bospacra [15] u 6) BropudHbIMU, IPUOOPETEHHbBI-
MU, KITHHUYECKUMU ITPOSIBJICHUAMMU HabeTa, KOTOpbIE pa3-
BUBAIOTCA ¢ BozpactoM [16]; Haubosee yacto NP coueraer-
CsI C aTepPOCKJIEPO30M M TAKUMU €ro CUMITOMAMM Kak
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aTepoMaTos (TOJIIMHA HHTUMA+MeIus), aTepoTpoMb03 1
umemudeckas 6ore3np cepana [17], a TakKe ¢ BBICOKMM
ypoBaeM TT u nuzkumu Besmumnamu XC-JITTBIT [18].
He nuabet BTOpOro THIIA 4acTO siBJisteTcst (haKTOPOM PUCKA,
(hOHOM JIJIs1 Pa3BUTHS UITIEMUYECKON GOJIE3HU Cep/IIia U KO-
ponapuoro atepockieposa [19], a cungpom WP, mbl 1oa-
raeMm, 3To 110 CyTH CUMIITOM aTepPOCKIepo3a. ATePOCKIIEPO3,
110 HallleMy MHEHUIO, SIBJIsIeTCsT TosKe naTosorueit JKK —aro
cungpoMoM jieurnura B kaerkax DC noau-KK [20]. TP
B IIOJKUJIOM BO3pacTe — 3TO CUMIITOM CHH/POMA aTepo-
CKJlepo3a Kak rumepJaunonporentemus dpenoruna I 6,
yCUJIEHUE arperanuu TPOMOOIIUTOB, MOBbIIIEHUE apTePH-
aspHOTO maBienud. [locienuee aBiageTcsa OUOIOTUYECKON
peakieil 6MOIOrnYecKoi (YHKIUU DHAO0IKOJOTUN —
«3aMyCOPUBAHIE» MEKKJIETOYHOI CPeAbI in vivo 610I0ru-
YECKUM «MYCOPOM», 9HIOT€HHBIMH (DJIOTOreHaMK MaJIbixX
pasMepoB. B mpuniuiie, aTepocKkaepo3 — HapylieHne MeTa-
6osmsMa in vivo, rmaBabiM oOpasom, 18yx KK — -6 C 20:4
Apaxu IC nomm-KK u anjiorennoii, ahusnosorudnoii, -6
C 20:3 nuromo-y-uHosienoBoii Hena-sKK. Caxapubiii qua-
6eT — 9T0 TOKe HapyLeHne MeTabo/m3Ma Beero aByxX KK —
[Manpm v-7KK 1 onennooit mono-KK.

[JIIOT4 nocrosgnno, koudopMmalnonuo (MpocTpan-
CTBEHHO) M3MeHseT (GOPMbI, I 4ero U HeoOXOAUMO TO
MecTo, kotopoe mexay 1ensmu DC nomu-KK 3anumaer
soga [23]. Eciu 9C nomu-KK B DJI ne Oyzer, Ux MecTo
3aiMyT 9k3orenHast ®-6 C 18:3 y-nmunonenosas nena-;KK
u C 20: 3 nturomo-y-nunosienosas vena- K K. [Tpu atom 1enm
JKK 6y myT paciiosioskeHbl IJIOTHO ¥ IIPOCTPAHCTBA 11t KOH-
dopmanuu IJIKOT-4 craner negocrarouno. [Ipu atom 1o-
nusurcd gynkironanpuasa akrusiocts [JIIOT4 8 UHC-
3aBUCUMBIX KJleTKaX, Kak 1 Bcex nHbIX [VIFOT, c IP. 1 ckouib
He OyzeT BbIcOKa IKeMus u konuentpaiusa MHC B mex-
KJIETOYHOU cpejie, BbicTaBjieHHble Ha MemOpany TJIIOT4
Oy/yT PYHKIIMOHUPOBATH C HU3KOH POU3BOUTELHOCTHIO.
ITO OCHOBHAS IPUYNHA PA3BUTUS MHOTOJIETHEH, BBIPAKEH-
noit 1P, yactora KOTOpO#l yBeJINYUBAETCS C BO3PACTOM U
SBJISIETCS, MBI T10JIaTAeM, OJTHUM U3 CUMIITOMOB aTepOoCKJIe-
po3a — cUHIpOMa BHY TPpUKJIETOUHOTO Jechurinra I C mou-
KK.

Hacsieposanue caxaproro quabeta BToporo THIIa sBJs-
€TCs TIOJIMTEHHBIM; B Ka4eCTB FeHOB-KaHIM/IaTOB paccMar-
pusaiot: ren THC; ren penienitopa k [JIFOK; rensr cemetii-
ctBa 6eskoB, cBasbiBaommx HIXKK B nrosose KiIeTok;
reH rJIMKOreHCUuHTeTasbl; TeH docdaraspr 6eikoB Tuma 1;
reabl [JIIOT2 u IVIIOT4; ren rekcokunnassl tuma II; rex
ocdaruani-3-uHO3UTOJ KUHA3bI; TEH IIPOMOTOPA TJIIOKO-
30-6-pocdaTaszel 1 ren ipoMoTopa GochoIHOMUPYBATKAP-
6oxcunassl [1]. Ecin MyTanus oqHux TeHOB acCOLMUPOBa-
Ha ¢ KIIMHUYECKUMU TIPOSIBJICHUSAMU {tabeTa BTOPOro THIIA,
TO MyTaIlUX UHBIX T€HOB JJIUTEJIbHOE BPEMS OCTAIOTCS «MOJI-
YauuMuy, 6e3 KIMHUYeCKUX MposiBieHuii. V1 npoBouupyer
TaKue «MOJIYaliie» MyTaluy Hauboiee 4acTo: a) adhusmo-
JIOTHYHO BBICOKAsI MHAYKIUST CyOCTpaTaMHu, [epee/laHiie;
6) ns36pITok adusnoaornunbix H-)KK u yraesonos u B) amm-
MenTapubiil gepunut B nuire IC nomm-KK. Hacteie my-

TAIlMKU TeHOB Juabera BTOPOTO TUIIA YIAAETCS BbISIBJISATDH
B JIOKQJIbHBIX TIOMYJISIIIUSAX C ITHUIECKUMU OCOOEHHOCTSIMU
skusny [21]. Kak npasuiio, nposiBjierust auaberta BToporo
TUTIA ONpejieIeHbl Pa3BUTUEM TTOCTOSIHHOTO cunapoma VP,

Bposxaentbie hopMmbl uabeTa pasBUBAIOTCA C I€TCTBA;
a10 tporcxoauT y 16—18% GosbHbIX. Y MOAABIISIONIErO Ke
yuycJia MmaueHToB ¢ Bo3pactoM pazsuaercsi P ¢ ¢op-
MHPOBaHHEM KOMOUHUPOBAHHOM TUTIEPIUIIIEMIN (PeHO-
tuma 11 6.

BuyTpuBenHoe BBefieHre AMYJIbCUN C BBICOKUM COZIep-
skanunem JC nonu-;KK joctoBepHo yBesMyuBaeT »Kuji-
KOCTHOCTb IIa3MaTudeckoil MemOpatbl T-1uMpoIuToB 1
MOBBIIIAET YyBCTBUTENbHOCTH KieTok kK UHC [24]. ¥ na-
IIUEHTOB C IMabeTOM, KaK IIePBOTo, TAK U BTOPOTO TUIIA, TAK
u nipu VP, moHm:KeHbl mapaMmeTpsbl JKUIKOCTHOCTH T11a3Ma-
TUYECKOI MeMOpaHbl KJIeTOK (3PUTPOLMTOB), KOTOPYIO Olle-
HUBAIOT MeTOJIOM (hyopecieHTHBIX 30H/10B. BBenenne
MPOU3BOHBIX AMUHOTyaHuuHA (GUTYaHUIOB) CIIOCOOHO
BCe 3TH HapyIIeHs1 HopMain3oBath [25]. Mcnombp3oBanue
SKUJIKOCTHOM Xpomartorpadun u gpJryopeciieHInu o3BoJsi-
€T OIEHUTD KUJKOCTHOCTh MEMOPAHBI U COTMIOCTABUTH €€
¢ JKK. IIpu nuabere BTOPOro TUIIA MOHUKEHIE KIIKOCT-
HOCTH MeMOPaHbI HPUTPOIUTOB COPSIKEHO C YMEHbITEHNU-
eM cogepsxkanus B Heil Apaxu DC noau-KK. O6pameno
BHUMAaHUE U HA TO, UTO pacriosioxenue pererntopa kK THC
u IJIIOT4 B mwiasmatuyeckoii MeMOpaHe SBJISIETCS. BbIpa-
skeHHO pasHbiM. Penenrropsr k THC siokanusoBanbl B 00-
sactu padros (IJIOTOB), y4aCTKOB MeMOPaHbI, chOPMUPO-
BanubIX chunaromuenudamu — OJI ¢ naunbosee BHICOKOR
ruapoGOGHOCTHIO U COMEPKAHIEM KOHAEHCUPOBAHHOTO
Mesxty mosierysiamu ocdosurnuo XC [26]. Mukpookpy-
sxenne ke [JIFOT4 cocrout us naumenee runpo@oOHbIX
amunodocdomumugos [27].

CHukeHme KUAKOCTHOCTH U yBeJIMYeHNe MUKPOBSI3-
KOCTH I1asMatudeckoii Mem6pann MHC-3aBucuMbIxX Kie-
ToK [ 28], mpu ruskom cozepxkannu JC nosm-KK B amuno-
dbochonununax, apasgercs Haubojee YaCThIM yCAOBUEM
bopmuposanust P [29]. Beicokas mukpossizkocTs OJ1
3aTPY/IHSIET BbICTABJIEHUE HA MEMOPaHY JOMOJTHUTETbHBIX
IJIIOT4 [30], criocob6eTByst hopmupoBanuio cutapoma NP
[31]. B ycroBusx rinobanusanyuy MUTAHKM IPU BBICOKOM
conepskanuu B nniie H-2KK Bcerna opmupyercs, Mbl 110-
JlaraeM, Kak aJuMeHTaPHBIH, TaK 1 SHIOTeHHbIN Jeuiut
B kieTkax IC nomu-)KK. B aTux ycrosuax a) usdbrounoe
kosimuecTBo [Tanbm 1-7KK napymaer cunres UHC u ocBo-
6oxpenne us B-kneTok nenonuposannoro MTHC, a 6) ge-
unur B knerkax IC nonm-;KK ne paer nopmasnbuo dyn-
kimonuposath [JIKOT4 [32], a takske MelaeT ocyIiecTBISATh
BCe OCHOBOMOJIaraonme GyHKIUY, BKI0Yas OG1ogornde-
CKUe PeakIny 9H/I0IUTO3a, IK30I[UTO32a U Tpanciuosa [33].
Jlis peanusanuu 9TuX 6UOJIOTHYECKUX DYHKIIMNA TPUXO-
IUTCA in vivo 3ageiicTBOBaTh OMOJIOIMYECKYIO PEAKIIIIO
TUIPOAMHAMUYECKOTO, apTEPUAJILHOTO JIaBJIEHUS U <IIPO-
JIABJIMBATD> BE3UKYJIbI ¢ GUOJOTHUECKUM «MYCOPOM»> Yepes
MeMOpaHy ¥ IIMTO30Jb KIETOK SHIO0TEHSI.
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Puc. 2. [ymopasbHast peryJsiust ak THBHOCTH TOPMOH3aBUCHMOIT JINTTA3bl,
rugposusza TT B agunonurax u modumusaimu HIKK B Grosornueckoil peakinu sHaoTpo-

® [miokaroH (agpeHarnuH)

ee Ha3BaJM, XapaKTePHU3YeT: a) BbICOKAsA
KOHCTaHTa CKOPOCTU PEaKIUu — TUIPO-
auza TT B KMPOBBIX KJEeTKaX; 6) OTCyT-
CTBUE TIO3UIIMOHHON (CTEPUYECKOIT) CIie-
nupUUHOCTU JINIA3bl; B) (pepMeHT He
JleaeT pasaindugd MesKIy TapaMeTpaMu
TUIPOJIN3A OJIEMHOBBIX, TAJILMUTHHOBBIX
1 JINHOJIEBBIX B Q/IUTIOIIMTAX PA3HBIX JIETI0
JKUPOBOU TKanu. buonorunueckyio GpyHk-
[UI0 AJIMTIOHEKTUHOB U JIETITUHA, MBI T10-
Jlaraem, ele cJjaejlyeT yCTaHOBUTH [34].

B 6uromornueckoil hyHKIMK SHI0IKO-
JIOTHH, GUOJIOTHYECKON peakIiy BoCIiaie-
HUS OCHOBHYIO POJIb B aKTUBAIIMH JIUTIO-
JIM3a B aUIONUTaX U OCBOGOKIEHUS
H3KK ucnosHgior mpoBocaauTebHble
MUTOKUHEI [35], B acTHOCTH (haKTOP He-
Kkpo3a onyxosn-o. CPD jke, MblI 1o1araem,
SABJISIETCS JIUTTUATIEPEHOCATIIUM OETKOM-
BexktopoMm. CPDB nupkyaupyer B 1a3me
KpoBU B hopMe MOHOMEPA C MOJI. MACCOM
25 k/la u B (hopme TIeHTaMeEpa ¢ MOJI. Mac-
coit 125 k/la. CPB-moHOMep sIBJISIETCS

Okucnexune

B Opyrmnx
TKaHAX

¢un. TAT — ropMoH3aBUCHMAsT TPUTTTUIIEPUIATTMITUPOJIA3A ATUTIOIUTOB

DopmupoBaHne HENPOIHAOKPUHHOM CUCTEMBI HA CTY-
neHgax dusorenesa ocyuecTBIECHO, BEPOSITHO, HA OCHOBE
CUTHAJIBHBIX MOJIEKYJT, KOTOpbIe UH(OPMUPYIOT KJIETKU UK
OPraHu3M B I1€JIOM 00 YCJIOBUAX BHEITHEH UM BHYTPEHHE
cpe/ibl; Ha paHHUX CTYTIEeHAX (DrIoreHe3a Bce OHU OKa3bIBa-
JIW CBOE JIefiCTBIE HA TTAPAKPUHHOM, MyHUITUTIAJILHOM YPOB-
ue. [Ipu ctanoBenny Ha cTyTeHaX pUIoreHe3a Kak/10i u3
Ouosornyeckux GyHKIMNA OHK 003aBEINCh COOCTBEHHBIMU
TyMOpaJIbHBIMU Me/InaTopamMu (TOPMOHAMH ), KOTOPBIE TTy-
TEM PEIENTOPHOTO ICHCTBUS YCUIIUBAIOT CHAOKEHUE TTyJIa
KJIETOK 9HEPTUEl, IIyTeM MacCUBHOTO IMOIJIONIEHUS UMU
H3JKK u3 MekKIeTOUHO CPe/Ibl 110 TPA/IMEHTY KOHIEHT-
paruu. [ToaTomy ¢ panuux cTyiHel huiorenesa JUMmoan3
BO BCeX KJIETKax, B TOM uncJie u ocobosxkaenne HIXKK s
peasmsanuu 6UOJI0rnueckoil GyHKIMN roMeocTasa (a B 9BO-
Jotuu U MopgoreHne3a) OCyIeCTBJISIOT TOPMOH POCTA U
TUPEONIHbIe FOPMOHEI (puc. 2). [l peamusannuy GUOJI0ri-
YyecKol (DYHKITMY aJlalTalluy JIMII0JIN3 aKTUBUPYIOT TyMO-
paJibHbIE ME/IMATOPBI JIPEHAINH 1 TTTIOKOKOPTUKOUDL. J{J1st
MIPOJIOJIKEHMS BU/Ia TOPMOH3ABUCUMBIE JIMIIA3bl BO BCEX
KJIETKaX M aJUIOIUTAX aKTUBUPYIOT CTPOTEHbI U WHbIE
PerpoyKTUBHbIE TOPMOHAJIBHbBIE HAYAJA, & TAKIKE 1 JIOKAJIb-
HbIe TOPMOHBI, KOTOPbIE CHHTE3UPYIOT U CEKPETUPYIOT CaMU
KJIETKU KUPOBON TKAHU U JIEUCTBUE KOTOPBIX MBI ellfe /10
KOHIIA HE TIOHSJIHN.

Obecneuenye 6HMOIOTMYECKON (HYHKIMK JTOKOMOLIMH,
ocBoboskmenne HIYKK u3 agumonutoB B OUOJIOTUYECKOH
peakiu 3H10TPODUN OCYIIECTBIISIET UHOH, (DUJIOTeHeTH-
yecku 0oJIee MO3MHNUMN, HO TaKkKe TyMOPaJIbHbIA MEeAUATOP,
niaeHTruGUKaNKsg KOTOPoro eie morpedyer ycuanid. Top-
MOH3aBUCHUMYIO JinTa3y (hU3N4ecKOil aKTUBHOCTH, KAK MBI

UMMYHOMOJYJIATOPOM, B TO BPEeMsl KakK
CPDb-nienrtamep, 1o HatieMy MHEHUIO, 3TO
6eJI0K-BEKTOp HalpasjaeHHoro mnepetoca Ilaabm H-KK 1
ostennoBoit mono-KK B popme TT B cocrae JITTOHII kak
cy6eTpaToB st HapaGOTKU KJIETKaMy dHEPTUH, CHHTE3a
AT®. Ocnosnas macca CPB-nieHTamMepa B MesKKI€TOUHOM
cpezie B (hU3MOJIOTUYHBIX YCIOBUAX PACIioyiaraeTcs Ha 11o-
BepxuocTu JITTOHII [36]. Mbi nostaraem, uto CPB (puc. 3)
SIBJISIETCST TTATO(DU3UOTOTUIHBIM, JIMITUIIEPEHOCSIIUM OeJi-
KOM OCTPOii (hasbl GUOJOrHYECKON peaKIuy BOCIIAJEHMUS.
CPb akruBupyer in vivo onnospemento Bce kinetku PCT,
KOTOPBbIE PeaIn3yioT GHOIOTNYECKYIO PEAKITUIO BOCTIATIEHUST
[yTeM yCUJIEHHOTO CHabKeHMst X cyOcTpaTtaMu JIist BbIpa-
6orku aneprun — H-yKK+mono-KK B hopme Hermossipabix
TT B cocrase osnennospix JIITOHIL.
Cunresupyior CPB kireTku napakpuHHbIX COOOIIIECTB,
B KOTOPBIX Pa3BUBAETCS JIOKAIbHASA OMOJOTHUECKAS PeaK-
nus Bocriasenus [37]. CPB B kpoBoTOKe cBsi3bIBaeTcs
¢ JITTOHII, nepexpsiBaet ux gusuosorununsiii aiok /B-100
JIUTAH]I, CaM CTAHOBUTCS NATOMUINOTIOTUYHBIM JIUTAHIOM
u niepeajipecyet nmotok JINOHII u KK Tosbko k kieTkam
PCT, xoTopbie HEIOCPeACTBEHHO Pealnu3yioT O1oIornye-
CKYIO peaxiiuio Bocriajienust. B cBoio ouepenp, kiaetku PCT
BBICTABJISTIOT HA MeMOPaHy KOOHEePATHBHbBIE PELENTOPHI K
CPB, yactbio koTopbix sBisercs Oesnok-perentop CD36
Kak tpancyaokatop g JKK. Muoiutsl, auiieHHbie Bo3-
MozkHocTu akTuBHO Ttorsiomath KK B hopme TT, Boiay:k-
JIEHbI, UCTIOJIBb3YS OUOTOTHYECKYIO (DYHKIMIO aaTaliu:
a) MHUIMUPOBATDh ycuienue jumnosuda TT B agunonurax
[IPU JIEWCTBUN TOPMOHOB aJIalTaIni; 6) MOBBICUTH KOHIIEH-
tparuio HIJKK+AJID B MexXKkIeTOUHOI Cpefie U B) yCu-
JINTH IaccuBHOe Ttoronenne muoruramu H-7KK +Mono-
KK B dopme HIKK us acconmaros ¢ AJIb [38].
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Puc. 3. brokaga CPB akTiBHOTO perenTopHoro morIomeHst
muonutamu H-KK + mono-7KK B dopme TT B JITIOHIT
¥ akTuBaimd naccusHoro noromnennd H-)KK+mono-7KK
B hopme HIKK u3 acconmaros ¢ AJIb

Beinysknennas 3aMena B MaTOOU3NOJOTHYHBIX YCIOBUSIX
BOCIIQJIEHUsT AKTUBHOTO TorJionienns: muoruramu ;KK B
dopwme renonsgapusix TT B coctase JITTOHII na naccusnoe
norsiotiienne — B popme nossipabix HOJKK u ects npuun-
Ha VP nipu 1106011 110 5THOIOTIY GUOJIOTHYECKON peaKIii
BOCIIAJIEHU; [IPU TOCTYIVIEHUU U HAJTWMYUU B IUTO30JI€
H3/KK muroxonapuu ocranasanbaior okucsaenue [JITO.
[Moatomy a) pHOGPETEHHOE WU BPOXKICHHOE HAPYIIEHUE
aktusHoro norsontenus MHC-3aBucnmbivu kierkamu KK
B dpopme TT, runeprpuriniepugieMust siBJISIOTCS YCAOBUS -
mu popmupoBanusi PE3 k UHC. [loka B mimasme kpoBu
nossbirero cogepxkanne CPB, MHC ue cMmosxker GJI0KUPO-
BaTb naccusHoe noruonienue kiaerkamu HIJKK, mutoxon-
Apuu He cTaHyT (husroIorndHo okucasTs IJIIO u Gyner
nponoskarees VP, [Tonaraiot, uTo HeaskoroipHast JKUpoBast
6OJIE3HB [IEYECHU U TOCJIEYIONIEee PA3BUTHE CTEATOTEIATUTA
ABJFIOTCS caejicTBreM hopmupoBanus cunapoma P [39],
B yacTHOCTH, HepoctaTounoil aktuanuu MHC kioyeBo-
ro (pepmenta A9-creaponsi-KoA necatypasst, KoTopas 1pe-
Bpantaer [Tanpm H-7KK B osennoByio mono-KK. Id-
(heKTUBHBIMU K€ CPEACTBAMMU JIeUEeHUsT ITOI MATOJOTUU
OKAa3bIBAIOTCS TUIOJIUITAIEMITUECKIE TIPEIapaThl (THA30JIH -
JNEHUANOHBI, (PUGPATHI U GUTYaHU/BI), KOTOPbIE 00IALAI0T
BBIPAKEHHBIM TUIIOJUNUIEMUYECKUM U TUIIOTJINKeMUuYe-
ckuM Jseticteuem [40].

YT0 Ke IIPOUCXOIUT IIPHU MOJIUITHOTIOTUIHOM CUH/IPO-
Me VP (MHCYJIMHOPE3UCTEHTHOCTH): a) OJI0Kaga JIM MeXa-

nu3moB sieiictBust MHC na kietku («curHat» He JJ0XO/IUT)
nin 6) KJIETKU, IPU COXPAHEHHBIX MEXaHU3MaX JIEHCTBIS,
<UTHOPUPYIOT» TyMopasbhblie curHasbl UHC? CtpykTypHO
o6ycnosnennas 61okazna neiicrsus MTHC sBistercs ocHOBOM
BPOJK/IEHHOTO caxapHoro guabera Broporo tuia. MyHKImo-
Ha/IbHO 00ycnoBaeHHas Onokana aeiicrsusa MHC (auskas
aktuBHOCTb [JIKOT4) gaBisercss ocHOBOU M cuMIITOMA
atepockieposa. OcHoBHoit npuunnoit P npu naronorun
PA3HBIX OPTAHOB SIBJISIETCS OIMCAHHBIN HAMU MPUHIIKIL
«buomorngeckoii cybopaunanu». CoraacHo aTomy, 61o-
Jiorudeckue HyHKIUE, OMOJIOTHYECKUE PEAKITUHU, TYMOPAJIb-
Hble (TOPMOHAJIbHBIE ) PETYJISITOPBI, KOTOPbIe ChOPMUPOBA-
HBI Ha OoJiee TMO3HUX CTyTeHsX (hUIoreHesa, He MOTYT
OKa3bIBATh BJIMsIHUE HAa OOJiee PaHHKE PETYJISITOPHBIE CUC-
TeMbL. JTO JasKe MOKHO CPABHUBATH C «(DYHKIIMOHATBHBIMU
3arperamu» Orosoruu [41]. TunepriavukemMus u gaxe rumep-
MHCYJINHEMUS B MEKKJIETOUHOII Cpejie U I1a3Me KPOBU a) He
B cujiax octaHoBuTh Jumnonu3 B THC-3aBucuMbIx aautio-
nurax, 0) yseamdenue cogep:xannsg HIJKK B masme xpo-
B, B) maccuBHoe rorsomnienue nx MTHC-3aBucumbiMu Mmuo-
nuramu u r) okucsenve mutoxougapusmu KT u KK, ecom
OHM AKTMBUPOBAHBI TUIEPCEKPelnell hUiIoreHeTHYecKu
6osee pannux, yeM MHC, ropmonos. Iukna Penana [42]
(DYHKIIMOHUPYET TOJIBKO HA Ay TOKPUHHOM YPOBHE, B KJIET-
KaX ¥ ONPEJIeJIsIeT Yepe/loBaHue B GUOTIOTMIECKOI (PyHKITUN
nuTanns (Tpodosiorun) 6UOJOrHYeCKUX Peakuii 9K30- U
5HA0TPOG UK. ITOTO UK HET B MAPAKPUHHBIX CO0O0IIE-
CTBax KJIETOK, TeM OoJiee OH He (DYHKIIMOHUPYET Ha YPOBHE
opranuama. [unepsunuieMus, THIEPTPUTIULIEPUAEMUS U
nosbienue cosepskanusg HIKK+AJID Bcerna npusemyr
K TUIEPIIMKEMUN, HO TUIIEPTINKEMUs He «3aCTABUT> MU-
toxonipuu ripekpatuthb okucyaenne KT u JKK. UHC B ro-
HOU Mepe TIPOSIBJISIET CBOE JIENICTBUE TOJBKO MPU (hU3UO0JI0-
TUYHOU CeKpeluu BceX (GUIOreHeTUIeCKH PAHHUX
ropmotoB. Onn u 6e3 UHC MUJLITHOHDI JIET PETYIHMPOBAIIN
meraboausm [JIIO u JKK. B 9TuX «CIOKHBIX»> YCIOBHIAX
neiicreue dusorenerndecku rnozganero MHC na panuuit
merabosmsm TJTIO onocpenoBaHo yepes MexaHU3MbI Pery-
sgiun JKK; ocHOBOI ATOTO NIEiicTBUS SBJSIOTCS (hUjIoTeHe-
THYeCKU elrie GoJiee IpeBHIe 0COOEHHOCTH (DYHKITHU MUTO-
xoHzapuii. ITaTorenes Muorux 3abosieBaHuii craHer GoJiee
MOHSITHBIM, €CJIU Mbl CTaHEM PACCMATPUBATH €r0 B ABOJIIO-
[[UOHHOM aCIIeKTe, [T0ITANHO, B CTAHOBJIEHUU HA PA3HBIX
CTyIeHsX (uiorenesa B paMKax IPeJIoKeHHOI HaMU Teo-
puun 6uojgornyeckux GyHKIUA 1 OMOJOTUYECKUX Peak-
it [43].
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MPOBAEMA CAXAPHOIO AMABETA C NMO3ULIMN OHTOTEHE3A

B.1. OAUH
O®OIrbBOY BIMO BoenHo-meanumHckas akaaemust umenn C.M. Kuposa MO P®, Caukr-lNetepOypr

Pesrome. Hepewennvie 60npocot caxaprozo duabdema cez00nst, Ha Haul 83211510, 60 MHO20M 00YCI0BIEHbL Y3KOOUCUUNIIU-
HAPHBIM NOOX000M JIeUeHUS <UOCANbHOZ0 NAUUeHMAy> 0e3 Yuema nojd, 603PACmd, SMHULECKOZ0 U PAMULLHOZO NPOUCXONC-
Oenusl.

B Oannoti cmamve paccmampusarmcs OHMOZeHemuueckue 0CO0eHHOCMU caxapiozo duabema cmapuieil 603PAcmHOl
2pynnoL, KOMOPLLIL ABAACMCL O0HOU U3 COCMABLIIOULUX KOMNIEKCA 2ABHBIX HEUNPDEKUUOHNDIX GONe3HEIL, NPUCYUUX Ue06e-
KY 6 NONCUTOM BO3PACTE U 3AKOHOMEPHO BOSHUKAIOWUX 6 pesyvmame Opeiiga zomeocmasa. [Toamomy ¢ mouxu 3peHus ow-
MO2EHE3a CYUECBEHHIM NPEOCMABAACNC OMCYMCMEUE OHMOZEHeMUYECcK020 noopasdeienus duadema. Hamu 6vLio npo-
gedeno opuzunarvbhoe noopasoenenue 06caedosannvix 169 GoavHbLx Jcernugun na 5 2pynn, Pasiuunbix no gopme ouabema 6
3a8uUCUMOCTU 0M OHMOZEeHeMUUecKoll (pasvl debroma 6oresnu: 1. Mencmpyanvnast popma C/12 (Oebrom 6 penpodyxmuenyio
pasy onmoeenesa); 2. Panne-nocmmenonaysanouas popma C/A2; 3. [lozone-nocmmenonaysanvnas popma C/A2; 4. Panne-
unsomomusenas popma CA2; 5. losone-unsomomusnuas gpopma C/[2.

B yenom 6 o6cnedosantion kozopme Seiuuuna KOMOPOUOHO20 UHOEKCA ObLAG NOSUMUGCHO ACCOUUUPOBANA C BO3PACTIOM,
BENUMUHOL MACCHL MEIA U YUCTLOM CYUAEE CeMEtH020 Ouadema i, Hanpomus, He2amueHo ¢ BeAUNUHOL eiukemul. Munumain-
HbLL KOMOPOUOHDLIL UHOCKC ONPEOensics 8 NO30He-UHBOLIOMUGHOL 2pynne, 0COGEHHO 3a cuem Hauboee HUSKOU Yacmombl
Cayuaes 3a001e8aHUTL HeAYIOUHO-KUULEUHO20 MPAKMA U ONOPHO-08U2AMENbHOZ0 annapama. B amoil sce epynne onpedens-
JIACH He2ZAMUBHAS C8S3b BO3PACA U BEUUUNBL KOMOPOUOHO20 undexca. Komopoudnvlil undexc nosumueno Koppeauposa ¢
BENUYUHOU A PermusH020 undeKca, ¢ NPUOPUMENHOU CBS3bI0 8 PAHHEe-UHBOIOMUBHOU 2pynne. B panne-pasosoix, panne-
NOCMMEHONAY3ANBHOU U PAHHE-UHBOJIHOMUBHOU ZPYNNAX OMMEUALOCH HEOOCTNOBEPHOE OOMUHUPOBAHUE BETUUUHBL KOMOPOUO-
H020 UHOEeKCa 6 CpasHeHul ¢ nO30HO-Pa306vimu (NO30HE-NOCMMEHONAY3ATLHAS U NO30HE -UHBOIOMUBHASL) ZPYNNAMU.
Jannas mendenyusi Hab00aLach Ha Qoue PeyunpoKHbIX 63AUMOOMHOUEHUL 8 OAHHBIX ZPYNNAX YACTOMbL Clyuaes ga-
MULHOZ0 duabema u caiyuaes cemelinozo donzoxcumenvcmea. Ilonyuennoie oanmvie, 8 4ACMHOCMU, NOOMBEPHCOArOM Me3UC
0 Heobx00umocmu 6ojiee WUPOKOZO UCNOTLIVBAHUSL MEPMUHA <NEPEUUHOE 300P0BbE> U €20 COCMABAAIUUX, 8 THOM UUCILE
YUuema Hamuuus pamuIoHbIX 3a001€6AHUL U CIYUACE CEMETUH020 D0N20MCUMETLCTNEA.

C mex Jce 0nmMOZEHeMUUECKUX NO3ULULL panee namu Obli anpoouposan 2eponmosozudeckull nooxod x aevenuio C/2
nymem nPUMEHeHUs. Y Maxux 00IbHbIX 2eponpomexmopos. Hasnavenue smux npenapamog npueeno K ueiomy cnekmpy no-
SUMUBHBIX USMEHEHUT KaK OUABEMOLI02UYECKU, MAK U 2ePUAMPULECKU SHAUUMBLY NAPAMEMPOE.

Pesromupys umerowguecs: dannoie 0 npupode caxaprozo duabema 2-z20 muna, ciedyem noouepKHymo, 4mo Kpome oduje-
NPUHSMBIX HA Ce200HA MEMAGOIUYECKUX KPUMEPUEE KOMNeHcayuu duadema, neobxo0umvix 0is npesenyui paseumust
MAKPO- U MUKPOCOCYOUCTIBLX OCL0NHCHEHUL Ouadema, ciedyem wupe ucnoib308amy OHMOZEHeMUYECKUe MAPKePvl, NApamen-
Pbl, XAPAKMepusyouue nepeudnoe 300pogve, U OUaAzHOCMUYECKUe KpUumepuu nocmanoeku OUazHo3a COnYmcemeyouux 3a-
bonesanuil, NOCKOILKY MOIbKO MAKOU UHMEZPALLHIL N00X00 K OUEHKE NPOUCXOOSUUX USMEHEHUTL 8 OP2AHUME KOHKDem-
HO20 NAYUEHMA MOYCeM Oamb NPABULLHBLL OMEEM. U Peuums npobiemy GLazonpusmmozo npozHo3a Kax O ICUSHU, MAaK u
0J1sL Kauecmea 3mou KOHKPEMHOU HCUSHU.

Knrouesvte cnosa: caxapuoviii duabem 2-20 muna, 0HmozeHe3s, NOICULbLe, CmapeHue.

PROBLEM OF DIABETES MELLITUS FROM POINT OF VIEW OF ONTOGENESIS

V.I. ODIN

Federal State Budget Institution of Higher Professional Education S.M. Kirov Military Medical Academy,
Ministry of Defence of Russian Federation, Saint-Petersburg

Summary. The existing problems of diabetes mellitus seem to be caused by narrow discipline-related approach to treatment
of “ideal patient” without taking into attention the gender, age, ethnic and hereditary factors.

The article discusses the ontogenetic peculiarities of diabetes mellitus in elder age group. This disease is one of the main
non-infectious conditions, existing in elder age individuals due to the changes of homeostasis. That’s why from point of view
of ontogenesis the absence of ontogenetic classification of diabetes seems to be important. Our investigations included
169 females who might be classified to 5 groups basing on the age of the disease onset: 1. Menstrual variant (onset in reproductive
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period of ontogenesis); 2. Early-postmenopausal variant; 3. Late-postmenopausal variant; 4. Early-involutive variant; 5. Late-
involutive variant of diabetes mellitus.

In general the level of comorbidities index positively correlated with age, body mass and number of the disease cases in
Jamily. Negative correlation was found with the level of glycemia. Minimal comorbidity index was found in late involutive
group, especially due to the low number of gastrointestinal and bones and muscles diseases cases. In the same group the negative
link was found between the age and comorbidity index. Comorbidity index positively correlated with the affective index,
priority lins in early involutive groups. In early phases, early-postmenopausal and early involutive groups the insignificant
domination of comorbitities index was revealed if compared to late phases (late-postmenopausal and late involutive) groups.
The reciprocal links exist between the number of diabetes cases in family and long life in family cases.

The obtained results confirm the idea about necessity of the more wide use of the term “primary health” and its components,
also taking into attention the incidence of the diseases and long life in families. We also used the gerontological approach of
second type diabetes treatment. This approach was based on the same ontogenetic position and included the use of geroprotectors.
The use of these drugs lead to the wide spectrum of positive changes both from point of view of diabetes course and parameters
important in geriatrics.

Finally it is necessary to underline that, apart from widely used metabolic criteria of diabetes mellitus compensation (which
are necessary for prevention of micro- and macrovascular complications) we should use ontogenetic markers, parameters
characterizing the primary health and diagnostic criteria of the concomitant diseases. This integrative approach to evaluation
of the changes in concrete individual patient can help us in concrete situation and optimize the prognosis both for life duration
and life quality.

Key words: diabetes mellitus type 2, ontogenesis, aged, aging.
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HecMOTps Ha TMTAaHTCKHUE YCIIEXH B U3y4YEHNI BOIIPOCOB
STHOJIOTUN U TIaToreHe3a caxapHoro AnabeTa U BHEIPEHUS
9TUX 3HAHUI B IPAKTUYECKYIO MEAUIINHY, CAXapHbIi gnader
B XXI Beke 1o-TpesKHeMy 3aHUMAET I PYIONINE HO3MIMH
10 CMEPTHOCTU U MHBAJUAN3AINN CPeIU MIPOYNX XPOHH-
yeckux 6osIe3Hel.

Hepenrenmble BOIIPOCHI caxapHOTo ArabeTa Cero/Hs, Ha
HANI B3IJIs1/], BO MHOTOM 00YCJIOBJIEHBI Y3KOAUCIUILIMHAD-
HBIM ITOZIXOJIOM, ITPY KOTOPOM B IIEHTPe BHUMAaH HaXO/AT-
Cs1 TIPAKTUYECKH NCKIIOYNTEIHHO TUIIEPIIMKEMUS U ee TT0C-
JIEJICTBUA B <HJeaIbHOM» OpranmusMe. Takas IOCTaHOBKa
BOIIPOCa OOYCJIOBIEHA, HECOMHEHHO, METOMYECKOM CJI0K-
HOCTBIO 3341 U3ydeHust Auabeta BO BCEX ero MIOCTacsX
1 TOHKOCTSIX, 3alIPOCAMU ITPAKTUYECKOTO 3/[PaBO0XPaHEHNS
Ha IPOCTON M yAOOHBIN aJrOPUTM KYpalllH, YCTAaHOBKAMHE
CTPaxOBBIX MEAUIIMHCKAX KOMITAHWI Ha peHTaOe b b aT-
TepH «0OCTYKUBAHUSA» TaKUX OOJIBHBIX, a TaKKe HU3KOIL
3aMHTEPECOBAHHOCTLIO IMabeTOI0r0B B pa3paboTKe BOIPO-
CoB 0cO0eHHOCTEN GOJIE3HN Y JIUIL PasJIUYHOTO 110J1a, BO3-
pacTa, (paMUILHOTO U STHUYECKOTO IIPONCXOKICHU.

B nanHOi#i cTaThe X0Tea0ch Obl OCTAHOBUTHLCS HA OHTO-
reHeTUYEeCKUX 0COOEHHOCTSIX caxapHoro AnabeTa crapiueii
BO3PACTHOM IpyIIIbl. BakHOCTh TaKOro pakypca, ¢ OHOM
CTOPOHBIL, 00YCJI0BIEHA CTPEMUTEILHBIM YBEJINYeHEeM KaK
abCOJIIOTHOTO YMCIa JTIOAEl cTapiieil BO3pacTHON IPYIIIILI,
TaK ¥ €€ OTHOCUTENBHON NPONOPUUK B 00IIEl CTPYyKType
HaceJIeHts], 4T0 UMenyeTcs (PeHOMEHOM «CTapeHMUs Hacee-
HUST», TIPY 9TOM TEMIIBI cTapenns B Poccun B 2 pasa onepe-

sxkatoT obieMupossie [1]. C Apyroii cTOpOHbI, IMEHHO JTa
YaCcTh HACEJIeHUsT OMpe/essieT 3a60JeBaeMOCTh CaXapHBIM
maberom 2-to tuna (C/12); Tak, vactora C/12 y MOKMIbIX
esporeiines gocturaet 20%, a cpeJTHUI BO3PACT MO JISITAI
60mpHbIX C/12 B pa3imuYHBIX UCCAETOBAHUSIX HEU3MEHHO
mpesbinraet 60 JIeT, 1 TP TOM He0OXOIMMO MOTIEPKHY Th,
uro C/12 obycrasnuBaet 6omee 90% Beex cayuaes auabera
B nonyJisanuu [ 2, 3, 4].

C TOYKH 3peHIst OHTOTEHE3a HEOOXOIMMO OTMETUTD, 4TO
BO3HUKHOBEHUE HAPYIIEHHOW TOJIEPAHTHOCTH K TJIIOKO3€e
(HTT) B crapimmx Bo3pacTHBIX TPYTIIaX OTPasKaeT MpoIiecce
cTapemus, a HabI0aeMoe 3HAYUTETHHOE YUCITO CIYIaeB
C/12 y OKHITBIX OTPAsKAET CBsI3b HTOTO 3a00JIEBAHUS C BO3-
pacToM, XOTs [0 Mepe YBeJIIMUeHsI BO3pacTa HapacTaHue
urcsta GOMBHBIX TMabETOM OTMEYAETCS TTAPATIIETHHO C YBe-
smaenuem dactorel HTT [2, 5]. B srmoxkpunosornyeckom
paxypce B IIO3/[HEM OHTOT€HE3€ OTMEYaeTCsT BBIPasKeHHOe
CHIKEHHE COJIeP;KaHNs B KPOBU HEKOTOPBIX TOPMOHOB, KO-
TOpOE TPeJIaTaeTCsT TPAKTOBATh KaK OIpefieJIeHHbIe KJIH-
HUYECKUe CUHIPOMBIL: 3CTPOTEHOB (MEHOTIay3a), TeCToCTe-
pona (angpormaysa), JII'A (nerupoananipocTepon) u ero
cynbdarta (agpenornaysa), comatorporrHoro ropmona (CTT)
u uHeyauHIogo6Horo dakropa pocra-1 (MMOP-1) (coma-
Tonaysa) [6].

JlanHBIe ropMOHATBHBIE (heHOMEHBI CBSI3BIBAIOTCS C BO3-
pacT-acCONMMUPOBAHHBIMU TTATOJOTHYECKUMHU HAXOIKAMU,
B CBSI3U C YeM IIPeJJIaraeTcsl MPOBe/ieHIe Mep MPEBEHTHB-
HOTO XapakTepa, IpesK/e BCero, 3aMeCcTUTEIbHOI TOpMO-
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HaJIbHOU Tepanuu (COOTBETCTBEHHO, 3CTPOTEHAMU U T.JI.).
B cBolo ouepesib 60J1€3Hb-aCCOIMUPOBAHHBIE TIATOJOIHYE-
ckue poreccsl, Takne kak CJ12, mpenMylecTBeHHO HaOI0-
JIAIOTCS Y TIOJKUJIBIX ¥ TECHO CBSI3AaHbI C TIPOIECCAMU CTape-
Hus. Tak, caxapHblil guaber 2-T0 THUIA ABJISETCA OXHON
13 COCTABJIAIONIUX KOMILJIEKCA TJIaBHBIX HEMH(MDEKITMOHHbIX
6oJ1e3HElT, KOTOPBIM [OABEPTAETCS YENOBEK B MOMKIIOM BO3-
pacte. CoriiacHO OHTOTEHETHUUECKON MOJIETN PA3BUTHS BO3-
pacTtHo¥ natojiornu — atepockieposa, CJ/12, oxxupenus u
paxa, IMEeIOTCs elnHble MEXaHM3Mbl Pa3BUTHs JaHHBIX OO-
Jie3Hel, 3aKOHOMEPHO BO3HUKAIOIIKE B pe3yJibrare japeiicha
romeoctasa [7]. Tak, B sHepreTueckoM roMeocTaTe 3To 1po-
SBJISIETCS PeBepCUei JOMUHUPOBAHKS OT HHIMOMPYIOIIEro
JIENCTBUS ITIOKO3BI K TOPMO3siieMy 3(hheKTY JKUPHbBIX KUC-
JIOT, 4TO OTPAKAETCs B BO3PACTHOM CHUKEHUH 0a3albHOIL
cekpennu comatorpornuna [8] u pazsutuu eHomena co-
Martornay3sl. C yBesimueHreM BO3pacta OTMEYAI0TCs Hapac-
TaHue 6a3aJbHON M PEAKTUBHON T'MIIEPUHCYJIMHEMUU U
TUTIEPTIIUKEMIH, CO C/IBUTOM TJIMKEMUYECKON U MHCYJINHE-
MUYeCKON KPUBOH B IJIIOKO30-TOJEPAHTHOM TeCTe BIIPABO,
U yMeHbIIIeHUE YTJIa HAKJIOHA KPUBOH COJIEPKAHUST JKUPHBIX
KUCTOT. Y MOJOABIX JIOJell OTMedaeTcs 1MoIbeM YPOBHSI
LJIMKEMUM TT0cJIe e/ibl Ha 1—3 MMOJIb/J1 1 BO3BpAT K UCXO/I-
HOMY ypoBHIO yepe3 2 yaca. C BO3pacToM OTMeYaeTcs Ha-
pacranue MOCTIIPAHAMATIBHOTO yYPOBHS TJIUKEMUU HA
5—10 mr% xaxapie 10 set ocse 5-i gexkansr [9]. 3HaueHUs
[JIIOKO3bI KDOBU HATOIIAK U3MEHSIOTCS MEHEe 3HAUUTEIbHO
u coctaiistior ot 1 10 2 Mr% B iekazy [10]. B mesiom Bo3pact
UMeeT He3aBUCHMOe BJIUSHUE HA TOJEPAHTHOCTb K TJII0-
koze [11].

B pamkax aneBanmonnoit Moziesiu crapenud B.M. [nib-
MaH OITUCAJI TPH, I10 €10 MHEHUIO, BA)KHENTITNX rOMEOCTaTa —
aHepPreTUYeCKUl TOMeOCTaT, alallTAIlMOHHbBIA U PEITPOIYK-
TUBHBIA. B paboTax ero Hay4HOro KOJLIEKTUBA OBLIO
[IOKA3aHO, YTO UBMEHEHUS B 9TUX TPEX TOMeOCTaTaX, BCIe/l-
CTBUE BO3PACTHOTO IOBBINIEHUST YyBCTBUTEJIBHOCTHU 11EHT-
PabHBIX PEryJIATOPHBIX OPraHoOB K CUTHAJIaM OOpaTHOI
CBSI3U, SIBJISIIOTCS TTPUHITUITUATBHBIMU C TOYKY 3PEHUS CTa-
peHus, MPUBO/ISI K BOSHUKHOBEHUIO TJIABHBIX HEMHMEKIIN-
OHHBIX 60JIe3HEl YeI0BeKa U, COOTBETCTBEHHO, K €0 CMep-
™ [7].

C ToukM 3peHusi OHTOTeHe3a CYNIECTBEHHBIM TIPeJl-
CTaBJISIETCS OTCYTCTBUE HA CETO/IHS OHTOTeHETUYECKOTO
noxpaszaenenus quadera. [To coppeMeHnoi knaccuduranym
nuabeTa, B OCHOBY KOTOPOU IOJIOKEH dTUONATOreHETH-
YeCKUH NPUHIINTL, He PA3JINYaiOTCs BO3PACTHBIE TUIIbI 1A~
6eTa, IIOCKOIbKY ITOKA3aHo, 9TO KaK ayTouMmyHubiil C/I,
IpPeX/Ie HA3bIBAEMbBIH <I0BEHUJIBHBIM AUAOETOM>, MOKET
OBITh B II0KIIOM Bodpacte, Tak 1 CJ12, pesk e HasbIBaeMblil
«11abeToM MOKUIBIX>, HaOMIOAAETCS Y MOAPOCTKOB, KaK
MODY tum [12, 13]. Tem He menee, B IpakTUYECKON JiUa-
6eTOJOrNY UIMPOKO UCIIOJIb3YIOTCS MOHATHA <«IIOIPOCT-
KOBbII 1uaber», T. e. nuabet, MaH(beCTUPYIOIIIA B IEPUOJL
nybeprara, «IeTCKuil Auaber», 04 KOTOPHIM OOBIYHO I10-
HUMAIOT AnabeT, 1e0I0THPOBABIINI B I0IIKOJIbHOM BO3pac-
Te, U 9TA aKIeHTyallus UMeeT IPUKJIAJIHOe 3HaYeHuE, T. K.

JIaeT Bpady BO3MOXKHOCTb [IPOrHO3a T€UEHUS U yIIPaBJIsie-
MocTu 6OJIe3HH.

JleiicTBUTENIbHO, «IeTCKUI rmabeTs» CKIOHEH K MHIYK-
[[UU 33/IEP’KKK POCTA ¥ TI0JIOBOTO PA3BUTHUS, & <II0J[POCTKO-
BbI inabeT» UMeeT HAKJIOHHOCTD K MHCYJIMHPE3UCTEHTHO-
CTH, JTaOUIBHOCTH U KeToaIu103y. JlanHbie 0co6eHHOCTH
HAIPSIMYIO CBSI3aHbI ¢ 0OCOOEHHOCTSIMU, CBSI3AHHBIMU C T1e-
puonamu ebiota 60J1e3HU, B IEPBOM CJIydae 9TO ellle OKOH-
YaTesbHO He PAa3BUBIIASICS SHIOKPUHHAS CUCTEMA, TIPEKIE
Bcero, Tupeoctat u och CTI /UDP-1, ¢ Bexymieit «paykry-
UPYIOIIeli» POJIbIO HAAIIOYETHIKOB, & BO BTOPOM CJIydae
nporpeccupoBanue nybeprara U nepeycraHoBKa TOHa/0-
craTta ¢ *HMAHTUIIBHOTO HA PENPOAYKTUBHbIN naTtTepH. Co-
OTBETCTBEHHO, 3TU OTJIUYUSI OT «OOBIYHOTO I0BEHMILHOTO
mabeTa», BOSHUKAIONIETO Y B3POCJIBIX JIHIL, TPEATOJIATaIOT
MHOE KINHUYECKOe TeueHue JaHHbIX (OPM.

C oHTOTreHEeTUYECKON TOUYKU 3PEHUS CYIeCTBEHHbBIM
SIBJISIETCS] HAJW4YKe CTPOroil aMuieMruoJ0rnyecKoil 3aKo-
HOMepHOCTHU yBejandenus 3abosnesaemoctu C/[1 B mpen-
nybGepraTHOM Heproje 5—9 JieT B CpaBHEHUH C PAHHUM
BoszpactoMm 0—5 JieT B 2 pasa u najbHelliee IByKpaTHOE
yBeamdenue 3abo1eBaeMocTH B myOepraTHoM nepuoge 10—
14 jieT B CpaBHEHUHU C MIPEJIIIECTBYIOIUM TIPEAITYOEPTATHBIM
[14]. C knuHuYecKoi TOUKU 3PEHUST BAXKHBIM SIBJISIETCS Ha-
JInYre TIOKA3aHHBIX PA3IMYHBIMI ABTOPAMU 3HAYUTETBHBIX
0COGEHHOCTEN, XAPAKTEPUSYIONINX TSIKECTh TEUEHUsI [Ha-
Gera, mpeskae Bcero mybepratHol (hOpMbI B CpaBHEHUU
¢ npeny6eprarioii. Hanbosee xapakTepHbIM OT/IMYHEM ITY -
Geprarnoit popmbl guabera oT nperrybepTaTHON ABIAIOTCS
GoJiee yacToe TOpaskeHne CeTyaTKy U movek. bosee Toro,
GosbHble guabeToM ¢ 1e610ToM B 12 JIeT UMEIOT ABYKPATHO
[IPEBOCXO/ISIIYIO CMEPTHOCTD B CPABHEHUU CO CBEPCTHHUKA-
MU, CTpafaomuMu npeanybepraTaoil ¢hopmoii nunabera
(nebror — 6, 7 j1eT), B OCHOBHOM CBSI3aHHYIO ¢ AuabeTnde-
ckoit neporarueit (JIHD) [15]. [Ipu renaeprom ananuse
TaK)Ke UMEeTCsI CYIIeCTBEHHAs] PA3HUIIA B JJIUTEIbHOCTU
«MeJIOBOTO MecsIa auabera», Tak, y MaIbUYMKOB B [Ipe- 1
ny6Geprare aTOT 1epro/| OblJ 3HAYUTETBHO JVINHHEE, YeM
y neBouek [16].

B nannom KoHTeKCTe cyieyeT HAIOMHUTD crielduyie-
CKUII 11 IeTCKol nuabeTonoruu cuaapoM Mopuaka, mpo-
TEKAOMNHN Kak [uabeTuvecKasi KapJMnKOBOCTD C KYITUHTO-
unabiMu nipogaBiaenusgvu [17]. Ilpuuyem 1mpu monbiTKe
JOCTUYb KOMIIEHCAIINH Y TAKUX GOJIbHBIX HAOJIIOIAeTCST Pes-
KO€ [IPOrpeccrpoBaHue MUKPOAHTUOTIATHYECKUX OCTIOKHE-
nwii [18].

Yo KacaeTcs APYTUX BO3PACTHBIX PYIII, TO UMEIOTCs
OJIMHOYHBIE COOOIIEHMUST, AHATUZUPYIOINTIE KIUNHUKO-TIATO-
(busnosornyeckre 0CO6EHHOCTH rabeTa cTapiinx BO3pPacT-
HBIX TPYIIL. Paree mpeanpuHuManach mMOIbITKA CO3AHUS
BO3PACTHON KJIacCUMDUKAIIMY JIJisI CDABHEHUST CTATUCTHYE-
CKUX JaHHBIX B PaMKaX MexXIyHapoAHON HaydyHOH auabe-
TOJIOrMYeCKO ob1ecTBenHocTr: auabder gereit (0—14 srer),
fonomeckuil nuaber (15—24 roga), numadeT B3pocabix (25—
64 roma) u crapueckuii quader (crapure 65 ser) [19]. Ho
9Ta KJIaccudUKAIM He MTOJIydnIa Ha TOM dTare MeJIuInH-
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CKOU HAayKU 3HAYUMOTO PUMEHEHUS U AaTbHENIero pas-
BUTHS.

Takum 06pas3oM, yYUTbIBasI BblllIeCKa3aHHOE, HaMK ObLIO
[POBEIEHO OPUTHHAIBHOE MOZIPas/iesieHne 06CIeJ0BAHHBIX
169 60JIbHBIX JKEHIIUH Ha 5 IPYIII, Pa3JuYHbIX 110 (hopme
C/I2 B 3aBHCHMOCTH OT OHTOTE€HETUYeCKOii (hasbl ebroTa
6onesuu: 1. Mencrpyanbuas popma CIA2 (nebiot B penpo-
JyKTUBHYIO (ha3y oHTOreHes3a); 2. PanHe-1iocTMeHOIAY3ab-
nast popma CJI2 (nebior B paHHe-110CTMEHOIay3aJbHYI0
(asy); 3. ITosaHe-octmeHonay3sanbHast popma CJ12 (nebior
B 1I03/[HE-TIOCTMEHOTIay3aIbHY10 a3y ); 4. Panne-unBoio-
tusHas popma C/12 (1e610T B paHHe-MHBOMIOTUBHYIO (hasy
onrorenesa); 5. [Tosaue-unsosorusHast popma C/[2 (nebior
B [103/[HE-UHBOJIOTUBHYIO (ha3y oHTOreHesa) [2].

B 1esiom B 06¢i1e10BaHHOI KOrOpTe BeJnYnHa KOMOP-
OUHOrO MHIeKca Obljla II03UTHBHO aCCOIMUPOBaHa C BO3-
pacToM, BeJIMYUHOIN MaCChl TeJIa U YUCTIOM CIydaeB ceMeHO-
ro sinabeTa u, HATIPOTUB, HETATUBHO C BEJIMYUHO TIIMKEMIH.
MuHrMaIbHBINA KOMOPOUIHBIN MHAEKC OIPEEIsIICS B 1103-
JIHe-MHBOJIOTUBHON IPyIIIIe, 0COOEHHO 3a cueT Hanboee
HU3KOI 4aCTOTHI CIy4aeB 3a00/1eBaHuil sKeIyI0UHO-KUIIey-
HOT'O TPaKTa 1 OIIOPHO-IBUTATEILHOTO annapara. B aToil xe
rpyIIIIe onpe/iesisaiach HeraTUBHAs CBSI3b BO3pAcTa U BeJIU-
YKHBI KOMOPOUIHOrO nHAeKca. KoMopOuaHbIil HHAEKC 110-
3UTHUBHO KOPPEJUPOBAJ C BeJIMUNHON ahPEKTUBHOTO UH-
JleKca, ¢ MPUOPUTETHON CBA3bI0 B paHHE-UHBOJIOTUBHON
rpymiie. B panne-}a3oBbix, paHHe-110CTMEHOTIAY3aJbHON U
paHHe-UHBOIIOTUBHON TPYIINAX 0TMEYaIOCh HEZIOCTOBEPHOE
JIOMUHMPOBAHHUE BEJIMIMHBI KOMOPOUIHOTO HHIEKCA B CPAB-
HEHUH C 1T03/[HO-(a30BbIMU (T103/IHE-TTOCTMEHOTIAY3aTbHAS
U MO3/IHe-UHBOJIOTUBHAS ) TpyIamMu. /lanHas TeHpeHImnsg
Haboanach Ha (hoHe PENUIPOKHBIX B3AUMOOTHOIIEHUT
B JIaHHBIX TPYIITIAX YACTOTHI CIyyaen (haMuabHoro auabera
u ciryyaeB cemeitnoro noJiroxurteabeTsa [20]. [Tomyuentbie
JIaHHbIe, B YACTHOCTH, MOJATBEPIKAAIOT TE3UC O HEOOXOU-
MocTH GoJiee MUPOKOTO UCIOIb30BAHUSA TEPMUHA «TIEPBUY-
HOE 3[I0POBbE» U €r0 COCTABJISAIONINX, B TOM YHCJE yyeTa
YaCTOTBI CJTydaeB (HaMIIbHOTO AuabeTa U CIydaeB ceMeli-
HOTO JloJiToXKuTeNbCTBA [21].

Takum o6pazom, HaMu ObLIN 0OHAPYKEHbI CYLIECTBEH-
Hbl€e TATO(UBUONOTHIECKUE PA3IUUKs Y GOTBHBIX [1abeToM
JKEHIUH ¢ 1e610ToM 00JI€3HU B Pas/IYHble OHTOreHeTHYe-
CKHe TIePUO/IbI BTOPOH MTOJIOBUHBI JKU3HU.

Panee namu ObLT anipoOUPOBAH IePOHTOIOIMYECKHIT
nozaxon K sedennio C/12 myTeM IIpuMeHeHus y TaKuX 60JIb-
HBIX CPEJICTB, MMEIOIUX PEIYTAINI0 «T€POIPOTEKTOPOBY.
Hasnauenue aTux rnpemnapaToB IPUBEJIO K IIEJIOMY CIIEKTPY
MO3UTHUBHBIX U3MEHEHWIT KaK 1UabeTOJOTUIeCKH, TAK U Te-
pUaTpUYeCcKy 3HAYNMBbIX TTapamMeTpoB [22, 23].

Pesiomupys numerolnyecs fanuble 0 TPUPOIE CAXapHOTO
nmabera 2-ro TUIIA, CIE/YeT TOAYEPKHYTh, 4TO KpoMe 001Ie-
NPUHATHIX HA CErOHSA METab0JINYeCKIX KPUTEPUEB KOM-
nexcaiuu guadera, HeOOXOAUMBIX /TSt IPEBEHIIUY PA3BUTHS
MaKpO- U MUKPOCOCYIUCTBIX OCJIOKHEHUH rnabeTa, cae/y-
€T IKpe UCII0TH30BATh OHTOTEeHETUYECKIEe MapKepPhl, T1apa-
METPBI, XapaKTepu3yIoliue NepBUYHOe 3/I0POBbE, U IMATHO-

CTUYeCKUe KPUTEPUH ITOCTAHOBKHU IMArH03a COITY TCTBYTIONIMX
3ab0J1eBaHUI, TIOCKOJIbKY TOJIBKO TAKOI MHTErpaibHbIN O/
X071 K OIIeHKe ITPOUCXO/IATNX UBMEHEHUII B OPraHn3Me KOH-
KPETHOTO TMaIlMeHTa MOKET JaTh IIPABUJIbHBIN OTBET U pe-
HIATH 1Po6JIEMY OJIATOIPUATHOTO IIPOrHO3a, KaK /IS JKU3HU,
TaK ¥ JIJIs KauecTBa 3TON KOHKPETHOU KU3HMU.
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Hauano na cmp. 20

X KQuecTBa U METPOJIOrMYECKO KOPPEKTHOCTU; COBPEMEHHOE Npea-
CTaB/IeHME O CUCTEME TeMOCTa3a U MeToAbl OLLeHKN COCTOSHUA CUC-
TeMbl, OLieHKa QYHKLMOHAIbHOI aKTUBHOCTU TPOMOOLUTOB, HAacned-
CTBEHHble TpoMBOLUTONATUM U Koarynonatuu, Tpom6odunuu (oco-
GEHHOCTU reHeTUYeCKUX HapyLEHU U KIUHUKO-1a6opaTopHbIX
NPOSIBNEHMI), CUHLPOM AUCCEMUHUPOBAHHOTO BHYTPUCOCYAUCTOrO
CBEPTbIBAHUA KPOBU, 1ABOPATOPHBbIN KOHTPOJIb aHTUKOATYNSIHTHOIA
1 [ie3arperaHTHoN Tepanuu, MHCTPYMEHTasbHbIE METOAbI NPOBeje-
HUS UCCNELOBaHUI TPOMOOLMUTAPHOO U NNA3MEHHOTO 3BEHbEB re-
MocTasa.

5. MoneKkynapHo-6uonoruyeckme MeToabl UCCNE[0BAHUA B
NpaKTUKe KIUHUKO-AUArHOCTUYECKOI laGopaTopum

Kateropus cnywareneii: 3asegyioliue, Bpauu 1 6MoN0rM Knu-
HUKO-[MarHOCTUYECKUX NabopaTopuii.

OcHOBHbIe BOMPOChI: OCHOBbI OpraHu3auuu nabopaTopHoi
CyX6bl C y4ETOM MPUMEHAEMbIX TEXHONOMMIA, 06eCNeyeHne KayecTBa
nccnenoBaHuit, pa3bop 0CHOBHbIX BONPOCOB 06Lei U KIMHUYECKON
reHeTUKW, TKaHeBOro TMNMpoBaHusa, ocHosbl MLP 1 coBpemeHHbIx
MONIEKYNAPHO-TEHETUYECKMX METOL0B UCCNeJ0BaHUSA; METOAbI OLleH-
ku akcnpeccun reHos (RealTime PCR), nabopaTtopHbIil CKPUHUHT
HacneaCcTBeHHbIX 60Ne3Hel; BONPOCk! MONEKYASPHO-OMOI0rMYEeCKmX
MCCNef0BaHMIA B reMaToNornm, Kapauonoruu, yponoruy, akylepcrae
1 ruHekonorun u ap. NMpakTnyeckue 3aHATUNA 3HAKOMAT cyLwarenei
C 0COBEHHOCTAMU PabOTbl MONEKYNAPHO-TeHETMYeCKON naboparo-
pUK, HIoAHCamMu 3a6opa v NOLTOTOBKM KNMHUYECKOTO MaTepuana ans
uccnefoBaHus, paboTsl C rOTOBbIMU HAbOpaMK PeakTUBOB, a TaKKe
c ocHoBamu npurotosnenus MNLP cmecein. Ha ocHoBaHWUKM nonyyeH-
HbIX 3HaHWII ClylwaTeny NpuobpeTatT HaBbIKM KNMHUYECKON UHTEP-
NpeTaLmm Noy4YeHHbIX Pe3yNbTaToBs, MPOBOAATCA Pa36Opbl TUMMUUHBIX
KIMHWYECKUX CNyYaeB.

Beibop cnoco6oB BbifBAEHUS UH(BEKLMOHHbIX 3a00eBaHU:
Knaccuyeckue 6aKTepuonornyeckune MeToabl, BbisBieHUe cneundu-
YeCKUX aHTUTeN, 0GHapyKeHUe cneLntduyecknx MUKpOBHbIX 1K
BUPYCHbIX aHTUIeHOB, MONEKYNAPHO-ANATHOCTUYECKNE METOAbI
(vawe Bcero — MLP-guarHocTnka) u MHTEpNpeTaLms pesynbTaTos.
OHK-anarHocTuka BUpYCHbIX MHGMEKLMIA Ha Pa3HbIX CTAAMAX UHDeK-
LMK, UMMYHOIOTUYECKUE MEeTOLbl LUATHOCTUKM B PA3NINYHBIX KIN-
HUYECKUX aucuunanHax. 0bweknmnHmyeckas npobnema — moneky-
nApHas AnarHocTuka renatntos u BUY-uHdekuum. ins ruHekonoros
OyayT MHTEPeCHbl MPUHLMMBI [UArHOCTUKU CKPbITbIX UHEKLMIT MO-

yenonoBoii cchepsl, cBegeHns 06 ee 3hHEKTUBHOCTU M OrpaHuye-
HUsAX. PaccmatpuBaeTcs npobnema nanuanomMaBupycHon nHbeKLum
1 ee AMArHOCTUKM B aCNeKTe OHKONOrnyeckKoro pucka. [ins spaven-
[epMaTonoroB npefHa3HayeHbl NeKLMn 0 MONeKynAapHOi AnarHoc-
TUKe TPUOKOBbIX MHPEKLNI KOXN (TPUXODUTUM, MUKPOCTIOPUM W
Ap.). 06Wwuit MHTepec BbI3bIBAET rEHOAMArHOCTUKA 300HO30B —
aKTyanbHbIM pa3gen MeAnLMHCKUX nccnefoBaHuil. BoiasneHue reHos
NpespacnooXeHHOCTU K pa3fiMyHbIM XPOHUYECKUM 3360/1eBaHUAM
(cepBeyHO-COCYAMCTBIM, IEFOYHbIM, OHKONIOTUYECKUM, A TaKXKe K
OTAENbHBIM BUAAM UMMYHOMATONOTMK), aKTyaNbHOCTb U Lienecoob-
Pa3HOCTb AMATHOCTUKM TEX U UHbIX KTEHOB NPEeLPaACMONOKEHHO-
CTWU» W NepCneKTUBLI CO3JAHUA KTEHETUYECKOro NacnopTay.

6. JlabopaTtopHas MarHoCcTMKa ayTOMMMYHHbIX 3a6oneBaHuit

Kareropus cnywarene: Bpaun pasnuyHbX KTMHUYECKUX cre-
LManbHOCTel, 3aBedyloLlne, Bpaun u 6UoNorv KTMHUKO-[UArHOCTU-
Yeckux naboparopuit.

OcHOBHbIe BONPOCHI: OpraHu3aLus AesTenbHOCTH n1abopatop-
HOI CyXObl C YYETOM UCMONb3YEMbIX TEXHOJIOTMIA, 06ecneyeHune
KauyecTBa 1abopaToOPHbIX UCCNE[OBAHMIA; OCHOBbI KNMHUYECKOI M-
MYHOJIOTMU, NAaTOreHETUYECKME acNEeKTbl ayTOMMMYHHbIX 3a60/1€Ba-
HUW, AMArHOCTMYECKOoe 3HauYeHne pasNnyHbIX ayTOAHTUTEN, METObI
LOMArHOCTUKM M MOHUTOPMHIA, METOAbI OLLEHKM 06Leil U MeCTHOIA
ayTOpeaKTUBHOCTKM OpraHu3ma, fUarHocTuyeckne npoduamn npu
Pa3fINYHbIX ayTOMMMYHHBIX 3a00/1eBaHUAX, CBA3b ayTOMMMYHHbIX
3a6oneBaHuii n HedponaTuit.

LIMKn TeMaTUyeCcKoro yCoBepIUeHCTBOBAHUSA
ANA CpefHero MeAnepcoHana

JlabopatopHas AMarHoCTMKa B yupexaeHuAxX 34paBooXpaHe-
HuA (ANA CpepHero MeanepcoHana)

Kateropus cnywareneii: MeguLnHCKMe TexHoNory, naboparop-
Hble TeXHUKM (henbplepa-nabopaHTsl), 1abOpaHTLl, MefULUHCKUE
CECTpbl, CTaplune MeLULUHCKIUE CECTPbI.

OcHOBHble BONMPOChI: OCHOBbI OpraHu3aluuu nabopaTopHom
CNyObl, B3aUMOAEHCTBIME KNMHUYECKOTO NepPCOHana U COTPYAHUKOB
nabopatopuii B obecneyeHunmn Kayectsa NabopaTopHON AUATHOCTU-
KW, CAHUTapHO-3NMUAEMUONOTNYECKNIA PEXMUM, TEMATONOTNYECKHE,
6GMOXMMUYECKIE, TEMOCTA3UO0JIOTNYECKIUE, XMMUKO-MUKPOCKONMYe-
CKUE, UMMYHONOTUYeCKWe UCCNef0BaHNsA; 1abopaTopHble UCCNefo-
BaHWSA, BLINOJIHAEMbIE KIMHUYECKMM NEPCOHANIOM.
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ABTOMATU3NPOBAHHOE OINPEAEAEHUE TAMUKOTEMOTAOBUHA, BbIBOP METOAA

A.B. bATAEB
3A0 «<AHAAUTUKA?», r. MockBa

Pe3stome. B cmamue onucvléaromcst 00CIMouUHCMaa u Hedocmamxi Cepmuuuuposanivix memooos onpedeienus HbA1c.
Ouenusaemcs: cmenens 6IUsIHUSL UHMEPDEPUPYIOWUX (PAKMOPOE HA PEYNLIMAMbL UCCAO08AHUTL, NPUBOOSMCS AHALUMU-
ueckue xapaxkmepucmuxu cospemennozo BA)KX ananusamopa enuxozemoznobuna.

Kmouesvie crosa: ziuxozemoznobun HbA 1c, memoodwt onpedenenus, cepmuduxam NGSP, unmeppepeniust, munopnoie

ppaxyuu 2emo2106uH06.

AUTOMATE-BASED EVALUATION OF GLYCOHEMOGLOBIN.

HOW TO CHOOSE A METHOD

A.V. BAGAELYV,
PhD, Chief specialist for production
«Analytica», Moscow

Summary. The article describes the positive and negative features of certified methods for HbA1c evaluation. The degree
of influence of interfering factors on the obtained results is discussed, the analytic characteristics of modern High effective
liquid chromatography analyzer are given. This device can be used for glycated hemoglobin evaluation.

Key words: glycated hemoglobin HbA1c, methods of evaluation, certificate NGSP, interference, minor hemoglobin

Jractions.

JlanHble U151 KOPPECTIOHIEHIUN:
Andpeti Bradumuposuu Bazaes

K. M. H., Bezryuiuii ciiertuanuct 1o npoaykiun 3AO «AHAJIMTUKA», r. Mocksa,
ten. (495) 737-03-63, 748-11-69 Buytp. 139, bagaev@analytica.ru

[Iupokast pacpocTpaHeHHOCTb 3aboseBanus auabe-
TOM, TIO3[[HSIS IMATHOCTHKA U TSKECTh OCJIOXKHEHMUI, BbI-
3BaHHBIX HEA/EKBATHOI Teparueil, OIpelesIIoT aKTyalb-
HOCTb BHE/IPEHUST B TAOOPATOPHYIO MPAKTUKY HAJIEKHBIX 1
JOCTYTIHBIX METO/IOB U3MePEeHUs TINKIPOBAHHOTO reMO-
rio6uHa B KpoBu. IIpu BEIGOpE METO/IA UCCTIEMOBAHUS 1
KOHKPETHOTO aHAJIM3ATOPA B TIEPBYIO OUEPE/lb CIEAYET 00-
paTuTh BHUMaHue Ha Hannuue ceprudurkara NGSP
(National Glycohemoglobin Standardization Program,
CIITA). B Poccun nanmmune aToro JOKYMEHTA He SIBJISIETCS
006s13aTeILHBIM, TEM He MeHee, TAaHHBIIT KPUTEPHiT TO3BOJIs-
€T 3HAYMTEJTBHO CY3UTh KPYT 000PYI0BAHYISI, OTBEYAIOIIETO
COBPEMEHHBIM TPEHOBAHUSIM U TIPOBEPEHHOTO HE3aBUCUMBI-
MU aBTOPUTETHBIMU JIAOOPATOPUSIMU.

MeTo/bl onpeieeHrst TAMKOTeMOrIOOnHa, PeaTn3o-
BaHHbIE B COBPEMEHHBIX aBTOAHATN3ATOPAX, MOXKHO pasjie-
JIUTh Ha TSITh TPYTIT: HOHOOOMEHHAsT XpOMaTorpadus Bbi-
cokoro (BOJKX) u nuskoro nasnenusi, abdunuasg
XpoMaTorpadust, UMMYHOXUMUSI, KalTUJJISIPHBII 2JIEKTPO-
opes u npsiMoe sH3NMATHYECKOE OIPEIeIEHNE.

I[Tpu BEIGOpPE KOHKPETHOTO TIPOU3BOAUTEIIST AHATIN3ATO-
pa uim Habopa peareHToB U3 MePeYHs, UMEIOTIEero CepTu-
¢urat, NGSP pexomenayeT oT/1aBaTh MpeAIIOYTEHNE TEM

obpastiam, TPy UCTIOIH30BAHUK KOTOPBIX MUHUMU3UPOBAH
apdext narepdepenninu. Mckaxkenue pe3yasraToB MOTYT
JlaBaTh HAJNYKE MATOJOTHYECKUX (hpaKIiil reMoTIo0Ha
(HbS, HbC u np.), nossimennoe copepsxkanue HbE, kapba-
MUJIMPOBAaHHBIN (y MAIMEHTOB C ypeMUeil) Wi aleTnin-
POBAHHBII TeMOTJIOOUH, MOBBIIIEHUE YPOBHS JTaOUIbHBIX
TJIMKUPOBAHHBIX (hPAKIHA, THIEPOMIUPYOUHEMIST, THITED-
JINTIU/IEMILS, BBICOKIE 103bI BUTaMuHa C uin ButamuHa E.
AxryanbHble 0606IeHHbIE JaHHbIE PAa3MEIeHbl Ha caiTe
NGSP [1].

Crernenb nHTEPMOEPEHITIHN [TPH UCCIIEIOBAHUY TIIUKOTe-
MOTJIOOWHA 3aBUCUT HE TOJBKO OT WCIIOJIB3YEMOTr0 METO/a
usMepenust. JIist UMMYHOTYPOUANMETPUIECKUX METOIOB
addexT nHTEpdEPEHIINN CBSI3aH C TUIIOM UCIIOJIb3yEeMBIX
AHTUTEJ, TSI HOHOOOMEHHON Xpomarorpahuu KauecTBO
paszesnenust hpakiuii reMOrIOGUHOB 3aBUCUT OT THITA COP-
6eHTa, XapaKTEPUCTUK KOJOHKHU, COCTABA ATIOUPYIONINX
6ydepos. [ToaToMy aBTOAHAI3ATOPBI, B KOTOPHIX UCIIOJIb-
3yeTCs OJIUH U TOT K€ METOJ[ OTIpe/leJIeHUs], MOTYT UMETh
CYIIECTBEHHO PA3JINYAIONINecs XapaKTepUCTUKH |2].

Ecoim mpoBecTy aHaIM3 CTPYKTYPBI METO/IOB OTIpe/ieie-
HUSI TIMKOTEMOTJIOONHA, UMEIOIINX AeCTBYIONIIIT CepTH-
¢uxar NGSP (puc. 1), To MOKHO KOHCTATHPOBATh, YTO
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uaber — npoOieMa BeKa: MyTH pelieHus

O WUmmyHonornyeckue 77

B BOXX 24

O AdduHHas
xpomatorpagus 12

[MpsaAmon saH3MmaTnyecku 5

B KanunnsapHbIi
anekTpodopes 1

64,7

Puc. 1. CTpyKTypa METOJIOB ONPE/IETICHUsT TIIMKOreMOorI00Ha, UMeToNux aeiictByionmii ceprudurat NGSP (mapr 2012 1.)

MpoTeasbl

MUKupoBaHHbIN
remMorno6uH

rﬂMKMpOBaHHbIe nenTungbi
U aMUHOKUCIOTbI

rFVO

sl H,0, + POD + dye

N3meHeHne abcopbumn
NponopLUUOHarnbHO
HbA1c%

Puc. 2. Cxema orpeaeaeHuA TJIMKOTeMOr/I00nHA TIPAMDBIM 9H3UMATHYECKUM METO/I0OM

6oJiee IBYX TpeTel cepTuUKaTOB BBIIAHO KOMITAHUSAM-U3-
FOTOBUTEJIIM UMMYHOTYPOUMMETpUYecKuX TecToB [3].
Moty stpHOCTH 3TOTO METO/Ia OOBSICHSIETCSI TEM, UTO OH 1103~
BOJISIET HATIPSAMYIO, 6Ge3 MPEABAPUTENBHOTO OIPe/le/IeHUsT
HETJIMKUPOBAHHOM (DPaKIUH OIPEIESATh MPOIIEHTHOE CO-
nepsxkanne HbA1c B mepHoi kposu.

MeTos OCHOBaH Ha KOHKYPEHTHOM CBSI3bIBAHUN 001ITe-
ro remorsiobuna u HbA1c co crienuuaeckumu arekcHbl-
MU YaCTUIIAMU MTPOMOPIIMOHAIBHO X KOHIIeHTpaIuu. Mo-
HOKJIOHABHBIE anTuTeaa K HbA 1c uenoBexka, epexpectHo
MeueHHble aHTUTeIaMu K 1gG Mbriy, crierududecku B3a-
umoieiicteyior ¢ HbAlc ¢ passurnem arriioTuHaImm Jjia-
TeKCHBIX YacTull. CTeneHb arrjTioTHHAIINU 3aBUCUT OT KO-
andecTBa cBstanHoro HbAlc. Ysenmuuenune mMyTHOCTH
cMmecu u3mepsietcst horomerpudecku. IIporenTHoe cozmep-
sxane HbA1c B mpobax BeIUUCASETCS 10 KATMOPOBOUHOI
3aBUCHMOCTH, YCTAHOBJICHHOU TIPH U3MEPEHNHN KaTubparto-
poB. Hapsizy ¢ xopoimiMu anaTuTUIeCKUMU XapaKTepuc-
TUKAMU TIPEUMYTIECTBOM TYPOUAUMETPUUIECKOTO METO/A
SIBJISIETCST BO3MOKHOCTD BBITIOJTHEHUST MI3MEPEHMIT Ha aBTO-
MaTHYECKUX U OJTyaBTOMATHYECKUX GHOXUMUYECKUX aHa-
JIM3ATOPax, KOTOPBIE, KaK MPABUIIO, YiKe UMEIOTCS B J1abo-
paropumu.

CpaBHUTEIBHO HEIABHO OBLT BHEAPEH B IPAKTUKY Me-
TOJI IPSIMOTO 9H3UMATUIECKOTO OITPeIeIeHUs TINKUPOBAH-
Hoit ppakimu HbA1c [4], koTopslil MMeeT psiji HEOCIIOPH-
MBIX MPEUMYIECTB. B 9TOM MeTojie remosusar mpoos

EILHON KPOBH TIOIBEPraeTcst BO3AEHCTBUIO GaKTepUaIbHOI
npoTeasbl. B pesysbrate MpoTEOIM3a BhICBOOOKIAIOTCS
AMUHOKHCJIOTBI, B TOM YHCJIE TJIMKUPOBAHHBIN BaIH HeTa
rerneil reMorsIobuHa, KOTOPBIN SABJIAETCSA CyOCTPATOM JIJIst
pekoMOuHaHTHOHI (hpykTosuaBaarnHokcugassl (FVO). dtor
(dhepmeHT M30UpaTeNbHO paciierisier N-KOHIEBON BaJiH
¢ 00pa3oBaHUEM TIEPEKUCH BOIOPO/IA, KOHIIEHTPAIIUST KOTO-
poil U3MepsIeTcsl ¢ MOMOIIBIO MEPOKCUAAZHON PeaKInu
(puc. 2). Meton nmeer ceptuduratr NSGP (Direct
Enzymatic HbA1c Assay, Diazyme Laboratories), munop-
uble ppakiuu remoraoduna, B tom uucae HbC, HbS, HbE,
KapOGaMUIMPOBAHHBII U alleTUIINPOBAHHBINA TeMOTJIOOMHBI,
a Taxke JabuiabHble (GpaKIUU He BIMSIOT HA PE3YJIBTaT
anasmza. Konnentparst HbA1c paccuntsiBaercst ¢ ucmosb-
30BaHUEM JIMHEHHOI KamOPOBKU. B oT/inurie 0T UMMYHO-
TYypOUANMETPUYECKUX TECTOB, B COCTaBE PEATEHTOB OTCYT-
CTBYIOT JIATEKCHbIE YACTHUIIBI, YTO IIPAKTUIECKU UCKIIIOYAET
3arpsI3HEHUE KIOBET 1 OHUKAET TPeGOBAHUS K XapaKTepPrC-
TUKaM GUOXUMUYECKOTO aBTOAHAIM3aTOPA.

B kommnakrueix mopratusabix (POCT) ananuzaropax,
KaK IMPaBUJIO, HCIIOJIb3YeTcs: MeTol abGUHHON XpoMarTo-
rpacun (60par-uoHbl), peske UMMYHOXUMHIECKUE METO/IBI.
[ocrouncreom Merona addunHoil Xpomarorpaduu sBJis-
€TCsT OTCYTCTBHE UHTEP(EPEHIIIH C TIPOMEXKYTOUHBIMHU ITPO-
OYKTaMU TINKIPOBAHUS, & TAK)KE MOJTydeHe KOPPEKTHBIX
Pe3yJIbTaTOB TIPU HAJIMYUKU MUHOPHBIX (DPAKIUIT TEMOTJIO-
6unos. Croumocth POCT-aHanin3aTopoB OTHOCUTENBHO
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Gly HbC

HbAL, HbA, HbC

T T
Time (sec) 150 200

100

Puc. 3. Xpomarorpamma mpoGbl ¢ BBICOKMM COEPIKAHUEM
remorsobunaa HbAC (pacreuarka anaimsaropa «DS 360»)

HEBBICOKA, O/IHAKO JINIIH B OT/ICIBHBIX MOJIETISX TTPOU3BO-
JIUTEJISAM YIAT0Ch TOCTUYh IIPUEMIIEMbIX [TOKA3aTesei Tou-
HOCTH U BOCIIPOU3BOAUMOCTH Pe3YJIBTATOB [ 3], KaK IIpaBu-
JI0, 33 CUET YBEJUYEHUS CTOUMOCTU N3MEPUTEJIbHBIX KaCcCeT
(kaprpumkeii). B coBpemennbix pekomenpaiusax ADA
(American Diabetes Association, CIITA) yka3biBaetcst, 4To
POCT-ananmuzaTopbl HeJib3s1 UCIOJIb30BATh JIJIs JIMATHO-
CTHKM caxapHoro auabera [6].

CrennanmmsupoBanibie BOJKX-aHannsaTopsl m03B0-
JISIOT HapsAly ¢ U3MepeHueM TJIIMKUPOBAHHON (parimn
OTIPEIE/IATh MUHOPHBIE U ATOJIOTHYECKIE (hPAKIIUY TeMO-
rioOuHA. YUuThIBast COBPEMEHHDIE TEHICHIIUN PA3BUTHUST
nemorpaduueckoit cutyaiuu B Poccun, HeJib3sh OCTaBIATD
6e3 BHUMaHWMsI (DAKT MMOBBINIEHUS B OOIIEN MOy IS HO-
cuTeseit MUHOPHBIX U TATOJIOTHYECKUX (DOPM reMOTJIOOnHa,
LTSI KOTOPBIX B PSIJIE C/Iy4aeB MOKET MUMETh MECTO HEBEPHAs
WHTEPIIPETAINS PE3yJIbTATOB U3MEPEHUS TIIMKUPOBAHHON
(paxiuu. Hapsiay ¢ BBICOKOI TOYHOCTBIO MI3MEPEHUIA, TIpe-
umyiectBoM BOJKX-ananmnsatopoB aBIseTcs HATTISTHOCTD
MOJY4aeMbIX Pe3yJbTaToB. VIHOT/Ia TOTBKO TIpU aHATU3e
XPOMATOTPAMM, HAPSIY C U3MEPEHUEM TJIHKOTeMOTIO0HA,
yZlaeTcs BIIEPBBIE YCTAHOBUTD, YTO MAIUCHT SBJISETCS reTe-
PO3UTOTHBIM HOCUTEJIEM TON UM MHOH (hOPMBI TTaTOJIOTH -
4ecKuX reMoryioouHoB (puc. 3, 4). B aroMm ciydae, B 3aBU-
CHUMOCTH OT BBIPQKEHHOCTH UHTEP(EPEHITNI, COMHUTEJILHBII
pe3yJibraT aHan3a He0OXO MO BePU(DHUIIUPOBATD B «Pyd-
HOM peskuMes. [Ipu uaMepeHun 1Mpod TAKUX MANUEHTOB
C UCTMOJIB30BAHUEM JIPYTUX METO/IOB HEJTh34 O1IEHUTD BEPO-
SITHOCTH HEKOPPEKTHOTO pedyJibrata. [1oaromy ObLIO ObI
11eJ1eCO00PA3HO TIPY TOCTAHOBKE THATHO3a «CAXaPHBDIIl Jua-
6eT» WK B HAUYaJIe JIEYEH VST OJIH Pa3 BLIMOJHUTH U3MEPe-
uue HbA1c ucnonpzoBannem BOJKX-anamuzaropa.

[TprHMMAas BO BHUMAHUE PSAJT OYE€BUIHBIX TIPEUMYIIIECTB
anasm3atopoB BOYKX, MHOTrHE MTPOU3BOITENH JIaOOPATOP-
HOTO 000PY/IOBAHUST OCBOUJIM KX MACCOBOE IPOU3BOJICTBO,
a CepUIHO BBITYCKAEeMbIe MOJICJIN TOCTOSHHO COBEPIIEH-
CTBYIOTCSI B COOTBETCTBHUM C PACTYIIUMU TPeOOBAHUSMU
saboparopuit. Kommanus “Drew Scientific” (Bennkobpu-
TaHU ), SABJISASICH OJHUM U3 U3BECTHBIX ITPOU3BOIUTECH

Met HbS

Gly HbS

HbA

MetHb HbA,

T T
100 Time (sec) 150

Puc. 4. Xpomarorpamma npoGsl ¢ Hammanem remoraoouna HbAS
(pacnieyarka anaausaropa «DS 360»)

000PyIOBaHUS ]IS TEMATOJOTUIECKUX UCCIIEI0BAHI, BbI-
MyCTUJIA HOBBIH aBTOAHAJM3ATOP TJIUKOTEMOTJIOOUHA
“DS 3607, B kKoTOpPOM ITPOTIECC M3MEPEHUS MAKCUMATBHO OII-
TUMU3UPOBAH, & CTOUMOCTD PACXOTHBIX MATEPUAJIOB 3HAUH-
TeJTbHO CHUKEeHA. ABTOCIMILIED, PACCUMTAHHBIN Ha 36 TIPO-
OUPOK, UHTETPUPOBAH B aHAJM3ATOP, TPUOOP TTO3BOJISIET
paboTaTh Kak ¢ BEHO3HOM, TaK M ¢ KAIUJUISPHOI KPOBBIO,
B3ATHE AJTMKBOT OCYIIECTBIISICTCS Yepe3 30H]1 C IPOKAJIbIBA-
HUEM KPBIIIKH, COAEPKUMOe TPOOUPOK aBTOMATUYECKH
nepemernnBaercst. Haznauenue 3aiannii 1 nepeaya pesysib-
TaToB ocyniecTisiorcs yepes JIMC. Berpoennbiii ckanep
HITPUX-KOIOB, OOJIBIION CEHCOPHDIN AUCTLIEN 1 pycuduiiu-
poBaHHOE MeHIO 00Jierdyaior pabotry sabopanTa. Pecypc xpo-
MaTorpaduIecKoil KOJOHKU YBEJUYEH BIBOE, a CTaOUIIb-
HOCTh pabouYuX pPeareHTOB COCTABJISIET OJUH MECSIL.
[Mpoussoautesio ynanoch coequuuth B “DS 360” Bce n10-
CTOUHCTBA pehepeHCHOTO MEeTO/[a AHAJIN3A U BBICOKYIO 9KO-
HOMUYHOCTH HccaenoBannii. [Ipubop 3aperucTpupoBan
B PocanpaBnansope, umeer ceptuduKaT COOTBETCTBUS
T'OCT u, 6e3 comHeHus, 3aiiMeT JOCTOMHOE MECTO B apce-
HaJie epPeIOBbIX JIA00OPATOPUI HAIIIEH CTPAHBIL.
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Summary. The article is devoted to the actual problem of laboratory diagnosis in mitochondrial diseases and secondary
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Hartu 3HaHusT 0 poJiv CyOKIETOUHBIX MPOIIECCOB B TO-
MEeOCTa3e M roMeopese 1eJOCTHOTO OpPTaHu3Ma, B peasu-
3alMN €0 CAaHOTEHETUYeCKNX BO3MOKHOCTEH, HaAKOHeTl,
B 3aKOHOMEPHOCTSIX TTaTOT€HEeTUYECKUX peaKInii, pacTyT
C OTPOMHOI CKOPOCTHIO. EsKeTo1HO TOSBISAIOTCS HOBBIE TaH-
HbIE, CYIIECTBEHHO JOTIOTHSIONTIE (2 MHOTAA U MEHSIONINE )
HAIIW TTPEJICTABJICHUS O BHYTPUKJIECTOUHBIX PETYIATOPHBIX
MOJIEKYJISIPHBIX IEMTOYKAX, CIIEIMaTU3aIiin MeMOPaHHBIX
JIOMEHOB, B3aMO/IEHCTBUN OPTraHesul U 00 nepapXuu rexHe-
TUYECKUX U STTUTeHOMHBIX 1TpotieccoB. Hakorienne HOBOM
nHOOPMAIINN € 3aKOHOMEPHOI EPUOMYHOCTDIO TIEPEBOTUT
HAIITW 3HAHUS HA HOBBII YPOBEHD, UTO MTPEbIBIISET U HOBBIE
METO/I0JIOTHYECKUE BBI30BBL. A OTBETHbIE Pa3pabOTKU 4aCTO
MMEIOT He TOJIbKO aKaJ[eMU4yecKne, HO U MTPaKTUYeCKH 3Ha-
YUMBbI€ TIOCTEICTBUS, BASKHBIE JIJISI IUAarHOCTUYECKON Me/n-
IUHBL SpKuil IpuMep — MOSIBJIEHNE HOBOTO T.H. <IIUTO-
OUOXUMUYECKOTO» METO/Ia, Pa3pabOTAHHOTO KJIACCHKOM
oreuectBenHoi Guoxumuu M. H. Konapamiosoii us ITyrmns-
ckoro uHcruryra 6nodusuxu [1]. B ocnose aToro merozia
JIESKUT CHHTE3 OHOXUMIYECKUX U MOP(HOJOTUIECKUX IO/
XOJIOB, TO3BOJIUBINNI TTEPEUTH Ha HOBBIN YPOBEHD aHAIN3a

TOHKUX (bHSI/IOJIOFI/I‘{eCKI/IX 1 alalITalluOHHBIX ITPOIECCOB
B KJIETKE,

O/1HO U3 BeAylIIKMX HAIIPaBJeHW B 00J1aCTH U3yYeHUst
BHYTPUKJETOUHBIX IIPOIECCOB — HMCCJAEJOBAHUE MUTO-
XOHZIPUH. DTU OpraHe/Ibl UTOIIA3MbI, OOJIUTaTHBIE JIJIsT
9YKapHnOT, BBIITOJHAIOT MHOTOYNCJICHHbIE beHKI_II/H/I, cpean
KOTOPBIX MOJ/IEPKaHIE TOMEOCTa3a KaIblUsl U MOYEBOil
KHCJIOTBI, CHHTE3 CTEPOU/IOB, YUACTHE B IIPOTUBOBUPYCHOM
3alIUTe, TPOIIECCHI, KOHTPOJUPYIOIINEe KJIeTOUHYIO 1udde-
PEHIMPOBKY U 3amyck arnonToza. OHaKo yKazaHHble, TPU-
4eM IAJIEKO He BCe MepedncIeHHbie, HyHKIMU CYIECTBEHHO
YCTYTIAIOT B HAIlIEM CO3HAHNM TOMY OTPOMHOMY 3HA4Y€HUIO,
KOTOPOE UMEIOT MUTOXOHAPUHN B OPraHmn3al BHYTPUKJIE-
TOYHOTO 9HEProoOMeHa.

He YAUBUTEJIbHO, YTO MEIUIIMHCKOE 3HAaYEeHNE MUTO-
XOHZIPMH 10 Mepe Pa3BUTHS HAYKHU MOJTydaeT Bee OoJbiee
o6ocHoBarne. CpaBHUTETBHO HEMHOTO BPEMEHU TIPOIILIO
C MOMEHTA MPUHIUITNAJIbHOTO USMEHEHN A HAllINX TIPEJ/ICTaB~
Jleruii B 910l obnactu. Posro 50 jieT Hazaz BiepBbie ObLIO
oIrcaHo 3a00JIeBaHNe, TPUIUHON KOTOPOTO OBLIO TIPEIITIO-
JIOXKUTEJTbHOE HapylleHne MUTOXOHAPUAJBHBIX (DyHK-
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uwii [2]. U cpaBauTesibio Hegasuo, B 1988 rony, B HeCKkoJib-
KUX HE3aBUCUMbBIX PaO0TaX ObLIH MOy YEHbI IOKA3aTENbCTBA
TePBUYHON 9TUOJIOTUYECKON POJIU MYTAIlUil MUTOXOHIPU-
aspuoit JIHK B pa3zBuTum KOHKPETHBIX HO30JIOTHYE-
ckux popm [3—6]. C Tex mop Haim 3HaHUS 0 3200JI€BAHIIX,
00yCJIOBJIEHHBIX TTEPBUYHBIME TOBPEXKAEHUSIMU MUTO-
XOHJ[PHiL, OBICTPO MPOTPECCUPYIOT, YUCIO KIMHUIECKUX
denorurnos npu aToM 1peBbicuo 80, a KOJNIECTBO ITHOJIO-
rMYECKU 3HAUUMBbIX My Taluii, 1o ganubim caiitta MITOWEB,
npubsmkaercs Kk Tpemcrtam. Eie mmpe kpyr nartosorude-
CKUX COCTOIHUM, TPU KOTOPBIX HAPYIIEHUST MUTOXOHAPUI
Ha3bIBAIOT «BTOPUYHBIMU» |7 ]. Cpeaun Takux 3ab0/1eBaHUIA:
CHUHJIPOM XPOHUYECKOTO YTOMJIEHUS, MUTPEHH, KAPANOMHU-
OTIATHUH, TJINKOTEHO3bI, GOJIE3HN COEJIUHUTENHHON TKAHH,
MOJIMCUCTEMHBIE 2y TOUMMYHHBIE 3a00J1eBaHusl, 1uadeT, pa-
XUT, TYOYJIOTIATHH, TAHIIUTOIIEHUST, TUTIONAPATUPEO3, TTeYe-
HOYHAs HEJJOCTATOYHOCTb U MHOTHE Jpyrue. YMepeHHbIe
HapYIIEeHUs KJIETOYHOM 9HepreTuky (3HeprojeuiuTHbIN
JIMaTe3) MOTYT He MPOSBJATHCA B BU/IE CAMOCTOSATEIHLHOTO
3a60J1eBaHMUST, O/[HAKO CKA3bIBAIOTCS HA XapaKTepe TeUeHUsT
JIpyTux 60JIe3HEl.

EcrectBenno, B Tako#l cUTyalluu aKTUBHO U3Yy4alOTCS
TEXHOJIOTUYECKUE BOSMOKHOCTH MEAUIUHBI B 00JIACTH KY-
paluy MUTOXOHAPUAIbHBIX 3a00aeBanuii. [Ipu aToM aKkTy-
AJIbHOCTD Pa3BUTHS HOBBIX [UATHOCTUYECKUX METO/IOB He
BBI3BIBAET COMHEHU. JTOT IIyThb MIEPCIIEKTUBEH, OH CBSI3aH
C TOSABJIEHMEM MHOTO0OEMAIONIUX MOAX040B. MHOorovmc-
JIEHHBIE TIPOOIEMbI, HEKOTOPbIE U3 KOTOPBIX MEPEUNCTEHBI
HIGKE, 3aTPYHSIOT OBICTPBIN POTPECE, XOTS 1 3aCTABJISAIOT
HAC UCKATh HOBBIE TEXHOJOTUH.

I'eneTnyeckast AMarHOCTHKA

Tax HasbiBaeMble «IepBUYHbIE» MHUTOXOH/[pUAJIbHbBIE
60JIe3HH, M3YUEHIE KOTOPBIX COCTABJISIET PO MUTOXOH/I-
pHaJIbHOﬁ Me/IUINHbI, BO MHOI'OM O6H3&HI)I HalllnM 3HaHUEM
0 HUX JIOCTHKEHUAM TeHEeTUKN. MOJeKyIsIpHO-TeHeTHYe-
CKHE€ METO/IbI BbIABJEHUA MUTOXOHAPUAJIbHBIX 60]163Hef/)1
He TIPOCTO SIBJAIOTCH MHCTPYMEHTOM IMArHOCTUYECKOI Me-
nuiuHbl. OHU, KaK TPaBUIIO, ONIPEETSAIOT caM (haKT cyIie-
CTBOBaHUS HO30JI0rn4eckoil popmbl 3abosesanus. CooT-
BETCTBEHHO U PacCMOTpeHHe MpobJieM [UAarHOCTHKH
JIOTUYHO Ha4YaThb C TEHETUYECKUX METOL0B.

AXTYyanbHOCTH MOJIEKYJISIPHO-TEHETUIECKON TUArHO-
CTUKHU MTOTIEPKUBAETCS 3HAYNTEJLHOM PACTIPOCTPAHEHHOC-
0 (1:6000) reHeTHUECKH OOYCIOBIEHHBIX MUTOXOHIPH-
AJIbHBIX OOJIE3HEH, TPYIHO TUArHOCTUPYEMbIX HJIH BOOOIIE
He BbIABJISAEMbBIX KIIMHNYECKNMU METO/IaMU. B c¢Bs1311 ¢ aTHIM
HCIOJIb30BAHIE MOJIEKYISIPHO-TEHETHUECKUX METO/IOB /IHa-
THOCTUKU MUTOXOHIAPHUAJTBbHDIX 60JI€3H€ﬁ IIOTEHIIUAJIbHO
adexruBHo 11 ubhepeHInaNbHON TUaTHOCTUKY TTPU
obcietoBanmy JieTell ¢ HepnbhepeHIIMPOBAHHBIMH TPU3HA-
KaM¥ 33JIePKKH (DU3UIECKOTO U UHTEJIIEKTYaJTbHOTO pPa3-
BUTUSL, OOJILHBIX C KJIMHIYECKH HeSICHBIMU (DOpPMaMK Hapy-
MeHUH TICUXUKHY, dHIlehATONaTHi, HEPBHOMBITIEYHBIX
HapyIIeHUH, KapIHOMHOTIATH, MHOTHX 3a00JI€BAHUN Op-
raHOB YYBCTB U BHYTPEHHUX OPraHOB.

CJIOKHOCTD MOJICKYJISPHO-TEHETUYECKOTO M3YYeHUS
MUTOXOH/IPUATBHBIX O0JIe3HET 3a/10KeHa B CAMO TIPUPO/Ie
MTOCTIE/THUX, OITPEIE/IIeMON My TAIIUAME KaK S/IePHBIX F'eHOB,
Tak u reHoB, Haxoysmuxcs B JIHK camoit Muroxongapum.
U xots 6arofapst 06HApPYKEHUIO W U3YUEHUTO MUTOXOH/I-
puanbioi JITHK (Mmut/[HK) Mutoxonapuaibibie 601e3HM1
1 GBI OTIMCAHBI, UMEHHO HAJIMYUe BHEANEPHOTO FeHOMa
MpeICTaBJISAET OCHOBHbBIE AUATHOCTHYECKUE TPYIHOCTH.
leso B TOM, 4TO B KaXK/Oi KJIETKE COAEPIKATCS THICTYN
MUTOXOH/IPUI, & HA OJ[HY MUTOXOH/APHUIO TIPUXOIUTCS OT
ity 7o pecsitr konuii MuT/IHK. TTocnennssa nacnenyercs
OT Marepu U He MOjBEpraeTcst pekoMOuHaImm. Takum 00-
pasoMm, BepositHbie MyTarun MuT/IHK MoryT cocytectBo-
BaTh B KJIeTKe (M B OPraHU3Me B I1eJIOM ) C HEM3MEHEHHbIMU
(IMKMME ) KOTTMSIMU, OTTPEIeisis cyliiecTBOBaHue (heHOMEeHa,
Ha3bIBAeMOTO0 TeTeporiazmueii. [Ipruem B oHTOTEHE3E MY-
TaHTHBIE KOMUK JIOCTAIOTCs GIacToMepaMm, 3apOIbIIIEeBbIM
JINCTKaM 1 (hOPMUPYIONUMCS TKaHAIM 1 OpTaHaM B CJrydaii-
HOM KoJsindecTBe. To ecThb pacripesesieHue MyTaHTHBIX
mut/IHK 110 opranusmy mosanuno. [Tatorenes 3abosiesanvist
B TAKOM CJiydae Oy/IeT 3aBUCETh OT KOJIMYECTBEHHOTO COOT-
HOIIIEHUS MYTAHTHBIX U TUKUX KO (CTENEeHN reTepor-
JIA3MMH ), KOHKPETHOTO BapraHTa MO3aluYHOCTH, SHEProsa-
BUCHMOCTH TIOPA’KEHHBIX KJIETOK M, KOHEUHO, OT XapaKTepa
MyTaIui.

Ha cerozmst orucano 6osee 200 KIMHIYECKH 3HAYNMbIX
toueunplx myTtanuit Mut/IHK. Onu noapasnesnens Ha a8e
TPYIIIBE MyTaluu CTPYKTYpHBIX reHoB (MPHK) u myTanun,
MPUBO/ISIINE K HapyTieHuio 6eikoBoro cunte3a (TPHK u
pPHK) (ta6u. 1). ITpu sToM knunmdeckue heHOTUIIBI PaH-
JKUPOBAHBI OT MIATKUX TIO3/IHO J€OIOTUPYIONIUX COCTOSTHMI
(ceHCOHEBpAJIbHAS TYTOYXOCTDb, OKYJIAPHAS MUONATUS U
caxapHbIii inabeT) 10 paspyHIUTETbHBIX U 4acTO (haTabHbIX
nHbaHTUIBHEIX 3a001eBanuii (cungpom Jin). Kpome Toro,
omrcaHo GOJIBIIOE KOJMUYECTBO HoJIee KPYITHBIX TIEPeCTPOEK

Ta6Anua 1. OCHOBHblE MUTOXOHAPHAAbHbIE
3a60AeBaHus, CBsi3aHHble ¢ AepekTamu MUTAHK

MyTtammu pPHK u TPHK

— MELAS, MERRE MIMAC, «odraibmorierusi+»,
nrabet, KapAMOMHUONATHN

MyTtanuu uPHK

— 6-1b Jlebepa, «aTakCusi-PETHHUT>

Jlemerun

— c¢-Mm Kepuca—Ceiipa, c-m [Tupcona, «auaber+riayxoras,
BPOJK/IEHHASE MUOTJIOOMHYPUsL, «O(DTaTbMOILIETHsI+>

Jlemnnerms

— HO]II/IOpFaHHI)Ie CUH/IPOMbBI paHHETO BO3pacTa

O6osnauenus: pPHK — pubocomanbias PHK; TPHK — Tparic-
noptaass PHK; uPHK — undopmanuonnas PHK; MELAS —
MUTOXOH/IPUATbHAS dHIIeDATONATHS, JAKTAT AIIU/03, HHCYJIBTO-
monobmbie amu30/16l; MERRF — MUOKJIOHYC aTIMIercHs, pBaHble
kpacubie Bosiokna; MIMAC — maTepunckn HacseyeMast MUOTIa-
THSI, KAPAUOMUOIATHUS
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mut/IHK, xapakTep KOTOpbIX Tak:Ke UMeeT UarHoCcThye-
CKOe 3HaYeHHe.

CiiezioBaTeIbHO, MUTOXOH/IPUATBHAS MEAUITMHA HYXK-
JlaeTcd B Pa3BUTUU METOJIOB MOJIEKYJISIPHO-TEHETHYECKON
JIMATHOCTUKH, CIIOCOOHBIX HE TOJIBKO OXBATUTH MAKCUMAJIb-
HO BO3MOsKHbI criekTp myTaruii mut/I HK, 1o 1 onipeiesinth
CTelleHb reTepoIJIa3MUU B OTHOIIIEHUH BbISIBJIEHHBIX HAPY-
nrenuii. MakcuMaabHO MTPOAYKTUBHBIM B 9TOM OTHOIIEHUN
6b17I0 ObI, BEPOSITHO, UCTIONb30BAHNE 24-KAUIJISPHBIX Ie-
HeTUYeCKUX aHaau3aTopoB u ananusatopos IIIIP ¢ nerek-
et hayopeceHIny B pesKuMe peasibHOTO BpeMeH!.

Baxno yunrsiBath, uto Mut/[HK onpesnessier crpoenne
BCEro 2% MUTOXOH/IPUAILHBIX GEJIKOB, TO €CTh BEPOSITHOCTh
HAJTMYUS STHOJOTMYECKN 3HAYMMBIX MYTAIlMi B g/ipe 3Ha-
uynTesbHo Bbite (Tabu. 2). Bepostho, 6osee 80% Beex Ha-
CJIEJICTBEHHBIX MUTOXOH/IPUATbHBIX 3200JI€BAaHUI CBA3aHO
¢ siiepubiMu My Tatusamu 8, 9]. [1uist ux muarnocTuky, B CBOIO
ouepesib, BUAMMO, Hanbosee apPeKTUBHBI TIOJHOTEHOMHbIE
AHATM3ATOPDL.

Ta6Anua 2. MUTOXOHAPHaAbHbIE 3a00AeBaHKs,
cBsi3aHHble C AecpekTamn siaepHoi AHK

CTpyKTypHBIE TeHbI

— cunzpom Jlu, nedpexror I, IT u I1I komriekcoB pixa-
TEJIbHOU 1[eNTU MUTOXOHIPUI

HecrpykrypHble reHb

— TeHBI COOPKH JIBIXaTEIbHBIX KOMILTIEKCOB
(CHHAPOMBI C PAaHHUM [1€610TOM )

— renpl crabunbroctn mut/IHK (cunapombr Anbrepea,
SANDO, MNGIE, pemnernuu mut/[HK)

— TeHbl MUTOXOH/[PUATIBHOTO UMITOPTA
(cunapom Mopa—Tpane6bopra)

— TeHbl MUTOXOH/[PUATILHOTO OEJIKOBOTO CHHTE3a
(darampuas remaroantedanonatust uam COXPD1)

— reHbl romeocrtasa jkesesa (atakcust Opuppeiixa, ASAT)

— TeHBbI MIAlepoHOB (CHacTHYecKas IaparlIerus)

— npyrue rensb (cungapombl bapra, CMT, AD-ontnyeckoii
arpocduu, CHH, sTunmanonosas anuypus)

O6o3nauenus: MNGIE — MuoHeiporacTpouHTeC THHAIbHAS
annedasonarust; SANDO — cencopnas arakcnyeckast HeBpoIa-
Tust, iu3aprpust u opraibmonapes; COXPD1 — koMOuHUpOBaHHAS
HEIOCTATOYHOCTb OKUCJIUTENLHOTO (hochopusrpoBanust 1-ro Tura;
ASAT — cunepobiacTnas aHEMUs U CIIMHHOMO3KEUKOBAA aATAKCHS;
CMT — 6ousesnp Hlapko—Mapu—Tyra; AD — ayTocomMHO-10MU-
nantHasg; CHH — runonuiasus xpsia u Bosoc.

Kpowme Toro, TiiaTepHOE M3yYeHUE BAPUAHTOB MUT-
JIHK (ramimoTunos) u pacipenesienre X 110 Tak Ha3biBae-
MBIM TaIlJIOTPYTIIaM BBISIBUJIO UX KOPPEJISIIIAIO C pUCKaMu
CaMbIX Pa3INYHBIX 3200I€BAHUIT; MUTOXOH/IPHAJIbHBIX, TICH-
XUYECKUX, HEBPOJOTUUECKUX, CeP/IedHO-COCY/INCTDIX, 3H-
JIOKPUHHBIX, OHKOJIOTHYECKNX; HAKOHEI], C PE3UCTEHTHOCTbHIO
K MH(DEKIIMOHHBIM 3200JIEBAHUSIM U C TIPOJIOJIKUTETBHOCTHIO
skusnu [10; 11]. Ecau tax, To onpejesienne WHAMBULY AJlb-
HOU MTPUHAJIEKHOCTH OOJBHOTO K TOW MM WHOH Tario-

rpymiie 1o Tuny Mut/[HK — norenmuanbio 1enublii uH-
CTPYMEHT TPOMUIAKTUYECKON MEIUIIUHDI.

Taxum 06pasoM, Ype3BLIYAHO BAaXKHO, B TOM YHCJIE B
Halllell cTpaHe, Pa3BUTHE TIEHTPATU30BAHHBIX MOJIEKYJISP-
HO-TeHETUYECKUX JIa00PaTopuii, CIOCOOHBIX PeIaTh BhIIIe-
nepevynciaeHuble 3a/1aun [uddepeHuaabHOl IUarioCTUKI
reHeTUYeCKH 00YCIOBJIEHHBIX HAPYIEHU I TKAHEBOTO DHEP-
roobMeHa.

buoxumnyeckast IMarHoCTUKa

BI/IOXI/IMI/I‘ICCKI/IC METO/Ibl aHAJIN3a ITIOJINCUCTEMHDBIX /113~
SHEPreTUYeCKNX COCTOSIHUI MMEIOT 0OJIbIIOe 3HAYEHIEe
B INAarHOCTUKE MI/ITOXOHI[pI/IaJIbeIX 6OH63Heﬁ, XOTA 94aCTO

MasTocenuMuUHbL ¥ TPEGYIOT YTOUHSIONMX UCCITIeI0BAHMI
(tabm. 3 u 4).

Ta6Amua 3. AaGopatopHoe BbisIBAEHHE
MUTOXOHAPUAABHON HEAOCTATOUHOCTM.
| 3Tan — noaospexue

Caxap KpoBU CHHMIKEHHNE UJIN ITOBbIIIIECHNE

YPOBHA

Temorsiobun A1C

DJIEKTPOJIUTHI KPOBU

MIOBBIIIIEHNE YPOBHS

neUIUT aHHOHOB

JlaktaT kpoBu HOBbIIIEHNE YPOBH

aHeMust, TPOMOOLIUTONIEHUS,
HEUTPONeHUS

Dopmyia KpoBu

AMMMaK T11a3Mbl ITIOBBIIIIEHHME HATOIIaK

Ananus Mmoun noBeimierue pH

OpFaHI/I‘-IBCKI/Ie KHUCJIOTbBI HapyHmieHus CIIEKTpa

KeTonsl KeTO3 I10CJI€ €/1bl

Ta6Anua 4. AabopatopHoe BbisiBAEHHE
MUTOXOHAPUAABHON HEAOCTATOUHOCTH.
Il 3Tan — noAreBep)kAeHue

JlakraT n nupyBat MIOBBIIIEHNE YPOBHS

JlaxraT/mupysar >20
AMUHOKHUCJIOTBI MOBBIIIICHIE YPOBHS JlaHNHA,
AMUHOAIIM/LY DU

OpraHuyeckue KUCJI0ThI TIOBBINIIEHYIE YPOBHS IIPOLYKTOB
mukaa Kpebea mnm 3-metumi-

TJIIOTAKOHOBOI KUCJIOTHI

Kapuntnn n annnkap-
HUTHHbI

CHUKEHNE YPOBHA B KPOBU
njanm Moue

Ketonsr KETO3 I10CJI€ €/1bl

AHI/IJII‘]IPIHI/IHI)I MOo4Yn Wsmenenus TIIpU HapyHIEeHUAX

B-okmcienus

Ob6eysknas Hectienuduueckue MeTobl JTabopaTopHOi
JIMarHOCTUKH, CJIeAyeT 0OpaTUTh BHUMAaHME Ha JAMarHOCTH-
YecKre BOBMOXKHOCTHU OTPe/IeIeHIsT KOHIIEHTPAIUIf MOJIOY-
HOI ¥ TUPOBUHOTPaIHON KUCTOT. IX onipesienienue B 1uHa-
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MUKE IIPM Harpy304HbIX Npobax 3HaYMTEIbHO OoJiee
JIMATHOCTUYECKU 1[EHHO, YeM BBISIBJICHUE TI0 OJ[HO TOUKE.
A riaBHOE — HEOOXOAMMO OTIpeiesieHre 0O0UX TTAPAMETPOB
OJIHOBPEMEHHO C ofpejiesienrieM Koadduiinenrta «jiakrar,/
[IUPYBaT», BHAYUTEIBHO GoIee BaKHOro 151 auddepenim-
AJIbHON JINATHOCTUKU MUTOXOHIPUAIBHBIX 3260 eBaHMIA.
Mexay TeM, B O0JIBIINHCTBE KPYIIHBIX JJaOOpaTOpHii O1Ipe-
JIeJISIeTCS TOJIbKO KOHIIEHTPAITUs JTaKTaTa.

Bonbmioit nuarnoctTudeckuii moTeHIaa uMeeT oTrpeie-
JieHUe COOTHOUIEHUsI B KPOBU 00OIIEro U ¢cBOOOIHOTO Kap-
HUTHHA. DTOT XPOMATO-MACC-CIIEKTPOMETPUUECKII METO/T
GJiarojiapst BHEIPEHUIO B HAIIIEH CTPAaHe TPOrPAMM M TEXHO-
JIOTUI HEOHATAJIBHOTO CKPUHMHTA CTAJ B TIOCJEHUE TOIIBI
JIOCTATOYHO focTytieH. Kak nokasanu uccienoBanms, Mpo-
BeseHHble B Hamell jgabGoparopuu I.B. 3onkunoii u
N.C. MamenioBbiM, y jieTeii, He UMEIONUX KIUHUYECKUX 1
J1abopaTOPHbIX IPU3HAKOB JeduiinTa KapHUTHHA, KO3 hu-
LUEHT <00l KaDHUTHUH /CBOOOAHBIN KADHUTUH> HE IIpe-
Boimaet 0,6—0,7, B To Bpems1 Kak IMOJUCUCTEMHASI MUTOXOH-
JIpuasbHasi HeJOCTATOYHOCTH 4aCTO COIMPOBOKIAECTCS €r0
3HAYNTEIHHBIM YBEJTMUYECHUEM.

BoisiBiieHne 3HaYUTENbHBIX HAPYIIEHUN CO CTOPOHBI
KOMILJIEKCOB MUTOXOH/IPUAJILHOM JBIXaTeIbHON T1eTh BXO-
JIUT B YUCJIO OCHOBHBIX KPUTEPUEB TUATHOCTUKN MUTOXOH-
JpUaIbHBIX 3a60s1eBanuii. [104TH y MOJOBUHBI MAIUEHTOR
€ MUTOXOH/[PUATLHBIME OOJIE3HSIMU B TKAHSIX OOHAPYKHU-
BaeTCs U30JMPOBAHHbBIN fehunuT 1 KoMILIeKca IbIXaTesib-
HOM e, IpubIM3uTeabHo ¥ 1/3 — KOMOMHMPOBAHHDIIL
nepuIuT HECKOJIBKUX KOMILIEKCOB, Y 1/4 — uzonupoBan-
HbII 1lehUIUT 4 KOMILIEKCa JibIxaTeibHol 1enu. Vzomupo-
BaHHA4d HEJOCTATOYHOCTh 3 KOMILIEKCA U 0COOEHHO 2 KOM-
IJIeKca JIbIXaTeJbHOU Ilenu BcTpedyaioTcs peako [12].
Opnako, HeCMOTPS Ha IMATHOCTUYECKYTO IEHHOCTD 9THX
oTIpeie/IeHIH, KOTOpasi Mo4ePKHUBAETCS BaXKHOCTBIO TTOJTY-
YaeMbIX PE3YJIbTaTOB JIJis BBIOOPA TAKTUKU SHEPTOTPOII-
HOI Teparuu, Takue UCcaeloBaHuS B Halllell cTpaHe Mpak-
TUYECKH He TPOBOAATCs. OTYACTH HTO MOKHO OOBACHUTD
OTCYTCTBHEM COBPEMEHHOTO MOJISIPOrpahuueckoro 06opy-
JIOBaHUS B KJIMHUYECKUX JTaOOPATOPUSIX, OTUACTH — UHBA-
3MBHOCTBIO IIPOLIEAYPBI, IPOBOAUMOIL Ha OUOICHIAHOM Ma-
Tepuajie MbIIl, nederHn u ¢pubpobdiacrax. Kpome Toro,
1oJiy4aeMble Ha BBIJIEJIEHHBIX in Vitro MUTOXOHAPUSX pe-
3yJIBTAThI, OUEBHU/IHO, CYIECTBEHHO OTJIMYAIOTCSA OT COOT-
BETCTBYIOIIMX [AaPAMETPOB, XapaKTEPHBIX JIJIs ATUX OpTa-
HeJLJI B JKUBOII KyeTke [1].

Mopddosornyeckasi TMarHoCTHKa

OmHuM U3 OCHOBAHUI CAMOTO TOSIBJEHUS TOHITUS
0 MUTOXOH/IPUAJIBHBIX O0JIE3HSIX OBLIK yCIexXu uX Mopdo-
JIOTUYECKON AMATHOCTUKH, B TIEPBYIO OUYepe/lb, OMUCAHIE
B 1963 romy (T.e. CILyCTsI TOJT TIOCJIE TIEPBOTO OTTUCAHUS MU-
TOXOHAPHAIbHOTO 3aboseBanus) [13] ¢penomena RRF
(“ragged” redfibers, «pBaHBIX» WK «IIIEPOXOBATHIX> KPac-
HBIX BOJIOKOH) — MO3aU9HO Pa3OPOCAHHBIX CKEJIETHO-MbI-
HI€YHbIX BOJIOKOH C aHOMaJIbHBIMU CKOIIJICHUAMU MUTOXOH-
JIPUl TI0J CapKOJeMMON U Mexay MuoGubpuiiaMu.

BorsiBsienue aToro heHOMEHA CUUTACTCS OJJHUM U3 OCHOB-
HBIX IHATHOCTUYECKNX JI0KA3aTEIbCTB HATTMYNS TaK Ha3bl-
BAEMBIX «IIE€PBUYHBIX» MUTOXOH/[PUAJIBHBIX CUHPOMOB.
[lanHblie ¢cBEeTOBOM MUKPOCKOIMH MOJIKPEIJIAIOTCS 3JICKT-
POHHO-MUKPOCKOTTMYECKUMHU OITMCAHUSMU U3MEHEHUH KO-
JINYECTBA U YJIBTPACTPYKTYPbl MUTOXOHPHUH, 1 MOPhOIO-
rUYeCcKrue METO/bl 3aHMUMAIOT OJJHO M3 BEAYIUX MECT
B JINATHOCTUKE MUTOXOHIPUAIBHBIX Oostesneil. 1Ix 3Hauu-
MOCTb TeM 00JIee BHICOKA, UTO BhISIBJIEHIE MUTOXOHIPHAIb-
HBIX U3MEHEHWIT B CKEJIETHON MBIIITIIE BOBCE He 00s3aTeb-
HO CBUJIETEJILCTBYET O HAJIMYMH TOJBKO MUTOXOH/IPUATTBHOHN
MUOTIATUH, A ABJISIETCSI TECTOM Ha CYIIECTBOBaHMeE 00Ieit
MOJIMCUCTEMHON MUTOXOH/IPUATBHON 1aTOJIOTHH.

B 90-e rogpt XX Beka 3nauenue MophoJIorniecKoi aua-
THOCTHKH, Ka3aJ0Ch, CTAJI0 CHUKATBCS B CBA3M C PACITPO-
CTpaHEHUEM METOJ/IOB MOJIEKYJISPHO-TEHETUYECKOW ua-
THOCTUKY MUTOXOH/IPUATTBHBIX CUHAPOMOB. Bo3H1k Borpoc:
He M3KnIa i cebst CBA3aHHAst ¢ OTHOCUTENBHO TPaBMa-
TUYHOH GUONCUIHON Tpoleypoii MopdoIornyecKas aua-
IHOCTHKA MUTOXOHIPUATIBHBIX Gosesneii? Hemaiyto posb
B HEKOTOPOM CHUKEHWH MHTepeca K Mopdosornieckoii
JIMATHOCTHKE CBITPAJIO BBICKA3BIBAEMOE MHOTUMU HCCJIIE0-
BaTeJIdMMU MHEHUE O TOM, 4To RRF ABASAIOTCS TPSIMBIM
caenctBreM myTarnii mutoxonpuanbuoit J[HK. Torma me-
MTOCPEJCTBEHHOMY BBISBJICHNIO TAKUX My TaIlUil MOJICKYJISIP-
HBIMU METOJ[aMH, KOHEYHO, JOJKHO OBLIO OBITH OTAAHO
npennoyTenue. TeM He MeHee, B HACTOSIIEE BPEMST MOKHO
CKa3aTh, YTO ATOTO TaK U He ITPOM3011LI0. Bo-1iepBbIX, n3-3a
OTHOCHUTEJbHO HU3KON JAMarHOCTUYECKON 4yBCTBUTEIHHO-
CTH MOJIEKYJIIPHO-TEHETUYECKOM IMarHoCTUKY (OTCYTCTBHE
MTOJIOKUTEJLHOTO OTBETA ITPU TOUCKE TE€X WU MHBIX MyTa-
1I1ii BOBCE HE 03HAYAET OTCYTCTBUE JIPYTUX BApUAHTOB MY -
TaIWii TeHOB MUTOXOH/IPUAIBHBIX GEJTKOB, JIa U M3BECTHA Ha
CETOTHATIHUN JIeHDb JINITh MaJslagd YacTh TaKWX TeHOB). Bo-
BTOPBIX, MHOTHE JAHHbBIE CBU/ICTEJIBCTBYIOT, UTO TIpOsHe-
paiist MUTOXOHIPUI, JiesKalias B ocHoBe obpasoBanust RRF,
oTpaskaeT B OOJBINEH CTEMEHN KOMIIEHCATOPHYIO PEAKIINIO
B OTBET Ha TIOJUCUCTEMHYTO ¥ TeTEPOTEHHYIO MUTOXOH/IPH -
AJBLHYIO HEZIOCTaTOYHOCTD. BoJiee Toro, aTa nnposmdeparius
MOJKET MPEACTABAATE COOON YHUBEPCATBHBIN MEXaHU3M
azlanTanuu Tkaned K GyHKIIMOHAIBHON HEIOCTATOUHOC-
T [14]. Toraa namuune RRF 10JKHO OBITH He paBHO3HAYHO
HAJIMYUIO MyTaHTHON Mutoxonapuanbuoil JIHK u saBasaTh-
cst boJiee MMUPOKUM OTHOCUTENBHO OXBAaTa KIMHUYECKUX
COCTOSTHUH TECTOBBIM ITOKA3aTEJIEM.

B aTOM ke OTHOTIIEHUY TPUHITUTTNATBHO OTMETHUTD CJie-
JIyIOIIee: XOTs B 6OJILITUHCTBE MCTOYHUKOB COOTBETCTBYTO-
Iieii IMTepaTyphl ¥ MTPU3HAETCA HEOOXOAUMOCTD OTpeiesie-
HUS OTHOCUTEJNBLHOTO KosindecTBa RRF cpei MBITIIEYHBIX
BOJIOKOH, K&3K/I0€ TAKOE «IIIePOX0BATOE» BOJOKHO O/HO3HAY-
HO BOCIIPUHMMAETCS KaK KauecTBEHHBIN (heHoMeH. A Belb
BBIPAKEHHOCTD CKOTJIEHUH MUTOXOHIPUH B KXK/IOM TAKOM
o6pazoBaHuK MOKET ObITH COBEPITEHHO PasHOll. Mbl B CBO-
eit pabore yiKe JaBHO IPUMEHsIEM 4-6alJIbHYIO OIEHKY CTe-
[EHU BBIPAKEHHOCTH OTAeNbHBIX RRF (1 6amn — TOabKO
yMepeHHble cybcapKojeMMaibHble CKOTICHUSI METKH;

44



MounekyngpHbie acneKTbl KINHHYECKOU MeTHIIHHbI

2 Gasia — yMepeHHbie CybcapKoJeMMaibHbIE U YMEPEHHbIE
unTepMuOGUOPUILIAPHbIE CKOILIEHNsT METKM; 3 Gajia —
rpy0Obie cyOcapKoeMMaIbHble U YMEePEHHbIe HHTEPMUO-
bubpUILIApHbIE CKOILIEHUS METKH; 4 Oamna — rpyObie
cybcapkosieMMabHble U rpyOble THTEPMUODUOPUIISPHBIE
cxorenns metkn ). Kpome Toro, a1 06001enHoii onenku
MOP(}OJIOTHYECKUX TTPOABICHIH MUTOXOH/IPUATHHBIX Ha-
PYIIEHUI HAMU MPEIJIOKEH MM0Ka3aTelb — «MUTOXOH/I-
PUATBHBIN UHEKC, BKIIOYAIONUI KaueCTBEHHYIO U KO-
yecTBeHHYIO OlleHKY RRF, a TakXe XapaKTepPUCTUKY
TUCTOXUMUYECKON aKTUBHOCTH MUTOXOH/IPUATBHBIX (hep-
MEHTOB B MbllIIle. Bece aT0 0Ka3anoch CylecTBeHHbIM JJIS
nuddepeHmanbHON AMATHOCTUKYA MUTOXOH/IPUAJIBHBIX
Hapyenuii. CJiefyer 3aMeTUThb, 4TO B 3apyOeskHbIX paboTax
TaKsKe TTOCTENEeHHO IPUXOAT K HeobxoauMocTu Goee aud-
(epennupoBannoro noaxoza k Mmopdosiornn RRF. Tak, yac-
TO MOCJIEHEMY TIOHATHUIO IPOTUBOIIOCTABIAECTCH TEPMUH
«cybcapKoseMMalIbHbIe CKOTIJIEH ST MUTOXOH/PUI», KOTO-
PBIIL COOTBETCTBYET HalleMy IIpeacTaBaeHuio 06 RRF, Bbl-
paskeHHOCTbIO B 1—2 Gaswia.

[TomMuMO TIpsAMOIT OlIEHKU MUTOXOH/IPUAJIBHBIX (DYHK-
U C TTOMOIIBIO THCTOXUMUYECKOTO BBISBIEHUS aKTUBHOC-
T MUTOXOH/IPUAJIbHBIX (DEPMEHTOB B MBIIIIIIE, IPUMEHEHNE
JIPYTUX BO3MOXKHOCTEH T'MCTOJOTUYECKOTO UCCIeI0BAHNS
MO3BOJISIET OIIEHUTDb M KOCBEHHbIE ITPOSBIEHNUS MUTOXOH/I-
puasibHOI HepocTaTtouHOCTH. K MocjaeiHuM OTHOCATCS,
B 4aCTHOCTH, HaKkoreHus: (0coOeHHO cybcapKoJIeMMalib-
HbIE) TJIUKOTeHa W JIMIUAOB — CyOCTPaTOB dHEPTrooOMe-
HAa, a TaKXKe MUKPOKOHTJIOMEPATOB COJIel KaJbIUs, OTJIO-
JKeHUE KOTOPBIX CBUIETEIBLCTBYET O MUTOXOH/IPUATIbHOM
HejiocTaTouHoCTH (0/{HA U3 (DYHKIINIT MUTOXOH/PUIL — T1e-
pepacipeiesieHre U3JIMIIKOB Kasblins B KiaeTke ). Hakonerr,
Ype3BbIYANTHO MH(MOOPMATUBHBIM SBJILETCH U3YYEHUE YJIb-
TPACTPYKTYPHBIX eDEKTOB MUTOXOHAPUI € TTOMOIIBIO
3JIEKTPOHHOTO MUKPOCKOIIA.

Amnajioruunble CTPYKTYpHO-(YHKITMOHAJIbHbBIE U3MEHe-
HU4, B YaCTHOCTU TeTePOTeHHble aHOMAJIbHbIE CKOTLJIEHUS
MUTOXOH/IPUAJIBHBIX KOHTJIOMEPATOB, BBIABJICHBI HAMU U
B /IDYTUX CUCTeMax opranusma (TJIaIkue MbIIIIIbI, TIOUKH ),
YTO [O3BOJISIET PACCMATPUBATH UX KaK OOBEKT IPUKJIATHO
JIMArHOCTHKY ¥ KaK BO3MOKHYIO MOJIEJND JIjist OMOJIOTHYE-
CKUX UCCJIeIOBAHUN KJIETOUHON d9HEPreTUKU.

IMuroxuMHuYeckast JMarHOCTHUKA

CpaBHuTeIbHAL TPOCTOTA U MaJasg TPAaBMATUIHOCTD
B3ATHS 1 00pabOTKN KPOBH 00BICHSIET MHTEPEC K IIMTOXM-
MUYECKOMY aHATN3Y aKTUBHOCTA MUTOXOH/IPUATBHBIX (hep-
MEHTOB JTUMDOIIUTOB I IUArHOCTUKHU MTOJTUCUCTEMHBIX
MUTOXOH/IPUATBHBIX HapylleHuil. PaHee B COBMECTHOM
c rpynmnoit PII. HapiuccoBa nccieioBany aTUX 1TOKa3a-
TeJiell y OOJIbHBIX ¢ PasHBIMU (hOPMaMU MUTOXOHIPUATHLHON
HEJI0CTATOUYHOCTH HaM U ObLJTa BhISIBJIEHA JTOCTOBEPHASI KOP-
pesaius mapamMmeTpoB JTUMGOIIMTAPHBIX TPAHYJT W TIOKa3a-
TeJiell MUTOXOH/IPUAJIbHON HEJIOCTAaTOYHOCTH B CKeJIeTHON
mbitiie [15]. Takum 06pa3oM, y MHOTHX OOJIBHBIX C TTOJIHU-
CHUCTEMHOI MUTOXOH/[PUAJIBHON HEJ0CTAaTOYHOCTHIO /[1a-

rHOCTUYECKAs OMOIICUA MBIIII] MOKET ObITh 3aMeHeHa 111~
TOXUMWYECKUM aHAJTM30M KJIETOK TIeprhepUvecKoii KPOBH.

[Tonyuaemble HaMU IaHHbIE CBUETENBCTBYIOT O KJIH-
HUYECKOH 3HAUMMOCTH KaK ITPOCTOTO BU3YAJIBHOTO TI0/ICUe-
Ta rpaHyJi, TaK ¥ KOMIIbIOTEPHOTO MOP(HOMETPUYECKOTO
aHa/IM3a UX PasIMYHBIX mapaMmeTpos. Ilpu atom Hanbosee
JINAarHOCTUYECKU IEHHBIM SIBJISIETCSI BhISIBJIEHNE aKTUBHOCTHU
CYKIIMHAT/eTUAPOTEHAa3bl, o-rauiepodocdarmeruapo-
TeHa3bl, Ty TaMaTAeruAPOTeHA3bl U JJAKTATAETUPOTeHA3bI.
st 6onee TouHol muddepeHnnanbHol AUArHOCTUKY HAMK
coBMecTHO ¢ Hammmu cotpyanukamu H.B. Kneiimenonoii,
T.B. Bunorpazosoii, E.B. Tosnusan u E.W. [1abesHUKOBOM
paspaboTanbl METOIBI MOP(GOMETPUH IIUTOXUMUYECKUX IIPe-
MapaToB, MO3BOJISIONTNE OTJINYATH, BO-TIEPBBIX, TPOSTBIEHU
MOJTUCUCTEMHOTO dHEProiedUINTa OT HecelnpuiecKon
PEAKTUBHOCTH MUTOXOH/IPUIA B TUM(POIMTAX TP UMMYHO-
CTUMYJISIIUN W, BO-BTOPBIX, IPU3HAKY «[IEPBUYHBIX» MUTO-
XOHIPUAIbHBIX O0JIE3HEH OT «BTOPUYHBIX> TOJUCUCTEMHbIX
U3MEHEHNH aHeprooOMeHa.

KomMmmiekcHbBIN MUTOXUMUYECKUIT aHANIN3 SIBJISIETCS
LEHHBIM JMAarHOCTUYECKUM MHCTPYMEHTOM IIpU Moa00pe
MeJIMKAMEHTO3HOTO JIeYeHUsT U TIPU OTIeHKe TUHAMUKHA MU-
TOXOH/IPUATTLHON HEJIOCTATOYHOCTH B TIPOIlECCE TePATTHH.
UyBCTBUTETHHOCTD BBINIEYTTOMSIHYTBIX MTOKAa3aTeel m03-
BOJISIET Y3Ke BCKOPE TI0CJIe TIEPBOTO Ha3HAYEHUST TIperapara
c/iesiaTh BBIBOJI O €T0 3(P(HeKTUBHOCTH U TIPOrHO3UPOBATH
pesyabrar jgedenus. OueBuaHO, 4TO MOpGOMETPUIECKast
OTIEHKA M3y4aeMbIX TPAHYJI IPU PA3JTUIHBIX (DOPMAX MUTO-
XOH/IPUAJIbHON HEIOCTATOYHOCTH TaKyKe MOYKET UMETh He
TOJIbKO MPHUKJIAIHOE, HO U 00IIEeTECOPETHYECKOE 3HAYCHHUE
JUIST U3y4eHus MUTO(PU3NOIOTUH KJIETOYHON SHEPTETUKU.

HopmaTuBbl mokaszateseil akTHBHOCTH MUTOXOH/]I-
pUaTbHbIX (PePMEHTOB ST TUMQPOIUTOB TIPEICTABIEHBI
B Tabaumax 5 u 6. YMepeHHoe OTKJIOHEHUE KaKOTro-I1h0
13 IMUTOXUMHWYECKUX MTOKa3aTesei (B TOM 4ucie ux Koag-
(utrenToB) OT NMpeCcTaBIEHHBIX pepEePEHTHBIX MTPE/IETOB
MOJKET pacIleHNBAThCSI KaK J[0KA3aTeJbCTBO HAJUYUI
aneprojiepuniuTHOTO JAMaTe3a. OTKIOHEHNE TTOKAa3aTeei
3a IpeIeJIbl ABYX CUTMAJIbHBIX OTKJIOHEHUH 60JIee BEPOSITHO
npezacraBiasger cob6oil 1abopaTopHOe IPOABICHIE MUTO-
XOH/IPUATTbHOUN HEJI0OCTATOUHOCTH.

OueBuIHO, BHAYUTEJILHOM TTEPCTIEKTUBO JIJIsT MUTOXOH-
JIPUATTLHOM MEJIMTIUHBI STBJISIETCS BHE[PEHUE YITOMSIHYTOTO
B HavaJie CTaThk IUTOGHOXUuMUYeckoro meroza [1, 16]. dror
MEeTO/1 co3/1aH Ha ocHOBe coyetanust Mmetozia P.IT. Haprinccosa
U COBPEMEHHBIX OMOXMMUYECKUX MOAX0A0B C HCIIOIb30Ba-
HIIEM Cpel, TPUOIMAKEHHBIX 10 COCTABY K BHYTPUKJIETOYHON
cpere.

ITo muenuio M. H. Konzapamiosoii (ycraoe coobienue),
KaK MapKep COCTOSTHUST MUTOXOH/IPUIA OH TOPa3/I0 YyBCTBU-
TesibHee, 4eM IPUHAThIe OMOXUMIYECKIe MeTO/bl. B yacT-
HOCTHU, C €T0 TIOMOIIbI0O MOKHO OTIPEJIeNISITh AKTUBHOCTh
OT/IeJIBHBIX KOMILJIEKCOB JIbIXaTeJIbHOI 1IEITH, UTO IT03BOJIsI-
€T He CTAaBUTh Ha TIOBECTKY JIHS BOIIPOC O PACIIIUPEHNH BHE/I-
penus Gosiee NHBA3UBHBIX U YPEBATHIX GOJIBLIMM KOJIMYe-
CTBOM apTedaKToB MoJIporpapuIecKux MeTo/I0B.
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Tab6Amua 5. lNMoka3zateAn aKTMBHOCTU MUTOXOHAPMAAbHbIX (DEPMEHTOB U AAKTATAETMAPOT€eHa3bl
(y.e.; cpeAHue 3Ha4eHus)) B AuMcpounTax nepucpepryeckoi KpoBu (BU3yaAbHasi OLIEHKA) Y 3A0POBbIX AeTel

Bospacr gereii
HogBopo:xaeHHbie Jlo 1 roxa 1-4roma 5-12 ner 13-18 xer
CyKImHATIETHIPOTeHa3a 12,7+0,86 15,9+0,88 16,7+0,72 20,6+0,83 20,1+0,56
o-ramtepodocdar-ernporeHasa 4,67+0,84 7,8+0,72 8,5+0,38 12,5+0,56 12,4+0,48
[nyramatnerupporenasa 4,92+0,75 8,0+0,70 8,7+0,53 12,4+0,83 12,6 0,80
Jlakrarzernaporenasa 12,8+0,86 15,2+1,67 13,1+1,56 13,5+1,14 13,4+1,59

Ta6Amua 6. MpeaeAbl Nnokasarereit aKTMBHOCTM MUTOXOHAPHMAAbHBIX (DEPMEHTOB M AaKTaTAerMaporeHasbi (y.e.)
M MX COOTHOWEHWIH B AumcpoumTax nepudepuieckor Kposu (BU3yaabHas OLIeHKA),
BbIXOA 32 KOTOpPbI€ MO3BOASIET MPEANoAaraTb HaAMuMe SHeproaepuumTa Aeteit

Bospacr gereii

HoBopo:xkennsie o 1 roxa 1-4rona 5—12 ner 13-18 ner
Cyxknunaraerugporenasa (C/II) 10,1-15,3 13,3-18,6 14,5-18,8 18,0-23,0 18,5-21,5
o-rautiepodocdar-ernaporeHasa 2,2-72 5,6-9,9 7,5-9,5 11,0-14,0 11,0-14,0
[nmyramartaeruaporenasa (I/IT) 27-7,2 7,5-11,7 7-10 10,0-15,0 10,0-15,0
Jlaxratneruaporenasa (JI/1I) 10,1-15,3 10,0—-20,0 8,0-18,0 10,0-17,0 10,0-17,0
Koapdunment TOAT/CAT (K1) 0,14-0,7 0,4-0,7 0,4-0,55 0,5-0,7 0,5-0,7
Koapdunument [/AT/CAT (K2) 0,18-0,7 0,4—-0,75 0,4-0,65 0,6-0,8 0,6-0,8
Koapdunment TOAT/TAT (K3) 0,3-2,7 0,55-1,2 0,8-1,35 0,7-1,2 0,7-1,2
Koapdunument JIIT/CAT (K4) 0,66—1,0 0,9-1,2 0,6-0,9 0,5-0,8 0,6—-0,8

HeunBasuBHas JAHArHOCTHKa

Heo6xomnMocTh 06CIeI0BAHIIS ITITPOKOTO KPyTa YCIOB-
HO 3/T0POBBIX JII[ ¢ 0COOO0IT OCTPOTON CTABUT HA TIOBECTKY
JTHST BOTIPOC 0 MUHUMUBAINY WHBa3UBHOCTU TIPY TTPOBEJIE-
HUW MEUTIMHCKUX UccejoBaHuil. B ¢Bsi3u ¢ aTuM HaMU
TSI U3YYEHUsT WHAUBUAYATbHBIX 0COOEHHOCTEN dHEPTO-
obMeHa OLIT TIPEITOKEH METOJT C CMOTb30BAHUEM UPeC-
KOXXKHOTO MOHWTOPWPOBAHMS Ta3000MeHA C MTOMOTIHIO
TpanckyTtanHoro Mmouutopa (mareat PD Ne 2442535). s
YPECKOKHOTO M3MEPEHUS TAPIUATbHbIX IaBIeHUH KUCJIO0-
po/ia U YIJIEKUCJIOrO ra3a Mbl HUCIOJb30BAJU TPAHCKY-
tauublii MoauTOop TCM 4 Tpom3BOACTBAa KOMIAHUM
Radiometer (/lanus), a B KauecTBe HATPY30YHOM TIPOOHI —
L-kapHuTHH (JIeKapCTBEHHBIN MpenapaTt JJabKap MpOu3-
BogcTBa OO0 «ITNK-DAPMA», npeacTaBasioniuii coboii
20% pacTBOp JIEBOKAPHUTHUHA, B 103€ 1 yaitnast T0KKa 1mep-
OpaJBHO TOCTTEe OTpeiesennst 6a30BbIX YPOBHei Ta30006-
MEHa).

[Tpu HOpMaJTBHBIX MOKA3aTEJISX SHEPTOOOMEHA KPUBAst
pO, B meprof co 2-ii mo 6-10 MUHYTHI TIOCJIe HATPY3KH yMe-
PEHHO MOBBINIAETCS, a 3aTEM BO3BPAIIAeTCs K 6a30BOMY
YPOBHIO.

OTcyTcTBYE TAKOTO MOBBITNEHS WA CHIKEHUE KPUBOI
CBUJIETEJBCTBYIOT 00 aHeprozedurire. JIJist yTOUHEHUS €10

CTeTIeHN BO3MOKHO MPOJOJIKEHNE MOHUTOPHUPOBAHUS /10
30 munyrt. Crenens nonmkenus snadenus pO, B 11epuoj
MOHHUTOPUPOBAHUST KOPPEJUPYET, 10 HAIITUM HAOJIFOAECHUSIM,
€ BBIPAKEHHOCTBIO 9HEPTO/IeUITUTHOTO cocTosTHMS [17].

[ToyueHHble faHHbIE MOATBEPKIAIOT BO3MOKHOCTD
MIPUMEHEHWS YPECKOKHOTO MOHUTOPHUPOBAHUS [TAPAMETPOB
razo00MeHa B KaueCTBe HEMHBAa3HBHOTO MeTo1a 06¢Ie[0Ba-
HUS JIJIS1 BBISIBJICHVS HAPYIIEHUH KJIETOYHOTO 9HEProoOMe-
Ha. CenoBaTeIbHO, JAHHBIN METO[ AMATHOCTUKH 9HEPTO-
NeUIUTHBIX COCTOSTHUH BechbMa MEPCIIEKTUBEH U TIOCJIe
CTaHAAPTU3AIMN MOKET ObITh PEKOMEH/I0BAH [/ BHEPe-
HUS B KIMHUYECKYTO TTPAKTHKY.

3akaouyeHue

[TpeacraBientble B NpeAbLAYINX pasjiesax JAaHHbIE
OXBATBIBAIOT TOJBKO HEGOIBIITYIO YacTh MH(pOpMATTIK 006 Hc-
I0JIb3YEMBIX U MTOTEHIINAIbHO 3 PEeKTUBHBIX METO/IaX UC-
cJIe/JoBaHN MUTOXOHIPUAIbHBIX DyHKIINI. B TO ke Bpems
AKTYaJbHOCTD BBISIBJICHUS JU39HEPIeTUYECKUX COCTOSHUHI
PasIMIHOTO posia TpeGYeT 3HAUNTETBHON HHTEHCH(DHKATITN
HCCJICJIOBAHUN B 9TOM HAIIPaBJICHUU. JTa aKTyaJIbHOCTD
0CO6EHHO MOMYEPKUBACTCS HATNYNEM MHOTOYNCIEHHBIX
(hopM JIeKapCTBEHHBIX MPEMAapaToB 1 610M06aBOK, BO3/ICH-
CTBYIOIIMX Ha Pa3JUYHble CTOPOHBI MUTOXOHIPHUATHHOM
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axTuBHOCTH. [T0g00HBIE BO3AENCTBUS, KOHEYHO, HEe MOIYT
ObITh 3HEKTUBHBIMEI (€3 COOTBETCTBYIONIEN AMAarHOCTH-
yeckoil 6azbr. OUeBUIHO, YTO YKa3aHHAsI MHTeHCH(PUKALIKSI
MOJKeT WJITH TI0 JIByM HalpaBjieHusM. Bo-11epBbIx, 3TO pas-
paboTKa HOBBIX, MUHUMAJIbHO MHBA3UBHBIX M MAKCHMaJIbHO
YYBCTBUTEJIBHBIX U CIEITUMDUIHBIX METO/IOB IUATHOCTUKU
MOJIMCUCTEMHON MUTOXOH/IPUAJIBHON HEAOCTATOYHOCTH.
A BO-BTOpBIX, 9TO pacIIupeHne BHEAPEHUS yKe paspabo-
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KAMHUYECKOE HABAKOAEHUE HEMPOHAABHOTO AMMO®YCUMHO3A 1-I0 TUMNA
(CUHAPOMA CAHTABYOPU-XAATHUA)

M A. BYAATHUKOBA?' , O.A. KY3HELIOBA' , K.I. BYCAOB' , B.M1. AAPUOHOBA?
Cankr-lleTrepOyprckas rocyAapCcTBeHHasi neAMaTpuyeckass MeAMLIMHCKAs akaAemust
Kannuka ncuxonespororun CrolrmiMA

2 ®I'bY Hay4Ho-MCCA@AOBATEALCKUIT AETCKUIT OpTONeAnvecknii MHCTUTYT um. I.U. TypHepa
Munzapascoupassutus Poccum, r. lNymkun

Pestome. Heiiponanvivie iunopycuyunosvl — zpynna Heipooezenepamueivly 3a601e6anutl, XapaKmepusylouuxcs no-
JUMOPPHOU KaApMUHOL NPOZPECCUPYIOUUX HEBPOJOZUUECKUX CUHOPOMOB, MSNCELOU (PAPMAKOPEIUCTEHMHOL INULENCUeT,
4acmo 00NOAHACMOT KOPMUKALLHBIM MUOKIOHYCOM, GbLCMPONDOZPECCUPYIOUUMU KOZHUMUGHDIMU HAPYUEHUAMU, PEZPECCOM
00CMUZHYMbIX HABBIKOS, NOMEPEll 3PEHUS 3A CYem ampoQuu 3pUmeivbHulY Hepeos. Yacmule snuienmuueckue NPUCmMynol,
MbUUEUHAS ZUNOMOHUS U AMAKCUSL — HAUOOLee PACNPOCMPANeHIble CuMnmomsL 6 deGrome sabonesanus. Hetiponanvivie
yepoudnvle IunodycyuHo3vl — HACICOCMBEHHbLE MOHOZEHHbLE 3A00eBAHUSL, OMHOCAMCL K JU3OCOMHBIM OONIEIHAM HAKONIE-
Hust. Cneyupuueckum 2ucmoxuMudecKum Mapkepom 0ist 8Cell ZpYnnol UePOUOHbIX TUNOPYCUUHO308 SI8NACMCS 6HYMPUILL-
30comanvroe Hakonaenue HITHK-nonroxcumenvrozo mamepuana, 0aiouezo aymo@pioypecyeryuio 8 3eJeH0-J1cemoMm CneKm-
pe daunoit 340-360 um. K nacmosuemy epemenu 00wenpunima Kiaccuurayus uepouonvix iunoQycuyunosos
¢ vlOesIeHUeM DeB5MU OCHOBHBLX (YOPM, 00YCIIOBIEHHBIY MYMAUUAMU 8 PASIUYHBLX 2eHAX U PASIULAIOUUXCS. N0 XaPaAKmep-
HOMY 603pacmy deGoma u 0Co6eHHOCAM KAUHUUECKOU Kapmutbl. /Lis HeUpOHaIbH020 UepoUdH020 JUNOPYCUULO3A NEPEO-
20 muna (cunopom Canmasyopu—Xaimua, panusisi MIA0eHUeckas Gopma HEUPOHAILHOZ0 UePOUOHO20 TUNOPYCUUHO3A)
nauboiee xapaxmepuoim a6asemcs 0edrom om 6 00 24 mec., Xomst ONUCAIbL CAYUAU NO30HE20 0e010Mma — 6 MAAOULCM UKOLb-
HOM, I0HOULECKOM B03PACME, Y 83POCAbIX. 3abonesanue 0byciosneno mymayusmu 6 zene PPT-1, xomopwuii kodupyem ¢epmenm
NATLMUMOUL-NPOMeEUr muoscmepasy. OmauuumensHoLMu KIUHUYECKUMU 0COOCHHOCMSAMU KILACCUYECKO20 MEYeHUS — M-
OeHuecKoil hopmuvlL A60MCsL OGbICMPoe NPoZPeccuUposane ¢ nomepei 00CMUZHYMbLY HABLIKOS 8 MeYeHUe 8Mmopozo 200d
HCUSHU, NOTUMOPPHBLE INULENMUYECKUE NPUCTYNBL, PaHHee yniouerue nuxos Ha III, evipaxcentast KOpKoBo-nooKopKosast
ampodpus, cmewannas samecmumenvuas eudpovedanus no dannoin MPT, ampoduueckue usmenenus: na zia3Hom oue,
UH020a CUMNMOM «6UUHEB0U Kocmouku». K cneyuduueckum noomeepacoarouum memooam OUaznoCmuKy OmHOCSMCs OUeH-
Ka aKMueHOCMU NATbMUMOUL-NPOMEUH TUOICMEPAZbL U MOJEKYLIPHO-2eHemuueckue memoodvl. B saxmouenue npuseden
npUMep KIACCUUECKOZ0 MEeUEHUs, HEUPOHATILHOZ0 JTUNOQYCUUHO3A NEPEO20 MUNA, NOOMEEPHICOCHHO20 MEMOOAMU PePMEHMHOU
JuazHocmuxu.

Kmoueevie crosa: neiiponanvioiil uepoudiviid aunopycuunos, HIIJI 1, cunopom Canmasyopu—Xanmua, narmumoui-
nPoOMeUr MUOICMePasa, INULENCUsl, HEUPOOe2eHEPAMUBHDLE 3A00EBANHUSL.

CLINICAL OBSERVATION OF 15T TYPE NEURONAL LIPOFUSCINOSIS
(SANTAVUORI-HALTIA SYNDROME)

M A. BULATNIKOVA', M.A. KUZNETZOVA', K.G. BUSLOV', V.I. LARIONOVA?
Federal State Budget Educatlonal Institution “Saint-Petersburg State Pediatric Medical Academy”,
Ministry of Health Care and Social development of Russian Federation, Clinics of psychoneurology
2 Federal Budget Institution Scientific Research G.I. Turner Pediatric Ortopedic Institute,
Ministry of Health Care and Social Development of Russian Federation, Pushkin

Summary. Neuronal lypofuscinoses is a group of neurodegenerative diseases characterized by polymorphic manifestations
of progressive neurological syndromes, severe pharmacoresistant epilepsy, often accompanied by cortical myoclonus, rapidly
progressive cognitive disorders, regression of the obtained habits, vision loss due to optic nerves atrophy. Frequent epilepsy
attacks, muscular hypotension and ataxy are the most prevalent symptoms in the onset of the disease. Neuronal ceroid
lipofuscinoses are hereditary monogenous diseases of the group of lyzosome storage diseases. Specific histochemical marker
of all the group of ceroid lipofuscinosis is the accumulation of PAS-positive material in lyzosomes. This material fluorescents
in green-yellow spectrum with the wave length 340—360 nm. Modern classification of ceroid lipofuscinoses includes 9 dif ferent
Jorms which are due to different genes mutations. These diseases differ in age of onset and clinical picture peculiarities. For
1st type of neuronal ceroid lipofuscinosis (Santavuori—Haltia disease, early infancy form of neuronal ceroid lipofuscinosis)
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the onset in age of 6 to 24 month is typical. However later onset is described in patients of early school age, adolescents and
even adults. The disease is due to the mutations in PPT-1 gene encoding the enzyme palmitoil-protein thioestherase. Classic
clinical peculiarities typical for the infancy variant are rapid progression with the loss of the obtained habits during the second
year of life, polymorphic epileptic attacks, early changes of EEG peaks, marked cortical-subcortical atrophy, mixed replacing
hydrocephaly according to MRI results, atrophic changes of the retina, sometimes the “cherry” sign. Specific methods confirming
the diseases are the activity of palmitoil-protein thyoestherase and molecular genetic methods. The clinical case example of
patient with classic course of the disease is described. In this case the diagnosis was confirmed by methods of enzyme diagnostics.

Key words: neuronal ceroid lipofuscinosis, 1st type neuronal lipofuscinosis, Santavuori—Haltia syndrome; palmitoil-

protein thyoestherase, epilepsy, neurodegenerative diseases.

JlanHble 1719 KOppeCIOHeHIVN:
byramnuxosa Mapuna Anexceegna, Bpau-HeBpOJIOT,

KJIMHUHUYECKHI OpAMHATOP Kadeapsl HePBHBIX O0JIe3Hel
Cankr-ITerep6yprckoii rocy1apCTBEHHOI e JuaTpUUeCKOl MEAUITMHCKOM aKaleMIK

194100, Cauxt-IlerepOypr, yu. JIutosckas 1. 2,
e-mail: siriusbm@gmail.com, teun.: 8-965-088-26-75

Heiiponambabie ieponaasie smmodycinaosst (HILT) —
TpyTia HeifipoieTeHepaTHBHBIX 3a00T€BAHNUI, XapaKTepH-
3YIOIIUXCST TPOTPECCUPYIONTUMU KOTHUTUBHBIMU HapyIiie-
HUSIMU, PETPECCOM JIOCTUTHY THIX ICIXOMOTOPHBIX HABBIKOB,
TSKEJTON hapMaKope3nCTEeHTHOH aTnIerIchell, HeBPOJIOTH -
JeCKUMHU PACCTPONCTBAMH MYJIBTHCHCTEMHOTO XapaKTepa,
0OBIYHO ¢ MBIIIEYHON TUIIOTOHUEH U aTaKCHel Ha PaHHUX
CTAIUSIX, CHUZKEHUEM 3PEHUST, TPOTPEIUECHTHBIM TEYEHUEM.
[Ipu THCTOXMMITUECKOM UCCTIEJOBAHUH BBISIBIISIETCST BHYT-
PUIM30COMaThHOE HAKOIIJICHNE JINTIOTNTMEHTA, JA0IIero
ayTO(ITIOOPECTIEHITNIO B 3€JIEHO-KEJITOM CHEeKTpe AJINHON
340-360 um [ 1, 2]. 3aboseBanue TTOMYINIO HA3BAHUE «IT€-
POUJIHBIN JTUTTO(MYCITUHO3> 32 CXOJCTBO THCTOXUMHUYECKUX
CBOMCTB HAKAIJINBAEMOTO TUTMEHTA C TIMTMEHTAMHU CTape-
Hus sunodycimaoM 1 1iepousiom [ 1, 2, 3]. K pazsututio 1e-
POWIHBIX JIUTTO(DYCIIMHO30B MOTYT TPUBOJUTH HACJE]-
CTBEHHBIE MY TaIlNH, 3aTParuBaonue (GyHKITMH 110 MEHBIIEH
Mmepe 10 pasnnynbix 6e1K0B. B cOOTBETCTBIM ¢ 9TUMM JlaH-
HBIMU ¥ XapaKTEPHBIM BO3pacToM JAeGiTa 3a00/eBaHs
MIOCTPOEHA COBPeMeHHasl Kyaccu(uKaIis HelipOHAIbHBIX
HepouiHbIX unodyciunosos [1, 2].

HILJI 1-ro tuna (CLN 1, cungpom CanraByopu—Xai-
THa, MitajzieHueckast popma; OMIM #256730) obycioBieH
TOMO3UTOTHBIMU WJIM KOMITAYHJHBIMU TE€TEPO3UTOTHBIMI
myTarusimu B reHe PPT-1, konupytomem hepmeHT mamabmu-
tous-tiporenH tnoactepasy (EC 3.1.2.22). B nopme atot
(hepMeHT pacImenisieT INCyIbMUIHbIE CBSI3M HA TATBMUTH-
POBaHHBIX OeJIKax, OTHIEIIAsS JUIMAHBIH ocTaTok. s
HIIJI 1-ro Tuma XxapakTepHO BHY TPUIN30COMATbHOE HAKOTI-
JieHune carmo3nHoB A 1 D, aktnBatopos hepMeHTOB, pacier-
Jstoux cunroannubl [2, 4, 6]. [Tatorenernyeckue me-
XaHMU3MBI 3200JIEBAHIS MCCIETOBAHDI HEOCTATOHO TTOJTHO.
[Ipu cHWKEHUN aKTUBHOCTH MAJbMUTOUJI-TIPOTENH THO-
aCTEpasbl MATbBMUTUPOBAHHbBIE OETKH TTPECHHATITHYECKOM
MeMOpaHBl HapyIAIOT PeyTUIN3AIINI0 KOMIOHEHTOB 9KC-
KPETUPOBAHHOTO B CHHANITHYECKYIO TIEb COAEPKUMOTO
Be3ukyJ [7]. Ilo mocsetHUM TaHHBIM, CHUKEHUE aKTUBHO-
CTU MAJIbBMUTOUJI-TIPOTEUH-THOICTEPA3HI yKe BO BHYTPH-

YTPOGHOM MEpHoJIe HapyIaeT HOPMaJbHOE PasBUTHE KOPbI
rOJIOBHOTO MO3Ta |5].

Hacnenosanne HIIJI 1-to Tnma — ayrocomHo-pertiec-
cusnoe. [[sg knaccuaeckoit hpopmbr HILJT 1-ro Tuma xapak-
TepeH eO10T B Bozpacte oT 6 Mec. 710 2 JieT, B GOIBITHHCTBE
ciydaen 70 Toga. OnucaHbl eIMHUYHbBIE cydan aeboTa
B [TO3/THEM JIETCKOM, IOHOIIIECKOM TIepUO/Ie 1 Y B3POCJIbIX [ 1,
2,8,9]. Hacroii aHaMHeCTUYECKOM HaXO/IKOM SIBJISIETCS TEM-
MoBasl 3a7iePKKa MICUXOMOTOPHOTO Pa3BUTH HA MEPBOM
TOJIy JKU3HU JIO MOSIBJICHUSI IPYTUX CUMIITOMOB 3a00/1eBa-
HusL. B TedeHre BTOPOTo roja JKUsHU MIPOUCXOAUT OBICTPO-
MpPOrpeccupyomiast TOTepsi IOCTUTHYTHIX TICUXOMOTOPHBIX
HaBBIKOB, IPOTPECCUPYIOIee CHIDKEHIE 3PEHNsI, POCTa To-
JIOBBI, PAa3BUTHE TSKEION (hapMaKOPe3UCTEHTHOI ATTHIIET -
CUU ¢ TOJUMOP(MHBIMU, MUOKJIOHUYECKUMU, (DOKATbHBIMU
npucrynamu. Habmogaercss MpIiiedHast TUITOTOHUS, KOTO-
past MOCTEMEHHO CMEHSIETCS TOBBITIIEHUEM TOHYCa 10 TTpa-
MUTHOMY, 9KCTPATUPAMUTHOMY VI CMeTIaHHOMY THTTY [ 1,
2, 3]. Anst cunapoma CantaByopu—Xasnatua 1Mo Mepe 1po-
TPeCCHPOBAHNS HEBPOJIOTHUECKHUX PACCTPOIICTB XapaKTEPHO
MPUCOEIMHEHE MUOKJIOHYCA U JIPYTHX TUTIEPKIUHE30B: JIe-
MEHTOB XOP€EH, aTeT03a, IUCTOHWH, JIBUTATEbHBIX CTEPEO-
tunuit. Hekotopbie 60JIbHBIE UMEIOT MATKUE FaproJIONIHBIE
yeprsl [1, 2, 3].

Yacrora cunapoma CanraByopu—Xanrua B Ouniisia-
mun coctasistet 1:20 000, B ipyrux crpanax EBpormer n Ce-
BepHOI AMepuke — He ycTtaHoBJsieHa [2]. [Inddepentiu-
aJIbHAsl IMarHOCTUKA MPOBOAUTCS ¢ cMHAPOMOM Pertra,
HelpoaKCOHAJIbHON nucTpodueil, HeKOTOpIMU (hopMaMu
AMUJIENITUYECKUX AHTIEPATOTATHI, B YACTHOCTH, CHH/IPOMA-
mu [Ipase u Becra, KoTopbie 1e0I0THPYIOT SMUIEIITHYECK -
MU TIPUCTYTIAMU C PETPECCOM JIOCTUTHYTHIX IICUXOMOTOPHBIX
HaBBIKOB B 3TOM Ke Bo3pacre [6].

[Ipu 29T -nccaenoBaHNM BBISBISIETCST paHHEE YILIONIe-
HUE TUKOB. TO CYNUTAETCS TTATOTHOMOHUYHBIM TIPU3HAKOM
cunanpoma CanrtaByopu—Xanrtua. Ha MPT rorosaoro mos-
ra 0OBIYHO HAOMIOMAIOTCS TITYGOKAsT KOPKOBO-TIOIKOPKOBAST
aTpodus, HapysKHas U BHYTPEHHsSI THApoledanns, a Ha
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MO3THUX CTA/IUSAX — CHUKEHNE UHTEHCUBHOCTHU CUTHAJIA OT
6yrpos Tasamyca B T2-peskume [1, 3, 10]. Ha MPT raxske
MOTYT BBISBJIATHCS TPUSHAKY TUIOTIA3MN KOPHI IOOHBIX 1
BHUCOYHBIX I0JIeH, TpogBiigioniuecs cxoxeit c MP-kaptunoi
«U3DBEIEHHOTO SI0JI0Kay» TIPU TJIyTapOBOIl allUypUH, YTO
006y cII0BIeHO HApyIeHneM (hOPMUPOBAHUSA KOPbI TOJIOBHO-
ro Mo3ra BHyTpryTpoOHO. [To100HbIe HAXOAKK COIIACYIOT-
C$1 C TIPEJICTABJIEHUSIMU O BHY TPUYTPOOHOM HavaJe [aToJI0-
ruveckoro nporecca HITJI 1-ro tuna [2]. ¥V neckombkux
6ompHbIX ¢ panauM Aebiotom HITJI 1-ro Tuna onmcano Bos-
HUKHOBEHUE CYOIyPATIbHBIX THTPOM, ITPOUCXOKIEHUE KO-
TOpbIX ocTaercs HesicubM [3]. [Ipu ocMoTpe rrasnoro gna
MOKeT ObITh BBISABJIEH (DEHOMEH <«BUIIHEBOW KOCTOUKU»
B 00J1aCTH MaKyJIbl, HO TaKasi KapTHHA TJIa3HOTO JHA HaOJII0-
JIaeTcs pefiko, 6osiee XapaKTePHbIM U TOCTOSHHBIM TIPH3HA-
KOM SIBJISIETCS IpoTpeccupyioiias aTpodus 3puTesabHbIX
HepBOB. KpoMme TOTo, CUMIITOM «BUIITHEBOM KOCTOYKH» He-
cnenuduaen g HILJT 1-ro tuna, rak Kak HabJiogaercst
[IPU MHOTHX JIN30COMHBIX OOJIE3HSIX HAKOILJIEHUSI C TPOTPec-
cupyionum opaskenuem [THC (HIIJI 2-ro tuna, HITJI 3-ro
THUIIA, CHAJION/103, TAJIAKTOCHAION 103, 6oJie3ub Tesi—Cakca,
miagendeckue hopmbl Ginl-ranrirosnaosa, 6osiesnb Cai-
J1a).

B nacrosiiee BpemMs 171 TOJATBEPKACHUS NUATHO3A
HIIJI 1-ro Tuna ucrnoJb3yioTcs: MeTo/ibl (hepMEHTHOM /iua-
THOCTUKHM, MPU KOTOPBIX MPOU3BOAMUTCI OIpejieieHue
AKTUBHOCTH HAJIbMUTOUJI-IIPOTENH THOACTEPa3bl B (hubpo-
Gutactax win TuMGOIUTaX KPOBH, a TAKXKE MOJIEKYJISIPHO-
reHeTUYeCKe MeTO/Ibl, HallpaBJeHHbIE HA BBISIBJIEHUE MY-
tanuii B rene PPT-1[1, 2, 3, 11].

[ucToxummuyeckoe uccyieoBaHne 3aHUMAET ITPOMESKY -
TOYHOE MOJIOKEHNE MEeKIY MeTonaMu crieninduieckoi u
necneruduueckoii fuarnoctuku HILJT 1-ro tumna. Beisiie-
HUe B IIpernapaTax JeHKOIIUTOB relapuHu3uPOBaHHON KPO-
BHU, GUOTITATAX KOKU UM KOHBIOHKTUBBI BHYTPUIN30CO-
Masibhbix ckorienuii TN K-nonoxurenbuoro marepuada,
JTAIOTIETO ayTO(MIIIOOPECIIEHIIUIO B 3€JIEHO-3KEITOM CIIEKTPe
Jumnoit 340—360 HM, TIOATBEPIKAAET, 4TO 3a00I€BAHIE OT-
HOCUTCS K TpyIIie HelpOHAIbHBIX JUTO(YCIIMHO30B, HO
He [I03BOJISIET OIIPeIEIeHHO CYAUTh O ThIle 3aboneBanus [1,
3, 4].

DJIEKTPOHHAS MUKPOCKOIIUS 1103BoJIsteT ud epeniin-
poBarth (hOPMbI BHY TPUITH30COMATBHBIX BKIIIOUEHUH, HoJiee
XapaKTepPHBIX /IS OTAEJbHBIX KOHKPETHBIX (hOpM Helpo-
HasibHOrO JUunodycnunosa. B wactunocru, pag HILJI 1-ro
TUIIA XapaKTepHO HaJWYUe IPAHYJIIPHBIX 0CMOMUIBHBIX
BKJIIOUEHUH, /I 1103/1Hel nH(MAHTUIBHON KJIACCUYECKOM
dopmbl (BusbioBckoro—AHCKOro) — nMpeuMyIiecTBEHHO
KPUBOJIMHERHBIX TeJIel, IIPH I0BEHUIBHOI (hopMe mpeobia-
JIAI0T BKJoYeHust B (hopMe oTriedaTkoB nasibiies [ 1, 12]. Tem
He MeHee, MeTO/l He SBJISIETCS CTPOTO crelu(uIHbIM 1 Ha
COBPEMEHHOM 3Talle B AMarHocTuke cunapoma CanraByo-
pu—XaJsTa UrpaeT BCIIOMOTaTeIbHYIO POJIb.

@epmenTHAS AUATHOCTUKA SIBJISIETCSI TOYHBIM, CIIEI[U-
(hUIHBIM U OOIIETPUHSITHIM METOJIOM MTOJTBEPIKIAIOTIEi
nuarnoctuku g HILJT 1-ro tuna. AktuBHOCTH (hbepmenTa

MAJTbMUTONJI-TIPOTEUH THUOACTEPA3bI N3MEPSIETCS B JIEHKO-
1UTaX, OJy4YaeMbIX U3 TeapUHU3NPOBAHHON KPOBU, UK
B (pubpobacrax kosxu. Takske pazpaboTan MeToO/I Olpe/ie-
JIEHUSI aKTUBHOCTHU MAJIbMUTOUI-TIPOTENH THOICTEPA3bI
B BOPCHMHAX XOPUOHA, YTO MO3BOJISET IIPOBOIUTH TIPEHATAIIb-
HYIO JUarHOCTHKY 9Toro 3abosesanns [11].

Jl1s1 nostyyenmst KOppeKTHBIX PE3YJIBTATOB (DepMEHTHON
JIMAarHOCTUKU YPE3BbIYANTHO BasKeH MpeaHaTuTUIeCKU Tarl.
O6pasipl GuomMarepraa JOJKHbI ObITh JIOCTABIEHDI B Jia-
6opaTopuIo He o3/Hee 24 4aCcOB ¢ MOMEHTA B3SITUS B CIIe-
LUaTbHOM OMOKOHTEIHepe ¢ IIOCTOSHHOI TeMIlepaTypoii
+4—6° [11].

Taxxe nis noprBepskaenus quarnoda HILJT 1-ro Tuna
MIPUMEHSIOTCSA MOJIEKYJISIPHO-TeHeTnYeckue MeTobl. Ma-
TEPUAJIOM JIJIS TIPOBEJICHUS MOJIEKYJISIPHO-TEHETUUYECKOTO
ananmsa Moxer cayxuth JHK mpobanga, Bbigenennas
U3 JIEHKOIMTOB KPOBU WJIU CYyXOTO TIATHA KPOBK Ha HaHKe
13 GUIBTPOBAIBHON GyMaru, KyJabTypbl GubpobIacros,
KJIETOK OYKKAJIBHOTO DIIUTENHS, 2 TAK/KE BOPCHH XOPUOHA
(B npenaranbuoil guarnoctuke). Meroaer /IHK nuarno-
CTUKHU MOJ[PA3EJISIOTCS HAa METO/IbI, ODUEHTUPOBAHHbIE HA
MTOMCK U3BECTHBIX MYTAIIUIi, U METO/IbI, OPUEHTUPOBAHHbBIE
Ha TIOUCK paHee HEU3BECTHBIX MyTaluil. B mepBom ciyyae
JIMArHO3 TIOATBEPsKAaeTCs Ipyu 0OHAPYKEHUH y TIpobaH/ia
TOMO3UTOTHOI MyTaITUU WX TeTePO3UTOTHON KOMIAYH/THON
MyTaiuu. MeTo/ibl, OpueHTUPOBaHHbBIE HA TOUCK paHee He-
MU3BECTHBIX MYTAIlMH, CPe/IM KOTOPBIX OCHOBHOE MECTO 3a-
HUMAET CeKBEHMPOBAHUE, TPUMEHSTIOTCS TPU OOHAPYKEHUH
MU3BECTHOM MyTallUU B Te€TEPO3UTOTHOM COCTOSTHUM WJIH ITPU
OTCYTCTBUM U3BECTHBIX MyTauuil. IlesecoobpasHo mpose-
JleHre MOJIEKYJISIPHO-TeHEeTUYEeCKON TMarHOCTUKH [IJIS ca-
MOTO poOaH/a, a TAKKE /st er0 POACTBEHHUKOB, C TIEJIbIO
[Py IPESKIEHISI [TOSIBJIEHUST HOBBIX CJIy4aeB 3a00/1€BaHUs
B CEMbe.

Huke MBI TPUBOAMM ITPUMEP KJIACCUYECKOTO TeUEHUS
HIIJI 1-ro Tuma, noATBepKAeHHOTO IBYKPATHBIM OIpe/ie-
JIeHueM aKTUBHOCTH MAJIbMUTOUII-ITPOTENH THOICTEPA3BI.

Boabroii E.A., 2 1. 6 mec., B okTsa6pe 2011 1. mocTynui B cTa-
IHOHAP € KaJobaMy Ha yTpaTy paHee MPUOoOPETEHHbIX ICUXOMO-
TOPHBIX U TICUXOPEYEBBIX HABBIKOB: MEPECTAN XOAUTD, CAJUTHCS,
110J13aTh, PEYN HET; €KeJIHEBHBIE CYIOPOKHBIE TPUCTYIIDI C JIEBH-
alueil rj1a3 BBEPX, B CTOPOHY, BBEPX U B CTOPOHY, KPATKOBPEMEH-
HBIM CJIOHOTEYECHMEM, MHOra oOMaKaneM. Pexke nab/onannuch
KJIOHMYECKHE CY/I0POTH TIPABO PYKU, MUOKJIOHUYECKIE TTPUCTY-
bl Takske MaTh MPEAbABIIAIA KaI0Obl Ha YXYAIIEHHE KOHTaKTa
«TJ1a3a B ri1aza». Pe6eHoK oT BTOPOil GepeMeHHOCTH, TIepBast Gepe-
MEHHOCTD 3aBEPIIMJIACH MEUIIMHCKIM abopToM. Pouresn He co-
CTOST B KPOBHOPOJCTBEHHOM OpaKe, B CEMbe HET CIy4aeB aHaIO0-
IMYHOTO 3a00JI€BaHMsI, KaK M APYTUX HACJAEICTBEHHBIX GOIe3Hel
obmena. bepeMeHHOCTD IIpoTeKasa ¢ SBIACHUSIMU O3IHETO FeCTO-
3a, Ha done xmamuano3a u yactbix OP3. Posbr cpounsie, nucko-
OPAMHAIUST POJIOBOIL JIESITENIbHOCTH, IKCTPEHHOE KeCapeBo ceve-
nue. Arrrap — 7/8 6asios. Bec — 3750 rp., aommna — 51 em. Tlepu-
oJl afanTanuu 6es ocobennocreil. Pazpupasics ¢ nesnaunTe bHOMN
TEMITOBOI 33/IEPKKOIA: TOJIOBY JIEPKUT € 2,5 MeC., CeJl B 7 MeC., CTajl
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nos3aTh B 10—11 Mec., Bctan y onopsr B 11 Mec., camocTosTenbHAS
xomb0a, mepsore crosa ¢ 1 1. 2 mec. B mapre 2011 (1 1. 6 mec.) me-
peboJiest BeTpsiHOi octioil. Bo Bpemst 6oJie3Hn €Tl JIETKO BO30Y-
[IAM, TIepecTas BeraBaThb. [loce 60sre3H1 He BOCCTAHOBUIICST: CTAJ
BSIJIBIM, TIEPECTAJ XOJUTh, HHTEPECOBATHCS UTPYIIKAMH, B alipeJie
HOSABUJINCH TUIIEPKUHETUYECKIE IPUCTYITBE B (hopMe OBICTPBIX
«MOJTHIEHOCHBIX KUBKOB TOJIOBBI». B MioHe—niose miepecTas ca-
IIATBCS, TI0JI3aTh, OTMEUYaIaCh BbIPAKEHHASI IIJTAKCUBOCTD, YIaCTH-
Juach npuctynbl — 10 15-20 B revenue ans. C urosis Math oOpa-
THJIA BHUMAHHE Ha TO, YTO PeOEHOK MepecTal (GUKCUPOBATH B3TJISI
Ha IpeziMeTax. B aBrycre mosiBUINCH MPHUCTYIIBI OCTAHOBKU B30Pa
€ TOHUYECKUM HaPsDKeHNeM KOHEYHOCTeH, C TOHMYEeCKUM HaIIpsI-
JKEHNEM PYKH, a TaKKe TPUCTYIIBI C TIOBOPOTOM TOJIOBBI ¥ TJIa3
BIIPABO, HOYHbIE B3/IparuBanus. [[pousBoaniicst moabop MpoTHBO-
SMMJIETITHYECKOTT Teparuy 13 MpernapaTos nepBoii auunn 6e3
3HAUMMOT'0 BJIMSIHUS HA YaCTOTY IPUCTYIIOB U 00IIee COCTOsITHIE
naruenTa. B cenrsabpe npoussegena MPT, e BbisiB/IcHa 3aMec-
TUTEJbHAS HAPYKHAS U BHYTPEHHSIs1 ruporedanus, 3ab0/eBaHne
paciieHeHo Kak Jiefikoaniedannt. Hauaro jeuenne mpegHu3oio-
HOM, Ha (hOHE KOTOPOTO TPUCTYIIBI CTATN PEKe — JI0 JABYX-TPeX
B TedeHMe JHs, peOeHOK cTak crmokoitnee. [Ipn mocTymaeHnn
B nicuxonesposiornyeckoe oraenenne CIIGITIMA B HosiGpe 2011
HalJIIOIAJICH CYIOPOKHBIE TIPUCTYITBI HOJUMOPMHOTO XapakTepa,
yaie B (popMe aTOHMIECKUX aOCAHCOB U (DOKAJIBHBIX MOTOPHBIX
apOKCU3MOB /10 7—8 pas B Teuenue cyTok. CHHAPOM THIIEPBO30Y -
mumoctu [THC. CrepeoTuiinbie 1BUKEHMS TOJIOBBI (MOTAHHUE TO-
JI0BOIT), pyK. OKpYsKHOCTb roJioBbl 47 c¢Mm. Barasa dukcupyer
mioxo. Cimonoteuenue. [110X0 KyeT, HHOTA MTOTIEPXUBAETCS.
CyxoxunibHble pedJIeKChl 0KUBJIEHBI, CIIPaBa HECKOJIBKO BBIIIIE.
Curiea cumirom BabuHcKoro, ¢ iByX cTOpoH cumntoM Poccosmumo.
Onopbl Ha cToribl HeT. Byyun npucakeHHbIM, 3aBanuBaeTcst BOOK,
Brepes, Hazan, He crout u He xoaut. [Ipeamerst pykoil He Geper.
Msirkue TaproJIou/IHbIe Y€PThI B COUETAHUN C KYITUHTOUTHBIMHU.
B ananmse kpoBu — yMepeHHO yBesnueH xosectepud. Ha OKT
cunycoBas Opaguapurvus. Ha 33T — sHaunTenbubie auddysHbie
U3MEHEHUS OGMO3JEKTPUUECKON aKTUBHOCTU FOJIOBHOTO MO3Ta.
Kpusasg 93T ymioniena. Peructpupyercsi HUSKOAMILINTY/IHBII
6eTa-puUT™M B COYETAHUU € MOJUMOP(HHOIL TeTa-aKTUBHOCTBHIO.
Ha MPT — pesko BbipakeHHbBIE TPU3HAKT KOPKOBO-TIOZIKOPKOBOI
arpoduu, ¢ npeobiaganueM aTpohUUECKUX U3MEHEHWI B BICOY-
HBIX 1 6a3a/IbHBIX JIOOHBIX OT/EIaX HEOKOPTEKCA, 3aMECTUTEIbHAS
cMenIanHas rugponedanns, MOBBIIEH CUTHAJ OT TaJaMyCOB.
[To nanubiM Y3 BHYTPEHHUX OPraHOB — renaToOMerasaus, 1o
JIAHHBIM OCMOTPa 0P TAIBMOJIOTA — YaCTHYHAS ATPODUS 3PUTEITb-
HBIX HEPBOB. BbITOJIHEHA TAHIEMHASE MACC-CIIEKTPOMETPUS CYXO-
ro N4THA KPOBU — JIAHHBIX 32 aMUHOAIMYPUU, OPTaHUYECKUE
anuaypu, nedexrsl Geta-okucieHus He nouaydyeno. Ha doune
MPOBOAMMOI KOMOMHHUPOBAHHON IIPOTUBOAIIUIEIITHYECKOI Tepa-
muu (perobapbuTal, Kenmpa) B COYETaHNU ¢ TOPMOHAIBHOI Te-
panueil (MpeaHn30J0H) HabAI0AaJ0Ch YMEHbIIEHIE YacTOThI
[PUCTYIIOB, OOJIbHOIT CTAI 9MOIIUOHAIBHO aKTUBHEE; B TO JKE Bpe-
MST YXYITIACH (DUKCATINST B30PA, MOSBUIICS CHOHTAHHBIN HUC-
TarM, MU30[UYECKU OTMEYAJICS TIOBBIIEHHBIN 10 IEHTPATHHOMY
THUIlY MBIIIEYHBINH TOHYC, GOJBHON MepecTall epeBOPaunBaThCSL.
B auBape 2012 — yuaienue npucTyIos, HOsIBJIeHIE KITOHUYECKUX
U TOHUKO-KJIOHUYeCKUX npucTynos. B ¢espaue 2012 6bu1 roc-

[UTAIN3UPOBAH TOBTOPHO. B HEBPOJIOINYeCKOM cTaTyce — OTpH-
HaresibHas AMHAMUKA: IJIABAOIIIE [BYKEHUS TIa3HbIX s10JI0K,
YacThIe AMN30/bl CHOHTAHHOTO HUCTArMa, yMEPEHHOE MOBbIIIICHUE
MBIIIIEYHOTO TOHYCA 110 EHTPAJILHOMY TUILY B HUKHUX KOHEY-
HOCTSIX, 11aTOJIOTMYEeCKHe CTOITHbIE 3HAKK ¢ JIBYX cTopoH. He nepe-
BOpAUYMBAETCS. YXYALUIUICS HOUHOM coH. [1o ganupiM DIT — otpu-
HaTteJabHas AMHAMUKA: KPUBAs PE3KO-YIJIOIEHHAS, PErUCTPU-
pyeTcsi HU3KOAMILIUTYIHBINH OeTa-pUTM, YTO XapaKTEPHO s
cunzipoma CanraByopu—Xantua. [Ipexnonosken quarnos HILJI 1,
B 1 depeHInanibHOM AMarHo3e paccMaTpuBalach aTUInYHas
dbopma GM2-ranraunosunosa, HILJI 2 ¢ parnrnm nadasgoM. Ha 6ase
MHTTIIL PAMH naGoparopuu HacJeCTBEHHbIX Ooie3neii obMeHa
BBITIOJIHEHO MCCJIE/JOBAHUE aKTUBHOCTH (DEPMEHTOB HAJIbMUTONJI-
IPOTEUH TUOICTEPA3bl U OeTa-rajJakTO3uAasbl C ABYKPATHBIM
KOHTPOJIEM, BbISBJIEHO 3HAYMTEJIbHOE CHUKEHNE aKTUBHOCTHU
MAJbMUTOUI-IIPOTENH THO3CTEePasbl, xapakrepuoe s HILJI
1-ro Tuma. Ha done ropmonasnbhoii tepanuu npermapatamu AKTT
OTMEYAIIOCH CHIKEHUE YaCTOTBI [IPUCTYTOB O€3 BIMSIHUS Ha 0011ee
cocrosinue nanuenTa. Ha ocHOBaHUN KJIMHUYECKUX TaHHBIX U
JAHHBIX crienruduieckoil hepMeHTaTUBHON [UArHOCTUKU YCTa-
HOBJIEH inarno3 cunzipoma CanraByopu—Xasirtua.

B npuBeneHHOM KJIMHUYIECKOM HAGIIOACHUN OTMEYa-
Jack paHHsas ManudecTanus 3a60JIeBaHus, pa3BepHyTast
KJIMHUYECKAsT KAPTUHA MTPOSIBIIIACH HA (DOHe MH]EKITIOH-
Horo 3abosieBanus (BeTpsaHas ociia). I1o 9Toii mpuyKHe 1mo-
SIBJICHUE HEBPOJIOTUYECKON CUMIITOMATHKY GBITIO paciieHe-
HO KakK cJie/IcTBUe MH(EKIIMOHHOTO Ipotiecca. TeM He MeHee,
XapaKkTepHble KIMHIYECKIE MTPOSIBIEHUS, TIPEXKIe BCETO
HEBPOJIOTHYECKOTO TIJIAHA, TO3BOJINIIH 3ATI0/I03PUTh CHH/I-
pom CanTaByopu—XaJtua.

Takum 06pa3oM, IPUMEHEHNE METO/IOB TIO/ITBEPIKAAIO-
el IMarHOCTUKH SIBJISIETCST HEOOXOAUMBIM, 4TO 00YCJIOB-
JIEHO TPYHOCTSIMY KIIMHUYECKOTO Pa3TPaHNYEHHS ATUITIY-
HBIX (DOPM HEHPOHAIBHOIO JUIIO(DYCIIHO3a MEKILY COOOIA,
C IPYTUMHU HENPO/IeTeHePATUBHBIMU, B TOM YHCJIE HEKOTO-
PBIMU JTI30COMHBIMU (pepMEHTaMU HAKOIIJIEHUs], CUMIITO-
MaTU4YecKUMH (pOpMaMU STTUJIEN THYECKHX dHTIedasonaTuii,
a TaKKe 337]a4aM¥ MeJUKO-TeHeTHIEeCKOTO KOHCYJIBTHPO-
BaHus. DepMeHTHAsT IUArHOCTUKA SIBJISIETCS] BBICOKOWH-
(hOpMATHBHBIM U JOCTYITHBIM B KJIMHUYECKON TPAKTUKE
METOJIOM JIMAaTHOCTUKHU HEHPOHATBHOTO JUMO(PYCIINHO3a
1-ro Tumna.
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«PeAkue M HaCAeACTBEHHbIE DOAE3HU — MEXAUCLMIAMHAPHas npobAema»

28 ceBpans 2012 roaa, Cankt-lNetepoypr
M.B. UBAHYEHKO

F6OY BIMO CIr16IMY um. U.I1. NasroBa Mun3apascoupassutus Poccum
Kacheapa kKAMHMUYECKOH AADOPAaTOPHOW AMATHOCTUKMU C KYPCOM MOAEKYASIPHOW MEAULIMHBI

Pesrome. 28 pespans 2012 200a ¢ Canxm-Ilemepbypze cocmosnace kongepenyus «Pedkue u nacredcmeeniwie 601e3-
HU — Mexcoucyuniunapras npobiemas. Hupopmayuro 06 opeanuzamopax u yuacmuukax u npozpammy KoHpepenyuu
MOJICHO HATIMU Ha catime 61azomeopumensiozo ponoa ois 60avHvix myxosucuudosom «Ocmposas no adpecy hittp.//ostrovaru.

com/nosocmu-ponda/302/.

Knrouesvte crosa: opganivie 3a601e6anust, KOHpeperyust, UHDOPMAUUOHHBLE NOPMATL, MEOUUUHCKUTL 2eHEMUK, XPO-

HUYecKoe npozpeccupyrouee 3a601eeanue.
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Ministry of Health Care and Social Development,

Chair of clinical laboratory diagnosis with the course of molecular medicine

Summary. 28 of February 2012 in Saint-Petersburg the scientific conference «Rare and hereditary diseases —
interdisciplinary problem” took place. Information concerning the organizers and the program can be found on a website of
charity foundation for patients with cystic fibrosis <Isles»: http.//ostrovaru.com/nosocmu-gonoa,/302/.

Key words: orphan diseases, conference, information portal, medical genetics, chronic progressive disease.

JlaHHble 1719 KOpPeCIOHeHINN:
Mapzapuma Bradumuposna Heanuenxo,

acrupaHT Kahepbl KIMHUIECKOH JTab0PaTOPHON AUATHOCTUKY ¢ KYPCOM MOJIEKYJISIPHON MeTUITHHBI
T'BOY BIIO CII6TMY um. VLII. TTasioBa Mutsapasconpassurus PO,

tes: 8-905-269-77-67, ritaivanchenko@gmail.com

B 2008 romxy memuiunckue skcnepTsl EBporneiickoro
Coroza (EC) npenmoxunu ormeuats 29 (eBpasis npasgHuk
HO/1 JIEBU30M <OY€Hb PEIKUN JIEHD JIJIsT OCOOEHHBIX JIO/EH».
B nocsiennuit menb eBpass B MUPE €KErOHO POXOISAT
MEPOPUSTHSL, IPUYPOUEHHbBIE KO J{HIO peikunx (opdhaHHbIX)
3a60JIeBAaHUT.

Coruacto crarbe 44 Menepanbroro 3akona Ne 323-M 3
«O6 ocHOBax OXpaHbl 3/10pOBbst rpaskaan Poccuiickoit Me-
Jiepanuuy, peaKuMu (0pdaHHbIMU ) SIBJISIOTCS JKU3HEYTPO-
JKAIOTIME U XPOHUYECKU TIPOTPecCUpyione 3a60eBaHust
¢ pacpocTpaHeHHOCTbIo He 6osiee 10 cayuaes Ha 100 Thicsay
HaCeJIeHUs], IPUBOJISIINE K COKPALIEHUIO TPOIOJIKITEb-
HOCTH JKU3HM IPAKIAH Win uxX nHBaiuguoctu. Crarbs 44
TaK)Ke COJIePsKUT yKasauus o co3nanuu [lepeuns opdanupix
zabosesannii (O3), KOTOPBIA B HACTOSIIIEE BPEMSI BKJIIOYA-
eT 24 HO30JI0TUYECKUX eJMHUIIBI, U O MOPSIIKE BeIeHUs
Perucrpa O3.

1. B Poccun npu y4acTun o0IIECTBEHHBIX OpPraHn3a-

M ¥ MEMIIUHCKOTO COOOIIECTBA CO3/IAH W JIeii-
cTBYeT (B JIaHHBIII MOMEHT B TECTOBOM PEKUME)
uH(GOPMAIMOHHBIN TIOPTAJ O PEIKUX 3200JI€BAHUSIX
http://www.rarediseases.ru/. Ha caiite Bbie/eHbl
OCHOBHBIE TIPOOJIEMBI OKa3aHUsI TIOMOIIY TIAIIUEH-
tam ¢ O3, B 4aCTHOCTH — OTCYTCTBHUE JIEECOCO0-
HOTO perucTpa 6OJTbHBIX PEAKUME 3200JIeBAHUSIMU
(MeIUIUHCKUIT aDXUB — 3TO HE peructp!).
OTcyTCTBUE PErUCTPA MEIUIIMHCKUX YUPEKAEHU,
B KOTOPBIX €CThb YCJOBUS JIJIsl AMATHOCTUKHY U Jieue-
HYsI TAaKUX 3a00JI€BaHWil, U CIIEIUATUCTOB, UMEIO-
I[UX OIBIT B 9TON 061aCTH.

HepnocraTok xauecTBeHHON MOCTYIHOI MHGOpPMa-
MU U HAYYHBIX 3HAHUI O PEIKUX 3200JICBAHUSX.
OrpaHu4eHHOCTh WM OTCYTCTBHE BO3MOKHOCTEN
JUTS IMarHOCTUKY GOJTBITMHCTBA PEIKUX 3a00JIEBAHUIA.
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5. Hanmuue tpymaHOCTEH B MTOJyYeHUN TOCTYTIA K Jie-
YeHUIO, eCJIU TAKOBOE CYIIECTBYET.

6. OtrcyrcrBue IPOTOKOJIOB BeeHUs GOJIbHBIX 110
GOMBIINHCTBY 3a00JI€BAHMIA.

7. OrcytcTBrEe 06pa30BaTEIbHBIX IIPOTPAMM JIJisI Bpa-
deil epBUYHOTO 3BEHA 110 PEIKUM 3a00JIEBAHUSIM.

8. Eciu Het [uarnocTUKY, PEruCTPaliuy U IIPOTOKOJIOB
BeJleHus GOJIBHBIX, TO HET U OCHOBAHWIA /175 BbIJle-
JIEHUST JIeHeT u3 OI0/KeTa JIJist UX JIeYeHusI.

9. HenocraTouno addexTusHasg, HernbKas cucreMa
JIEKapPCTBEHHOTO 0OeCTIeUeH sl

10. OTcyTcTBUe 3aKOHOB, PETYJIUPYIONUX CUTYAITHIO C
peAKnME 60JIE3HAMMU U JIEKapCTBAMMU ISt X Jieue-
HUSL.

11. OrcyrcrBue paboraroleil CCTeMbI IIJIAHUPOBAHMUS
U THOKOTO MOHUTOPUHTA CUTYAIUHU C PEJAKUMU 3a-
60JIEBaHUSIMUL.

12. HenocrarouHoe B3anMOIIOHUMAaHUeE, B3aUMO/el-
CTBUE 1 KOOPAMHAIMS MEKY OpraHaMu rocyaap-
CTBEHHOU BJIACTH, MEUIIUHCKUME U COIUATbHBIMU
paboTHUKAMK 1 OOJIbHBIMU.

13. ¥V rocymapcTBa [0 1IOCI€AHEr0 BpeMeHr He ObLIo
HOJIUTUYECKON BOJIM AJIs PELIeHIs JaHHOI Ipodiie-
Mbl, Y YUHOBHUKOB Ha MeCTaxX — JKeJIaHus, y Bpa-
deil — BO3MOKHOCTH €€ peliaTh, a y GOJbHBIX —
BEPBI B TO, YTO CUTYAIMIO MOSKHO U3MEHUTb.

B.N. Jlapuonosa (TBOY BIIO CII6ITIMA Munszapas-
coipa3BuTusi Poccun) Bo BCTYIIUTEIbHOM CJIOBE MTOYEPK-
HYJIa, Y4TO JIJIST YJIy4IIEeHUsI CETOHSIIITHEN CUTyaiuu B 00-
nactu O3 HeoOXOAMMBI KaK BHYTPUMEIUILMHCKAS, TaK 1
MEKAMCIUIIMHAPHAS KOOMepaIlus, co3anue pabounx
rpyiin, popMupoBaHiie 00pa3oBaTENbHBIX TPOTPAMM JIJIsST
MO/ATOTOBKH CHENUATUCTOB, U 0OpaTU/Ia BHUMAHUE HA JIUC-
COHAHC MEXK/Y HAYYHBIMU OCTHKEHSIMU 1 MEAUIIUHCKOI
[PaKTHKON B paMkax mpobiembr O3.

ITo cioBam A.A. Cokousosa (Canxr-ITerepbypr, Hcru-
TYT 9KCIEPUMEHTATBHOI MEIUIIMHBI), OMHOTO U3 YUpe/Iu-
Tesieit nHMOPMAIMOHHOTO IIeHTpa rarediseases.ru, B pa3su-
TBIX CTpaHax cxema perreHust mpobiembl O3 HaunHaAETCS
C U3JaHWS 3aKOHOB, 3aT€M CO3/AI0TCS MCIIOJTHUTEIbHbIE
Oprambl, 3aTeM — 0a3bl JAHHBIX (PETUCTPBL) 1, HAKOHEII, JIe-
TUTUMHBIE OPTAaHU30BaHHbIE TPYIIIBI (06IECTBEHHbBIE Opra-
nusanun). B Poccuiickoit @eneparm Habmogaercss oopar-
HAsl CUTYAIUST: HAIUEHTCKUE JIBUKEHIUST HAGUPAIOT CUJTY, 1
MeIUITMHCKOE COOOIIECTBO HEOOXOAUMO «IOATATUBAThY 32
aumu. B CHIA zaxoubi-mozenu jgedenud O3 1IOABUINUCH
B 1980-x rogax, B EC — B 2000 rozy. B 2010 rozy moao6HbIit
nakeT 3akoHoB Obu1 npundT B Kurae. Ikcneprsr BO3 Ha-
ya paboTy Haz cospanueM MexayHapoaHoil kaaccubu-
karuu Gosesteit Ne11, B kotopoii Oyer Bblge/IeHa IPyIIia
03. Ocnosuasg nndopmarmonnas 6aza O3 Ha MUPOBOM
yposue, Orphanet, B HacTOsi1Ilee BPeMSsT COJIEPIKUT OKOJIO
[IECTHU THICSTY 3a00JIEBAaHUIN, COOTBETCTBYIOIIUX OIPejieie-
Hio opdanubix. baza 00beinHIeT CBEIeHIS U3 HAIIMOHATb-
HBIX PETUCTPOB U 0OECIIEUNBAET B3AUMO/IEUCTBIE CIIeIHa-
JINCTOB U3 Pa3HBIX CTPAH U Chep KUSHIL.

A.IO. Acanos (MockBa) coOOIIIUII, YTO METO/bI FEHHON
Tepanuu, HallpyuMep, ¢ UCII0Ib30BaHUEM MUKPOUHTephepH-
pyiomux PHK, B Teuenne cuemyomux 7—8 et obecreyar
pesostioruio B tepanuu O3. TeneTnka — 9T0 METO0JIOTU-
yeckast ocHoBa MeauiuHbl, 1 90% peakux 3aboieBaHU
UMEIOT HacJe[CTBeHHYI0 npupoay. Ilpu aTom BHUMaHUS
MEIUIMHCKO reHeTHKe M MOJIEKYJISIPHOI OUOJIOTUN [IPK
MIOJITOTOBKE MEJAMIIMHCKOTO TIepcoHasa yeseTcs SBHO He-
JI0CTaTouHO. BroJiory, HAPOTUB, 06JIAAI0T B IAHHBIX 00-
JIACTSIX OOIIMPHBIMU 3HAHUSIMU, OJTHAKO, B CBSI3H CO CJIOK-
HOCTSIMU TPY0YCTPOICTBA B ANATHOCTUYECKHE J1abopaTo-
puu, He BCeTla MOTYT UX IPUMEHUTb.

Hoknan npencraButesngd MoCKOBCKOTO YHUBEPCUTETA
uM. Ceuenona (3ametnan P.B. Kypsinuna) o [lentpe unno-
BaI[MOHHBIX 00Pa30BaTEIbHBIX MPOrPAMM B Tpodeccuo-
HaJIBHOU MOATOTOBKE Bpavell MPoIeMOHCTPUPOBAJ IIPUMepP
YIQYHOTO PEeIIeH st 000HOTO MEKIUCIUTLIIMHAPHOTO He-
coorsercTBus. Ha 6ase YuupepcuTeTa OTKpPhITa HHHOBALM -
oHHast 0OpazoBaTeabHAsA IPOrPAMMa JIJIst CTYIEHTOB-ME/IU-
KOB M (hapMakoJioroB, KOTOpble y4aTcd COBMECTHO.
[TpuopuTeTHBIMU HAIIPABJIEHUSAME ITPOTPAMMBI IBJISIOTCS
nepconasymsopantas Meguiuaa, GCP u GLP, 6usnec-mo-
JIeT B MeJIUIIMHE, UCTIOJAb3YeTCs TTPUHITUIT HAYYHBIX 11ap
(menuk-cdapmakoior). B Ilentpe mosiojibie yuenble, aciu-
PaHTBI, CTYIEHTBI U MPOhECCOPCKO-TIPEIIOaBATENbCKUIA
cocTaB 00beMHEHbI OAHOI paboueil IIOMAAKON 1 UMEIOT
o011ee rpaHTOBOE 00ECIIEYEHHE.,

JI.B. JIasuna (Caukt-Iletep6ypr, Menuko-reneruye-
CKUI IMAarHOCTUYECKUI TIEHTP) HAIIOMHUJIA yYaCTHUKAM
koHdepeniun, uto B MI'T ¢ 1969 1. cymiectByer «Gymask-
HBII» PETUCTP XPOMOCOMHBIX U BPOXKAEHHBIX MATOJIOTHIA.
B @enepanprom 3akone Ne 323-MD3 ectb onpeziesierne Pe-
ructpa O3 ¥ crucok 1oJiel st BHecenust ungopMaluu
o nanuente. Heo6xoaumo yuudunuposath popMar peruc-
TPOB, PETHOHAJIBHBIE PETUCTPBI JIOJIKHBI BKJIIOYATh TE Ke
cBenienusd, uto u (enepanbubiil. Crenuanuctst MI'T] oka-
3bIBAIOT KBAIN(DUIIMPOBAHHYIO TIOMOII[b TIOCJIE€ YCTAaHOBJIE-
HUS IMATHO33, OJTHAKO OHO BO3MOXKHO JIAJIEKO HE BO BCEX
caydasx. Heobxoaumo cosganme pabounx 1 oKCIepUMeH-
TAJBHBIX TPYIII U IEHTPOB KCIEPTU3bI ciaydaeB O3 1o HO-
sosorusm. Hu ojiun o6paserr He JI0JKeH TTOCTynaTh B 1abo-
paropuio 6e3 peaBapuTebHOro 00c/ae0BaHUs TallneHTa.
[11an obciieoBaHUS AIUEHTOB 0JIKEH ObITh YEeTKO aJiro-
purmuposat. Heo6x0auMo 0Tc/exkuBaTh JaHHbIE MAlUeH-
TOB, 4TOOBI He yOIUPOBATH TECTHI, U KOOPIAMHUPOBATHCS C
[TPOM3BOAUTEIISAMU PeareHTUKU. BOIpochl B3auMoielicTBus
¢ BpaueOHO-TPYI0BOM 9KCIEPTU3HOI KOMUCCUEH U CTPaxo-
BBLIMU KOMITAHUSIMY ¥ Pa3BUTHs PeabUIUTAIMOHHON Me-
JUIAHBI 7151 601bHBIX O3 HY/KAAI0TCA B OTAEABHOM 00CY K-
nenuu. B 3akmouenue JI.B. JIg3una nogyepkuyia, 4To AJs
perucrparuu ciaydas O3 B pernoHaJIbHOM PETUCTPE B TeUe-
nue 10 gHel mocje ycTaHOBKH AMarHo3a HeoOX0AUMO TIpe-
nocraButh nadopmarmio 8 MI'T,

JLM. Ilyrapesa (Cauxr-IletepOypr, [Jerckas ropoa-
ckast 6osphuia Ne 1) pacckasaia 0 poJii MarHUTHO-PE30-
HaHCHOW ToMorpaduu B IMarHOCTUKE BPOKAEHHBIX HAPY-
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nreHuii oOMeHa, rpeskje Bcero, cuaapoma Jles u 6osesnu
Anekcanzepa, a A.JO. Pyxuux (Cankr-IlerepOypr, Boenno-
Menununckas akageMus) caenana cooduenue o6 O3, nme-
011X 0D TATBMOJIOTYECKUE TIPOSIBIEH U, cuHIpoMe Map-
(hana, Barnepa—Crukiepa, oKyJio-/1epMabHOM MeJTaHO3E.

ITo coBam E.M. Kopounepoii (Canxr-IlerepOypr, Lientp
noKasaTebHol Meaununbl), B Cankr-IlerepOypre He xBa-
TaeT XpoMaTorpadoB JJist IEPBUYHBIX ITATIOB JUATHOCTUKY,
BO MHOTHX JIaGOPATOPUSIX HET Jlaske CIeKTPO(hOTOMETPOB.
C npyroii CTOPOHbI, CYIIECTBYET IPOLIeMa HEPAIOHAb-
HOT'O MCIIOJIb30BAHUA UMEIOIIETOCs 000PyA0BaHus: 00JIb-
MIUHCTBO JTaGOPATOPUIl TIPEIAraloT OHY-/IBE METOIUKH,
U HET CIIEUA/IICTOB, CIIOCOOHBIX B IIOJHOM 00beMe 06CIy-
skuBath xpomarorpadsl. E.M. Koposesa ciesana BoIBOJ,
YTO PSIZIOM C BPAYOM JIOJIKHBI ObITH GUOJIOT U IIUTOTEHETHK,
a ¢ BpauoM-1a00PaHTOM — MEIUIUHCKUE (DU3UK U XH-
MUK.

M.. TepexoBa, nmpeacTaBUTEb MAIUEHTCKOTO IBUXKE-
HIIsI, PACCKA3aJ1a O COIUAIbHBIX ACTIEKTAX OMOIIU OOJIbHBIM
03. B 2011 roay npouio jiBe KoH(bepPEHIIUN € yIacTHEM
HALUEHTOB, B HOs0pe ObLI0 co3nano Beepoccuiickoe obme-
ctBo O3. Bcee 3aperucTpupoBaHHble MAIMEHTHI TTOJYYAIOT
Tepanuio B HeOOXOAMMBbIX 103aX. OIHUM U3 TIPUOPUTETHDIX
Harpassenuii paborsl O61IeCTBA ABIAETCS CO3IAHKE TITKO-
JIBI JIJIST TIalineHToB B pernoHax PM. Mubopmaiius Takxke
JlocTyIIHa Ha caiite rarediseases.ru.

C.E. Xanpunnkwuii (Cankr-ITerepbypr, lerckas obiact-
Hast 6OJIbHKIA) CHOBA TIOYEPKHYJI HEOOXOMMOCTh YIiTy6-
JIEHUsI TeHeTUYeCKOro o6pasoBanus cpeau Bpadeii. OH o6pa-
THJI BHUMaHUE Ha TIPOGJIEMBI OCYIIECTBIEHUS TIPOTPAMMBI
HEOHATATBHOTO CKpUHUHTA. B HacTosIIee BpeMs YeTbipe
U3 1sATH 3a00JIeBAHUET IPOTPAMMBI MOKHO JIMATHOCTUPOBATH
[IPY TIOMOIIY MOJIEKYJISIPHBIX METOJIOB, OJIHAKO COXPaHs-
I0TCSI TPYZAHOCTU BHEIPEHUS UX B MPAKTUKY. B Teuenue
BOCHMU MeCSITIEB JTabopaTopust He moJrydasa (PuHaHCHPOBa-
Hust. JleyebHoe nuranue 1st gerei ¢ GeHuIKeToHyprei,
[IPEIOCTABJISIEMOE TOCYIAPCTBOM, He COJEPIKUT TeTPATrU/I-
pobuonTeputa (HeOO6XOAMMbI KOMIIOHEHT), ¥ POAUTEH
BBIHY3K/IEHBI TIOKYTIATh €r0 CAMOCTOSITEIHHO 3 PYOEsKOM.

Pesiomupyst uzen, BbickazaHHble yIACTHUKAMHU, U TIO]-
BOJISI UTOTH TIPOILe/iiell KOH(pePeHIUn, s YAy IIIeH s
cutyanuu B obaactu opdanubix 3abonesanuii 8 CeBepo-
3anajHoM peruoHe HeoOXOAUMBbL

— obyueHre MeIUIIMHCKUX TEHETUKOB (B HACTOSIIIEE
Bpems B Poccun ux ne 6osee 250);

— WHTerpanust MeJAUIUHCKOTO U OUOJOTMYECKOTO
06pa3oBaHst U COBMECTHAs paboTa CHeIUaiCTOB;

— yHudukanus GOpMbl U COJlepKaHUs PETUCTPOB
O3 na pernonajibHOM U (hbe/lepaTbHOM yYPOBHSIX,

pa3BUTHE TTPEEMCTBEHHOCTH IETCKUX 1 B3POCJIbIX
6as;

— nepejava cBejenunii 0 HOoBbIX ciaydaeB O3 B Pe-
rucTp MenKo-reHeTUYeCcKOTo IUarioCTUYECKOTO
nenTpa B tedyenue 10 nueii mocse ycranoBjaeHus
JIMArHO33;

— TIpOBe/IeHNe COBMECTHOTO 3aCe/IaHus HEBPOJIOTOB,
0(pTaIbMOJIOTOB 1 I1eAuaTpoB 1o mpobdaemam O3;

— aKTUBHOE UCIOJIb30BaHe HH(POPMAIIMOHHON Ga3bl
rarediseases.ru.

Ha caiite 6ymyT o1ry0IMKOBaHbL IIEPEYEHb I KOHTAKTHAS
nHMopMaIms yupekaeHnii, OCYIeCTBAIIONUX TUaTHOCTH-
Ky U Teparmio, a TAK:Ke aJITOPUTMBI Be/leHUS TTAIIMEHTOB 10
nosonoruam B Cankr-IlerepOypre.

JlabopaTopust KIMHIYECKON MMMYHOJIOTHI U MOJIEKY-
ngpuoii mepuuuibl CIIGIMY umenn axan. W.I1.ITasrosa
HPUHUMAET aKTUBHOE yuacTue B pabore rpyribl CaHKT-
ITerepOypra o mpobuemMaM BpOAKIEHHBIX IMMYHOAEeDUII-
TOB. BeTpeuu rpymiiel IPOUCXOASAT HA PEryJIsiPHON OCHOBE
TPeTHil ueTBepr Kax1oro Mecsiia. JJaboparopus yocToeHa
npaBoM rosrydenus rpanta [IpaBurenbcta Cankt-Iletep-
Oypra B cepe HaydHOI M HAYYHO-TEXHUYECKON AeaTe b
HOCTH C TIPOEKTOM « IMMYHOJIOTHYECKas IMATHOCTHKA 00~
mero BapuabeIbHOTO UMMYyHOAe(UIUTA KaK OCHOBA
panKroHaAbHON (apMaKOTepanuu peakux 3a00/eBannii»
(2011 roj) 1 B MOJIOJIE)KHOM HAYYHO-MHHOBAIIMOHHOM KOH-
kypce Y.M.H.M.K. (2012 rox) ¢ npoekrom «JIlaboparopHas
IMarHOCTUKa o0mieil BapuabelbHOl UMMYHHOU Hexo-
CTAaTOYHOCTHU». ABTOPCKUIA KOJIJIEKTUB Harpax/ieH 3a Jyd-
ITUH MTHHOBAIMOHHBIN MTPOEKT B chepe HAYKU U BBICIIETO
npodeccuonanpuoro obpasosanuss Cankr-IlerepOypra
B 2011 rony ¢ mpoekToM B HOMUHAIUN «JIyulas HayaHo-
WHHOBAIMOHHAs ujest» «O6muil BapuabebHbIi HMMYHO-
neduIuT: oKa3aTtebHast [UArHOCTUKA PEIKUX 3a0071eBa-
Huii». PaspaGoTansl HOBbIE JEKIUU 110 OHOIOTH 00LIei
BaprabebHON UMMYHHON HEIOCTATOYHOCTH U 110 UMMYHO-
dbenorunmnyeckomy npoduiio cybnomyasiuii B-kierok
B paMKax IIMKJIA TOBbIIIeHUs KBasinukainm Ha haxyJibre-
Te roceuIIoMaoro oopasosanus CIT6IMY umenn aka.
WL.II. TTaBioBa. PaboTa npoBOAUTCS IIPU CEPHE3HOM B3an-
MozelicTun ¢ apyrumu yuenbimu Cankr-IlerepOypra u
Mocksbl. [lepBble pe3yJibraThbl Ipe/cTaBieHbl Ha BCTpeyax
paboueil rpyTIIibI IO TTPOGIEMaM TIEPBUYHBIX UMMYHOjIe(hU-
uuToB, Ha 3aceganun VI u VII Bcepoccuiickoil mKkosbt
€ MEXK/LYHAPO/HBIM YYaCTHEM O TPOTOYHON ITUTOMETPHUH,
Ha IT MexxyHaposHOil KoH(pEPeHIH 110 PpeJKuM 3ab0J1e-
BAHUAM U PEIKO NPUMEHSIEMBIM TeXHOJOTUAM <«JIlnHus
SKU3HU.
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NPECENMCUH — HOBbI BbICOKOS®®EKTUBHbIM EMOMAPKEP CEMCUCA

B.B. BEAbLKOB
3A0 «AMAKOH», MockoBckasi 00AacTb

Pestome. Hayunoiii 0630p, nocesueniwiti npecencuny (IICII) — nosomy u 6ecoma nepcnexmusnomy Mapkepy cencuca.
Paccmampusaromes: namoQuauoiozuueckuii Mexanusm 06pasosanus npecencuna npu akmueauui Maxpopazos u npu ¢a-
2oyumose u ces3v yposueil IICII ¢ mancecmuvio cencuca. Ocrosnas yenv cobvimuil, 6edyuux x cunmesy IICII, maxosa:

@) MeMOpannoLil peuenmop MoHouumos / maxpopazoe mCD14 nocie cessvieanus ¢ 3HOOMOKCUNAMU AKMUBUPYEM NPO-
B0CNAIUMENILHDLIL OMEEM U 3aMmeM

6) omuwennsiemcs om maxpopazos u ¢ pacmeopumoil popme (kax sCD14) evixooum 6 uupKyiauuio;

8) Mocie aKmueayu (azoyumosa Iu30comaivivie npomeunasol pacenisiom sCD14 ¢ obpasosanuem ppazmenma
sCD14-ST, komopolii noiyuul HA36anHUe NPECENCUH.

Mmnozouucaennvie ucciedosanus noxasvieaiom, umo ICII seisemcs cneyupuueckum MapKepom cencuca u 6vlcmpo
nogvlulaemcs 8 0meem Ha nogvluerue e2o msxcecmu. IIpu socnaiumenvivix npoyeccax, we cés3annvlx ¢ pazouumosom, IICIT
He NOBbLUAEMCS.

ITockonvky IICIT — amo eymopanvhviil hakmop, vidersemviil hazoyumamu npu Pazoyumose, e2o UcOIb308aAHUE BECh-
Ma NepeneKmueHo He moIbKo 0isk OUAZHOCUKU U MOHUMOPUHZA CENCUCA, HO U OISt HAYUHBIX UCCLe008AHUIL, BKIHOUAIOUUX
svLsIBNICHUE (PAKMOPOS, CINUMYIUPYIOUUX UTU UHZUOUPYIOUUX (PazOUUMO3 NPU PASIULHBIX NAMOL02USX, A MAKKCe 0Nsl NO-
ucka (CKkpunumea) npenapamos, AUAIOUUX Ha Pazoyumos.

Kanrouesvie cnoea: npecenmun, cencuc, 3H00MOKCUHbL, (Pazoyumo3s, B0CRAICHUE, MOHOUUMBL, MAKPODaAZU.

PRESEPSIN — NEW HIGHLY EFFECTIVE SEPSIS BIOMARKER

V.V. VELKOV
ZAO “DIAKON”, Moscow region

Summary. Scientific review devoted to presepsin, a new and perspective marker of sepsis is given. The pathophysiological
mechanism of presepsin synthesis in case of macrophages activation and phagocytosis are discussed. The links between the
presepsin level and sepsis severity are described. The main chain of events leading to presepsin synthesis is following:

a) membrane receptor of monocytes,/macrophages mCD14 after the linkage with endotoxins activates proinflammatory
response;

b) the soluble form (sCD14) is split from macrophages and comes to circulation;

¢) after phagocytosis activation the lysosomal proteinkinases split sCD14 with formation of sCD14-ST fragment which
is called presepsin.

Numerous investigations show that presepsin is a specific marker of sepsis and rapidly increases in response of increase
of its severity. In inflammatory processes not related to phagocytosis there is no increase of presepsin.

Because presepsin is a humoral factor produced by phagocytes during phagocytosis, its using is perspective not only for
diagnosis and monitoring of sepsis but also for scientific purposes including the revealing of factors stimulating and depressing
of phagocytosis in different diseases as well as in the investigations related to searching and synthesis of drugs influencing
on phagocytosis.

Key words: presepsin, sepsis, endotoxins, phagocytosis, inflammation, monocytes, macrophages.
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AKTyaJIbHOCTh PaHHEH ¥ TOYHOI JMAaTHOCTHKH Cellcuca siick TietTHbIMU. Tospro B CHIA ¢ 1979 o 2000 r. cpenu

Kasxzpiit ron B mupe perucrtpupyercs 18 muinonoB 750 MJIH ciiydaeB TOCHUTANUBANUN 3aPETUCTPUPOBAHO
caydaeB cercuca, 30% u3 Hux 3akanunBaiorcs jgeraibiibiv - 10 319 418 coryuaes cencuica. Eskeroubrii mprpocT 4acToTh
ncxoznoM [ 1]. Hamexapr, 9To ¢ pasBuTHeM CaHUTapHO-THTH-  cemnicrca — 8,7%, ot 164 000 8 1979 1. (82,7 ra 100 000 ue-
eHMYecKUX Mep JMHaMUKa Ccelcuca 1oiijier BHu3, okaza- Joek) j0 660 000 B 2000 1. (240,4 na 100 000 yesoBex).
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50% JieTasbHBIX KCXO/IOB B AMEPUKAHCKUX OT/IEJIEHUSIX NH-
TEHCUBHOU Tepanuu MPOUCXo/iaT UMEHHO U3-3a cercuca [2].
OpHa U3 OCHOBHBIX TIPUYUH 9TOH yPYUaIOIel KapTUHbBI —
TPYZHOCTHU CBOEBPEMEHHOI ¥ TOUHOM MTOCTAHOBKU IMATHO-
3a cercuca.

JlaGopaTopHasi IMATHOCTHKA CeTcuca:
ycCIexu v npodJieMbl

CCBO (cuHapOM CUCTEMHOTO BOCTIAJTUTEHHOTO OTBE-
Ta) AMArHOCTUPYETCS IPU HAJIUYUU ABYX WU GoJiee Ipu-
3HaKOB M3 yeThipex: 1) sefikoruros > 12 000 nmm <4000
B 1 MKJI; 6O OTHOCUTEIBHOE KOJHUUECTBO UX HE3PEJIBIX
dbopm >10%; 2) gacTora cepaedHBIX cokparieHuit >90
B MuH; 3) yactoTa abixanus > 20 B MuH; 4) Temreparypa
tera >38° unn <36° C, 5) omcymcemeue cucmemmou ungex-
yuu.

Bosmoacnvie npuyunvr CCBO: 1) Taxeabie TPaBMBI;
2) XUpyprudeckoe BMEIIATEIbCTBO U €r0 OCJIOKHEHNUsT;
3) oxoru; 4) OCTPBII MAHKPeATUT; 5) UMMYHOAEPUIIUT;
6) HeZOCTaTOYHOCTD ajpeHannta; 7) Jerounas sMO0Ius;
8) ocsioxkHeHHAsS aHeBpU3Ma aopThl; 9) remopparus; 10) Tam-
nonasa cepana; 11) anadunakcus; 12) nepeno3uposka Jie-
KapcTBeHHbBIX rnpenaparos. Ocnoxcnenusmu CCBO moryT
ObITh: 1) CMHIPOM MHOMKECTBEHHOM TUCHYHKIIMU OPraHOB
(CM/10O), npyroe HazBanue — MoJUOPTraHHast HEOCTATOY-
HOCTb; 2) TUTIOTEH3US, CBI3aHHAS C IUJISTAIIUEN COCYIOB;
3) TUTIOBOJIEMUYECKUH TIOK.

Cencuc — ungexyus (MOATBEPKACHHAS, HATTPUMED,
pesyJIETaTaMit MUKPOOHOTIOTUIECKUX TIOCEBOB ) 6 COUCTNAHUU
¢ CCBO.

Tskeblil cerncuc — cencuc 6 couemanuyl ¢ MHOJNCecm-
sennoll opeannoil oucynxkyuer, runomepdysueii 1mdo ru-
norensueil (runomnepdysusi COPOBOKIAETCS, HO He Orpa-
HUYUBACTCS JIAKTAIIUIO30M, OJTUTYPUEH NN HAPYIITEHUSIMU
CO3HAHUS).

Centuyeckuii NIOK — 8b136AHHASL CENCUCOM 2UNOMEHIUS
(uMeroIIasi MeCTO, HECMOTPSI Ha aJIeKBATHOE BOCIIOJIHEHIE
SKUZIKOCTH ) ¥ TPU3HAKY TUTTOTIEP( Y3 OPraHoB U TKAHEI.

lemoxyimypy 9acTo CIUTAIOT «30JI0THIM CTAHIAPTOM>
B auarnoctuke cercuca. OIHAKO ee Pe3yJbTaT MOCTYIIAET,
KaK IpaBuJio, uepe3 3—7 nHeil. boJee Toro, n3-3a npumene-
HUA 3HTI/I6I/IOTI/IKOB, nIpeaniecTBOBaBIIETO B3ATUIO KPOBH,
reMOKYJIBTYPa 9acTo [AaeT JOXKHOOTPULIATENbHBIN Pe3yJIb-
tat [3].

IIpoxkansiuuronun (ITKT) — mapkep cencuca
C 3ara/IoYHbIM (PU3HOJIOTHYECKUM MEXaHU3MOM

ITKT 6b11 oTKPBIT B 1984 T. Kak mpejiecTBeHHUK (Ipo-
TOPMOH ) KAJIBITUTOHMHA. KambIuTOHIMH — TenTHIHBIN TOP-
MOH, CHHTE€3UPYEMBbIii, B OCHOBHOM, Tapa(oJIITUKY IS PHBI-
Mt C-KJIeTKaMU [IIUTOBU/THOM JKeJIe3bI, a TAK/Ke B HEOOIBIIIOM
KOJIMUECTBE U B IPYTUX OpraHax, HanboJiee 3aMeTHO — B Jier-
kuX. OcHOBHasA (DYHKITUS KAJBIIUTOHMHA — YMEHBIIICHIE
KOHIIEHTPAIINN KaJbIIUS B TIJIa3Me 32 CUYET YCKOPEHUS MU-
HepaJn3annuu KOCTHOH TKaHu. [loBbITIIeHe BHEKIETOYHOTO
KaJIbIIAS CTUMYJIUPYET CEKPEINIO KaTbIINTOHUHA.

B #opme ITKT — 210 ipoMesKyTOUHBII TPOLYKT 0Opa-
30BaHMS KaJIbIUTOHWHA (IIPENPOKATBIIUTOHUH = Npo-
KAnbyumonun = KaJabIutoHnH ). Kpome aToil, apyroit 6uo-
JIOTUYECKOM (DYHKIIMKU OH HE UMeeT U B HOpME B KPOBU
MPAKTUYECKN He OOHAPYKUBAETCA.

KT npu socnarumenvnvix npoyeccax — mapxep cen-
cuca. Ecim cymMMupoBaTh pe3ysibTaTbl MHOTOUMCJIEHHBIX
WCCJIeIOBAHUIA, TO TEKYIIasi KApTHHA TAKOBA: ITPU BOCITAJIH -
TEJILHOM MPOIECCe, BHIBBAHHOM GaKTEPUATbHBIMU U TPUO-
KOBBIMU MHQEKIMAMY, a TAaKKe TPOCTEUHIITNMHU, YPOBEHD
[TKT B kpoBu Bo3pacTaet B Teuenue 6—12 vacos. [Ipu atom
KOHIIEHTPAIUS KAIbUUMOHUNA He NO8blUAemCs, TO ¢CTh
B slanHoM cayydae [IKT nmporopmMoHoM KaJablIUTOHWHA He
asisgercs. CylecTBeHHO, YTO TTPU MHMEKITUH:

a) IIKT BeipaGaThiBaeTCs 6He IUTOBUIHON JKeIe3bl,

B Pa3JINYHBIX OpraHax (B IeYeHH, TOYKAX, B aJIUII0-
IUTaX ¥ B MBIIIIAX) ¥ PA3HBIMHU TUIIAMU KJIETOK,
B YACTHOCTH, TTAPEHXUMAJbHBIMU;

6) nupkyaupylomuii B kposu IIKT, B oTamune or
BHYTPUKJIETOUHOTO, YKOPOUYEH HA 2 aMUHOKHCJIOT-
HBIX OCTATKa ¢ 000MX KOHI[OB MOJIEKYJIbI, 4TO COOT-
BETCTBYET y4acTKy OT 2-10 /10 116-ro aMuHOKUCIOT-
HBIX OCTATKOB /U151 «TupeonHoros [TKT;

B) cunre3 [IKT unaynupyercs aHI0TOKCUHAMM;

r) BeiOpocy IIKT mpeziiecTByer OBbILIEHNE YPOBHEN
MPOBOCTIATIUTEABHBIX IIUTOKUHOB, B 0COGEHHOCTH
NJI-6 u ®DHO-ambbha;

r) nosbiienue ypoBHs [IKT nactymnaer uepes kopor-
KO€e BpeMs I10cje TTMKOBOTO YPOBHS IIUTOKUHOB
[cM. 0630pBI 4—6].

Heoxunpanno okas3anoch, 4TO MOBBIIIIEHUE YPOBHEMH
[TKT, mpoucxosiiee nmapajjiesbHo ¢ akTUBAIEN OCTPOI
(baspl Bocmasienus, cBA3aAHO ¢ ymsdceaeHuem npoyecca.
Wubexiug 3[0poBbIM XOMSIKaM ITperiapaTta 4ejioBeqyecKoro
[IKT He npuBoauia K 3aMETHBIM HETaTUBHBIM TOCJE]-
CTBUSAM, HO Yy srcusomuwix ¢ cencucom IIKT nosbiian cmepr-
HocTh B 2 pasa. Beenenune antu-IIKT-antucsiBopoTku
3HAYMTEJBHO TTOBBIIIAIO BbIKUBAEMOCTb MHMOUITMPOBAH-
HBIX KMBOTHBIX. [Ipearnonaraercs, 4To UMMyHOHENUTpaAJIHU-
saius [TKT ¢ moMoripio crenuuueckux uMMyHOTI00Y-
JINHOB MOJKET OBITh CPEACTBOM TEPAIUU CEICUCA [CM.
0030pbI 4-5].

Takum 06pa3oM, MOBbIIIIEHUE CHIBOPOTOYHBIX YPOBHEN
KT aasgercs adpdexkTHBHBIM 1MOKa3aTeJIeM Celcuca, Ho
uznonornyeckas poas IIKT B aTom mporiecce ocraercs
3araJlouHol («MapKep eCTb, a IOHUMAaHUsI, Kak OH paboTa-
eT — HeT» ). HeT 1 ToHuMaHus TOro, 4eM BbI3BaHbI KaK JIOK-
HOTIOJIOKUTEJIbHBIE, TAK U JIOKHOOTPUIIATEJIbHBIC PE3YJIb-
tatbl onpenenenust [IKT kak mapkepa cericuca [7].

«Jloscnonononcumenvuwiii> [IKT. Hecnenmduueckoe
10 OTHONIeHUWIO K nHbekIuu nopbinenue ypousa [IKT
HabJII0IaeTCsT IPU MACCOBOM THOEI M KIIeTOK. JleficTBuTe b-
HO, TIOCJIE TSIKEJIOH TPAaBMbI U XMPYPrUYECKOTO BMEIIaTe b-
crBa yposeHb [TKT GbicTpo TOBbITIAETCSI, @ 3aTEM, [IPU OT-
CYTCTBUM MHMEKIINU, CHUIKAETCS U TPUXOUT K HOPME Yepes3
3—5 [Heit, B TeueHre KOTOPBIX YBEPEHHO TOATBEPIUTD WU
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HCKJIIOUUTD Cercuc Ha ocHoBe anammsa Tobko IIKT Becbma
npobaematnyto |8, 9].

«Jloscnoompuvyamenvnwii IIKT>. Ha pannux cragusax
Pa3BUTHS CUCTEMHOI NMH(EKINH, TOKa OHA UMEET ellle JIo-
KaJbHbIH Xapakrep, ypoBuu [IKT Huskue wiv moBbIIeHb!
He3HAUUTEJIbHO U HAaXOATCA B «cepoil 30Hes. [Ipu pagsutuu
cenicuca rnopbinienrie [TKT npoucxoaut co 3HaUMTENBHOM
3a/IepsKKOM ¥ He OTpaskaeT IMHaMUKY cericuca on-line [7].

IIpecencun — MapKep cencuca:
BbICOKO‘IyBCTBI/ITeJII)HI)Iﬁ, BI)ICOKOCHC]_[I/I(l)I/I‘IHI)Iﬁ
U OBICTPO OTPAKAIOIIHIA €TO TUHAMUKY

I[Tpecernicun (TICIT) — 3T0 GeJIOK, KOHI[EHTPAIIHSI KOTO-
POTO B KPOBU OBICTPO BO3PACTAET TIPH PA3BUTHU CETICHCA.
Kparko paccmorpum Mexanuam obpasoBanust IICII u ero
3HaYeHue.

CD14 — membpanwviii 6enox maxpogazos. CD14 apmusa-
€TCsT PEIEeNTOPOM, KOTOPBI «Paclo3HaeT» CUTHAT O Ha-
JnYnun MHGUIUPYIOMKUX OaKTepuil, BKIIOYAET CUCTEMY
HectennuIeckoro MMMYHUTETA 1 CBSA3aHHBIN € HEIO BOC-
nasnTeabHblii npomece. nCD14 — MeMOpaHHbIIA TINKOIIPO-
tert (m — membrane) ¢ MosekyspHOI Maccoii 55 Kna,
umeeT Ha C-KOHIlE «IKOPHbBII» TINKO3ui(ochaTuInInHO-
3utos. B Hopme mCD14 skcripeccupyercs Ha MOBEPXHOCTH
MOHOIIUTOB/MaKkpodaros, HeHTPODUIOB, XOHAPOIUTOB,
B-kJeTox, 1eHIpUTHBIX KJIETOK U IPYTUX 3PEJIBIX MUCTIOUI-
HbIX KyeToK [10—12].

mCD14 u 6axmepuanvioie sndomoxcunnt. mCD14-pe-
IETITOP CBA3BIBACTCA C pa3/IMYHbIMU 6aKTepI/IaJIbeIMI/I JI-
TaHJaMU, B 4YMCJie KOTOPBIX: a) KOMITOHEHTBI I'PpaMOTpuUIfa-
TeJIbHBIX OaKTePHii, OCHOBHON 13 HIX — JIMIIONOJINCaXapHl
(JITIC, 2HIOTOKCHH, O/INH 13 OCHOBHBIX KOMITOHEHTOB KJI€-
TOYHOI CTeHKM), 6) KOMIOHEHTbHI IPAMIIOJIOKUTEIbHBIX
Gakrepuii, B) KOMIOHEHTHI prOKOB [ 13—16]. mCD14 mosker
CaMOCTOSTENBHO CBsA3BIBATHCA € JIIC 1 BRIIOYATH CUTHAT
aKTUBAIMY MaKpOGhAroB, HO HATUYE CIIEIIUATHHOTO JIUTIO-
nosucaxapuji-cesaspiaomnero 6enka (JICH, LBP —
lipopolysacharide binding protein) nosbiiaer a(phexkTus-
HoCTh Takoro cBa3biBanus B 100—1000 pa3. In vivo nipu
HuskoM yposte JITIC (MasioMm KoJiidecTBe GaKTepHii, KOTO-
poe mozkeT ObicTpo BodpacTi) JICH 3abiaroBpeMenHo «ycu-
JINBAET» CUTHAJ [IJIs1 aKTUBAIMH BOCIAIUTENBHOTO OTBe-
Ta [17].

JICB (monexynsiprast Macca 50 k/la) cunrtaercs 6eKoM
ocTpoit (hasbl BOCTIAJIEH NI, CHHTE3UPYETCST TIPEUMYIIIECT-
BEHHO B IT€YE€HU 1 BHIXO/ITUT B KPOBOTOK B IVIMKO3WUJINPOBAH-
Hom coctogann. [Ipn undexiuu cunres JICH nosbimaercs.
JICDB aBigercd 0CHOBHBIM OEIKOM ILIA3MbI, OTBETCTBEHHBIM
3a cBsi3bIBaHUeE 9HI0TOKCMHOB ¢ mMCD14 MmoHOIIUTOB/MaK-
podaros [18].

Jlunonosmcaxapua-cesasbisatomuii 6eyok (JICB):
CPOJICTBO K 0OJIBIIOMY CIIEKTPY
HHUIUPYIOUIMX areHTOB

Kpome sHIOTOKCHHA TPAMOTPUTIATETHHBIX OaKTepHit
[18, 19], JICD cienndudecku cBA3bIBAETCS C KOMITOHEHTA-

MM KJIETOYHOI CTEHKH: a) TPAMIIOJIOKUTEIBHBIX GAKTePIi —
JIMIIOTEXOMeBble KUC/IOTHL, enTUAOrIKaHb! [ 15, 20], 6) Mu-
KoOaKkTepuil — JIMIIONPOTEUHBI, JunoMaHHanbl [13],
B) MUKOILJIa3M — JidtionenTtuet [21], r) cniupoxet — riim-
KOJIMIUBI 1 IUIOIpoTentsl [14], 1) rpubkos [16]. Takum
06pa3oM, CIIeKTp MUKPOOPraHU3MOB, aKTUBUPYIONINX BOC-
MAJUTEJbHBII OTBET, & TP €0 HEIOCTATOYHOCTH — BbI3bI-
BAIOIINX CEIICUC, BECbMA TITHUPOK.

Pentenrrop mCD14, cBasasimuiics ¢ komruiekcom JICH-
JIIIC, akTUBUpYyeTCA W IepelaeT CUTHAJI KOPEIenTopy
TLR4, HaxoA1eMycs PSAIOM Ha MeMOPaHe U OTHOCSIIIEMY -
¢4 K T. H. To/ut-niogobubiM perentopam (Toll-like receptor),
KOTOpble aKTUBUPYIOT HecnenndUIeCKUil MMMYHUTET.
mCD14 naxoxutcs na nosepxrnocmu memoparvt, TLR4 e —
TpaHCMeMOPaHHbII 60K, TIPOHU3BIBAIOIIUI KJIETOUHYIO
crenky. imenno TLR4, akTMBUpPOBAHHBIN KOMIIJIEKCOM
mCD14—JICB-JITIC, nepenaer curtan o GakTepraabHOiL
uHbeKIMu BHYTph Makpodara [22].

Yepes 30 mun nocse Buecenus JITIC B 11es1bHY10 KPOBB
HayMHaeT noBbimaThesl cuHTe3 mCD14, yTo BbI3bIBaCTCA
HertocpezicTBeHHbIM cBa3biBanueM JIIIC ¢ mCD14, unmy-
nupyetcs Becbma MasbiMu KoHteHTpatussmu JITIC (10 ir/
MJ1) TPOTIOPIIMOHAJILHO €T0 JI03€ U IOCTUTACT ITUKa (YPOBHS,
MIPEBBINIAIONIET0 MCXOIHBIN B 2 pa3a) MeK/y IIEPBBIM U Tpe-
ThUM YacoM MHAYKIMH [23]. B anasormunom rccsieloBaHum
6bL710 10Kazano, yto JITIC noseimnaer cunres mCD14 B 2,5
paza [24].

sCD14. Tlocyie BBITIOJTHEHUSI CUTHAJIBHOW (QYyHKITMN
mCD14 yrpaunBaeT cBoil «IKOpb» (rimKko3usidocharum-
JIMHO3UTOJ), OTCOEJIMHSIETCS OT MEMOPAHBI, CTAHOBUTCSI
cBOGOHBIM (pacTBOpUMbIM, S — soluble) u BerxoauT B 1IIp-
kyJsiuio. sCD14 — aTo Mapkep oTBeTa MOHOITUTOB Ha JIeii-
creue JIIIC [25]. B nemnowm, noseiienne yposust sSCD14
B KPOBU CBSI3aHO C TSIXKECTHIO BOCIAJIEHNS W Pa3BUTHEM
centuyeckoro moxa [26]. Y nupkynupyiomtero sCD14 u
memGparnoro mCD14 ¢ynkimu ormyaiores: sSCD14 B om-
cymcmaeue SHIOTOKCHHA CIIOCOOEH UHIYIIMPOBATh B MOHO-
[UTaX CUHTE3 BAKHENIIETO TIPOBOCTIATTUTETHHOTO IIUTOKH-
na — O®HO-anbda [27].

Becobma cymiectBenno, yto sCD 14 aBisgercst curnaiom
MHYKIIUY BOCITAJIEHUS [IJIs KJIETKOK, He uMetormux mCD 14
U TI03TOMY He Pearupylonux Ha dHJOTOKCUHBL. ITO T. H.
«CD14-orpuiiaTesibHble KIETKU» — JHIOTEIUATbHBIE, DITU-
TeJINAJIbHbIE, [JIAIKOMBIIIIEYHBIE 1 HEKOTOPbIE JIPYTHE; B HUX
BOCITAJIUTEbHBIN TIPOIIECC «BKIIOYAETCS> IUPKYJIUPYIO-
muM Komiiekcom sCD14-JITIC-JICH [17, 28].

IHouemy sCD14 ne mosxcem Gvimv mapxepom cencuca?
Ieio B Tom, uto SCD 14 1oBbIIIaeTCs U IPU HECENTHYECKUX
cocrosinusix — CITM/I, curapome ocTporo pecrpaTopHoro
JIICTPEeCCca, CHCTEMHOI KPACHOH BOTYAHKE U MHOTHX JIPYTHX
Buiax rmaronoruu [29, 30].

IIpecencun (sCD14-ST) — ykopouennsiii sSCD14

B 2005 r. B KpoBU CENTUYECKUX MAIMEHTOB Oblja 0OHa-
py:kena panee HeusBectHasg ¢hopma sSCD14. Boino nmokasano,
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¥ COLIMAJIbHO-3HAYNMbIX 3a00JIeBaHUI

®darouuTo3 nHayumpyet cuHTes MNCIM

aktuBaius darorurosa. /lasbHeiinme uccaeaoBanus
MOKa3aJin, 4To (DaKTOPbI, CTUMYJIUPYIOIIKe (haroinTos,
akruupyior u obpasosanue IICII, a marubupyome
(hakTOpBI, HATIPOTHB, MOAABJISIIOT €ro oOpasoBanue. Ta-

kM obpazom, IICIT — a0 2ymopanvuwviii paxmop, cne-
yuduunoul 0ns pazovumosa |31, 32].
PesyibraTbl MOJIEJIBHBIX OITBITOB HA JKUBOTHBIX 103~

BOJISIIOT TI0J1arath, 4To B oopasoBanun [ICII GoJibiiryio
POJIb UTPAIOT JTU30COMaJIbHbIe TTpoTeasbl. [log neiicTBu-
eM ipoBocnanuTeabibix arentoB (JITIC, uarepdepon-

ramma — [FNy, hopmun-mernonun-yeiinun-genuiaia-
s — fMLP, pop6oi-12-mupucrar-13-anerar — PMA),
obpasosanne sCD14-ST B rpanysonuTax KpoJauka He

UHAYLIMPOBAIOCH, HO YCKOPSIOCHh IIPU NpUGABIeHUN
JKU3HECIIOCOOHBIX KJIeToK Escherichia coli. Ito erue pa3

noarsepskaaet, uro sCD14-STobpasyercs B xoze daro-
nurosa. JeldcTBUTENbHO, NHIUOUTOPHI (HAaronuTosa
(umroxanasui D 1 BOpTOMaHUH) yrHETaa 00pasoBaHme
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CLP-cecal ligation and puncture
nepess3ka 1 NyHKLUMS CEenon KULLKK

Puc. 1. Yposuu [1CII nipu nHyKImn BocajieHust U Cercrca y KpoJInKkoB
[y TeM MePeBsI3KH U IYHKIUH CJIeTioi Ktk [33]

4TO IIPU OaKTEpPUATbHON MHMEKIUU B COCTaBE KOMILIEKCA
sCD14—JIIIC-JICBH mox neiicTBUEM IUPKYJIUPYIOTIEit
mporeasnl oT SCD14 oTmienisieTcst menTuaHbIN (parMeHt.
B pesyisrate obpasyercst yrkopouenHast popma sCD14
13 64 aMUTHOKHUCJIOTHBIX OCTaTKOB, TIEPBOHAYATLHO
HazBaHHas cyomunom sSCD14 (subtype sCD14-ST)
U 3aTeM TIePENMEHOBAHHAS B TTPECETICHH.

IIpecencun (TICIT) — 510 GEJIOK € MOJIEKYJISIP-

IT1CII, a nporeasa (karercun D) criocobcTBoBaia oOpa-
soanuio [ICII us CD14 in vitro. Ilosarator, yto «me-
xanusm undyxyuu IICII 3asucum om gazoyumosa, u
xamencun D sinsiemcst 00num u3 (pepmenmos, ppazmen-
mupyrowum sCD14. Taxoil mexanusm — ouesuonoe yxa-
sanue na nymo oopasosanus sSCD14-ST y cenmuueckux
navuenmoss |33, 34].
Kak yxe roBopusoch, unaykuusi [IKT caenyer
32 MUKOBBIM YPOBHEM IPOBOCIANIUTENbHBIX IIUTOKIHOB
[4—-6]. Kak okazasock (puc. 2), 1ocJie epeBsI3KU 1 Ty HK-
UK CJIENION KUIKU y KposinkoB ypoBenb [ICIT naunnaer
MOBBITIAThCS uepes 1,5 4, a cunTes iutoknna MJI-6 — uepes

Kponukn

—&— [lornbnun Bbbxunu

Hoit maccoii 13 k/la, cogepskaiuii N-TepMuHab- 1200 T
Ho1il pparment CD14 u ve conepxantuit C-repmu- o
HAJTBHBIN yYaCTOK, OTBETCTBEHHDIN 32 CBSI3bIBAHNE E flosvwere HCHAL\H
¢ JITIC. Heoxugaunuo 6b110 06HAPY/KEHO, 4TO Y E’ 800 T / \f\ T T
KPOJIMKOB € MH/IyIIMPOBAHHBIM CETICUCOM U Y Cell- § b
tudeckux manueHToB ypoBHu [ICII pesko moBer- 400 / L
ITIEHBI, YTO YKa3bIBAJIO Ha epcrekTnBHOCTD [1CII é. *
Kak Mapkepa cericuca [31]. —_ ,CL
0l @ 7 . . . —= |
Mexanusm 00pa3oBaHus NpecenTuHa
CrienrajibHble 9KCIIEPUMEHTBI TOKA3AJIH, YTO 200
BOCHa/IeHKe, MHAYIIMPOBAaHHOE Y KPOJIMKOB C 110- =
MoIiplo npernapatos JIIIC, He comepxkamux GakTe- =
o I Mosbiwexne UJ1-6
pui, He CONPOBOXKAANIOCH MOBHIIEHNEM YPOBHA 100 I .
[ICII B xpoBH, a ceTcuc, BBI3BAHBIN EPEBIBKON U 1 I
nyukiuei caenoii kumku (cecal ligation and = H
puncture — CLP) u nadumpoBanueM K13HeCITO- /(
COOHBIMU GAKTEPUSIMU, BBI3bIBAJI CYIIECTBEHHBIN 0 o , ———— . ———-=0—-0—rg |
pocr koHuenTpanuu IICIT (puc. 1). mﬂ?fﬁﬁeﬁ 1 2 3 4 5 6 7 8 24Yachl

ITO IPUBEJIO K IIOHUMAHUIO TOTO, YTO JJIs1 00-
pazosanwus [1CII sefikormuTaMu 0JHOTO JIUTID Aeii-
CTBUS 3HIOTOKCUHA HEZ0CTAaTOYHO, HeoOX0InMa

Puc. 2. lunamuka yposueii [ICIT u NJI-6 nocsie unaykiuu cerncrca

[yTeM MePEBI3KH U IyHKIUHU CJIeNOi KUIIKU B 9Kcriepumente [33]
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3 4. ¥posens IICII gocturan makcumyma yepes 3 4, a ypo-
Benb MJI-6 — uepes 7 u [33]. Taxum o6pasom, yposuu ITICII
PEe3KO0 BO3PACTAIOT elile /10 MOBbIleHns KoutieHTpaiuu M1JI-
6, a yposuu [IKT — nocsie nuka NJI-6, To ecTh KOHIlEHTpa-
nus [TCIT xapakrepusyer ¢haronuTos, a KOHIEHTPAIU
NJI-6 — Bocnasienue.

[Tockoabky IICII — 210 eymopanvioiil 6eiok, svides-
rouuticst npu hazoyumose, orpeniesieHre ero ypoBHs MOKET
MIPUMEHSATBCS U 711 HAYYHBIX UCCIeIOBAaHH, HAIIPABJIEH-
HBIX, B YaCTHOCTH, Ha BbIstBJIeHUE: 1) (haKTOPOB, CBU/IETEIb-
CTBYIOIIUX 06 MHTEHCUBHOCTHU (Darorurosa, 2) GaxTopos,
CTUMYJIUPYIONIUX MM UHIUOUPYIONUX (haroiuTos IpH pas-
JIMYHBIX ATOJIOTUSAX, 3) IeHCTBUS IIPEapaToB, BAUSIONIINX
Ha (arormTos. Takue nccaeoBaHusA BeCbMa epPCIeKTUBHBI
JI7IS1 TIOMCKA HOBBIX METOIOB IMATHOCTUKNA M MOHUTOPUHTA
MIATOJIOTHIA, CBA3aHHBIX C (ParoluTO30M, U, B YaCTHOCTH, I/
BoisicHeHus usunosorunueckoii posu [ICII, koTtopas noka
ente HenzBecTHa [34].

SHAYUTEJbHBII TPOTPECC B UCCJIEI0BAHUN MAPKEPHBIX
xapakrepuctuk IICIT [35, 36] 6bL1 focTUTHY T ITOCIIE Pa3pa-
6OTKM OBICTPOTO U MOJHOCTHIO ABTOMATHYECKOTO METO/A
onpenenenust ypopus [ICII B 11esibHOI KPOBU € MCIIOJIB30-
BaHUEM UMMYHO-XeMUJIIOMUHUCIIEHTHOTO 9KCIIPeCcC-aHaJIu -
satopa PATHFAST (Mitsubishi Chemical Medience
Corporation, Japan). Husxuuii ipejien onpeziesieHust CocTaB-
sstet 13,4 v /v, muneiinocts — 10 20 000 rir /v, mpoon-
JKUTeJNbHOCTh ananu3da — 17 mun [37]. [HorpenmocTs npu
omnpezneenun B ogHOM obpasue (intra-assay imprecision)
cocranJsieT 3,4—4,8% B 11asme, 2,7—7,1% B 11eIbHOI KPOBH;,
IIpU OIIpeie/IeHN B PasHbIX oOpasuax 1 cymmapHast (within-
run imprecision and total imprecision) — 3,6—4,4% B mias-
Me u 5,2—6,5% B 1iebHoi kposu. Mnrtepdepenimu ¢ 6unu-
pPYyOMHOM, TeMOTJIOGUHOM, JIMITUAMU, TPUTJIUIIEPUIAMU 1
PEBMATOU/IHBIM (hAKTOPOM HEe HAOJII0/1aI0Ch.

IIpecencun — BricOK03((PEKTUBHDII MapKep celncuca

Hab6momanoch 140 cenTryecKux MarueHToB, TOCTYIHB-
mux B ot/iesienue HeoTsnoxHoi reparuu (OHT), KoHTposTh-
Hag Tpynna Bkiovdana 119 3goposbix sui. Yposenn [TCIT
u [IKT omnpeziesnissiv ipu OCTYTIIEHUH, Yepe3 24 u 72 9. Jlns
OIIEHKH TsKecTH cericrca pukcupoBaiuch 30-1HeBHAS Jie-
TaJIbHOCTD, HEOOXOAUMOCTb MHTEHCUBHOM TEPAIii, HCKYC-
crBennoil Bentussanuu jerkux (MBJI), nnanusza. Cpejree
snauenue [ICII (1ir/mi) cocTaBuIo: B KOHTPOJIBHOU TPYII-
me — 159 (148-171), y manmentoB — 2563 (1458-3669).
B reuenue 72 4 y nanueHToB ¢ OyAyIUMHU HEOIArONPHSIT-

HpiMu ncxonamu yposuu [ICII Bodpactasu, a y naimeHros,
Y KOTOPBIX TAKUX UCXOIOB He OBLIO, — CHIKAIKCH [35].

Yposens IICII, coorBercTBytomuit 99-ii nporenTu-
JI, He 3aBUCEJ OT T10J1a ¥ Bo3pacTa u coctaBua 320 (238—
335) nr/ma. 3unavenusi ROC AUC (receiver operating
characteristics curve) mpu orneHKe TSIKECTH CeIcuca co-
crassu: i [TCIT — 0,71 (0,62-0,78), nost ITKT — 0,64
(0,55-0,72). Quckpumunupyiomnias cocoorocts ITCII o
OTHOIIIEHUIO K HeTsiKeJaoMy cericucy (n = 85), Tskeomy
CeICUCy WU CENTUYeCKOMY MoKy (N = 55) XOpOoIIo co0T-
BeTcTBOBaIa 3HayeHusAM nikaasl APACHE II u okazanach
soie Takosoit 111 ITKT (APACHE II — Acute Physiology
And Chronic Health Evaluation — 1mkasa omeHK ocTphIX
1 XPOHUYECKUX (PYHKIIMOHAIbHBIX U3MeHeHni). 30-1HeB-
Hast JIETAILHOCTD [TPU HETSIKEIOM CETICHCE COCTaBIIIA 3,5%,
IIPU TSKETIOM — 25%, TIPU CEeNTUYeCKoM 1oke — 67%. Ona
Bo3pacraina ot 2,7% B nepsoii keaptuiu [ICII no 39,4%
B yeTBepToii (Tabu. 1).

Bugwo, uro IICII, kak u ITKT, MosKeT ObITh IPEAUKTO-
poMm 30-/1HEeBHOI JIETATBHOCTH, HO YYBCTBUTEIBHOCTD TEC-
TOB B oTHONIeHnM Hee pasnas: aig IICII ona cocraBumia
0,878, s ITKT — 0,668, mura mkanast APACHE IT — 0,815.
Kak noxazasu aBropbl, «yposHu IICII cessanvt ¢ msijicecmvio
CENncuca u npuzooOHbl Kax Oist PanHeti OuazHOCIMuKL Cencucd,
max u sk MOHUMOPUH2A €20 OUHAMUKU U OUCHKU PUCKOS
nebaazonpusmuvix ucxodos» [37].

B zpyrom uccienosanuu 2009—2010 rr. [38] nabmo-
nasncsa 41 narment (Bo3pact 62 = 19 ner), o kpaiineii Mmepe,
¢ nByms auarnoctndeckumu kputrepusimu CCBO; koHT-
poJibHas rpyia coctosia us 128 uenosex. O6pasibl KPo-
Bu Opanu 6 pas — IIpy OCTYILUIEHUH, Yyepes 12 1 24 4 1 ue-
pes 3, 5 u 7 mmeiil mocye mocryiienus; yposerb I[TCIT
oTIpesiesisiyiv ¢ moMolnbio nMMmyHoananuzaropa PATHFAST
[39]. Anarnoctuyecku 3naunmbie yposuu [TCIT (mr/mir)
coctaBuin: B HopMme — 294,2 +121/4; npu J0KaIbHOM WH-
dexrun — 721,0£611,0; mpu «aucrom» CCBO — 333,5*
130,6; npu cericuce — 817,9+572,7; ipu TSAKEIOM CEIICH-
ce —1992,9+1509,2.

Becbma nipuMedaTtesbHO, YTO MPH JOKAILHOM MH(bEK-
nuu yposenb [ICIT okazascs Boite, uem ipu CCBO. JT0
erte pa3 ykaspiBaeT Ha otcyTcerBue peakiuu [ICII na Boc-
MaJIUTEJbHBIE TTPOIECCHl, He CBI3aHHBbIe ¢ MHMEKIUAMU
(CPb u NJI-6, kak ©3BeCcTHO, OTBEYAIOT U HA Te, U HA JIPY-
rue). [Ipu cpaBHeHNN 4yBCTBUTEIBHOCTH U CHIETIM(UIHOC-
T [ICII u ipyrux MapKepoB, TPUMEHSEMBbIX /I IMarHoc-
TUKU CErcuca, OB MOJYUYeHbl CIEAYIONe 3HAYCHUS

Ta6Anua 1. Puck 30-AHEBHOM A€TaALHOCTH NMPU cencuce coraacHo kBaptuaam MCI w NKT [35]

Ksaprum I(n=237) IT (n = 35) III (n = 35) IV (n=33)
IICTI, rr /M 177-512 524-927 950-1810 1850—-15 757
JletanpHOCTD, % 27 8,6 17,1 39,4
ITKT, ur/ma 0,10-0,38 0,39-1,73 1,76-7,0 8,1-292
JleranbHocTh, % 2,6 8,1 8,3 24,3
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[OnHamuka mapkepoB cefncuca npu oxore
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Puc. 3. lunamuxa yposueii IICII, IIKT, CPB u 1JI-6 npu osxore [38]

AUC ROC: IICIT — 0,845, CPb — 0, 815, 1JI-6 — 0,672,
ITIKT — 0,652. Kpome Toro, y IICII 6bl1a camast GoJibliast
KOPPEJJIANUI cO 3HAYEHUSIMH TTOKasareJseil Mo IIKoJe
APACHE II [38]. B utore ipu norpanuarom yposte [1CII
399 nr/mI, 9yBCTBUTENBHOCTD OTIpEIESIEHNsST COCTABUIIA
80,3%, criernduuarocts — 78,5%, a PH IIOTrPAHUYHOM YPOBHE
415 ir/mut — 80,1% u 81,0% cootsercriento [38].

BecbMa MHTEpECHBIM 0Ka3aJIcs CJIeIy IO KIMHIIe-
ckuii cayyvait [38]. [Tamment H., Bospact 51 rox, oty
¢ obmmpubMu oskoramu (76% mosepxHocTH Temia). [Ipu
TTOCTYTITIEHNH oTMevasicst jefikorntos — 38 880 /MK, remo-
kysabTypa orpunaresabnasd, ypopau [ICII u IIKT — \uxe
norpannvHbIX (281 nir/mut u 0,98 HT/MJT COOTBETCTBEHHO).
bein nocrasnen auarnos CCBO. Ha 6 nenb B reMOKyJIbTY-
pe oGHapyxkeH craduaokokk: aunamuka IICIT, IIKT, CPB
n NJI-6 nokazana Ha pucyske 3.

N3 pucynka 3 ciemyer, 4To IpU PasBUTHH TPAMIIOIIO-
skutesibHOTO cericuca [ICII maunnaer mosbImarbest Ha 6-i
nenb, a [IKT — aume va 14-ii.

3akiaoueHue

ITpecericuH — 3TO TyMOPaJIbHbII OEJIOK, BbIAEISEMbIil
B IIUPKYJIAIMIO (harorntamu 11pu dharouTose.

OH MOXKEeT CJIy>KUTb HOBBIM BBICOKOCHEITUMDUUHBIM U
BBICOKOUYBCTBUTEJIBHBIM MapKEPOM CEIICUCA, TTOCKOJIbKY
panbliie u ObICTPee, YeM JIPYTHE U3BECTHBIE MAPKEPDI, OTPa-
JKAeT ero AMHAMUKY.

Omnpenenenne yposus [ICII Becbma appextnBHO 11
paHHeii IMarHOCTUKU CETICHCa, €T0 MOHUTOPUHTA U IIPOTHO-
3UPOBAHK HEOJIATOPUSATHBIX HCXO/I0B.

Wcriop3oBanue mpecerncuta mepereKTUBHO U JIJIST Ha-
YVUHBIX UCCJIE/IOBAHMI, HATTPABJIEHHBIX HA BbISICHEHUE (DaK-
TOPOB, BIUSAIONIMX HA (GaroiinuTo3 U Ha MOUCK COOTBETCTBY-
IOIIKX MTPerapaToB.
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PEAKTUBALIMA LUTOMEFAAOBUPYCHOM UH®MEKLIMUA

MOCAE TPAHCNAAHTAUNUU TEMONMO3TUYECKUX CTBOAOBbDIX KAETOK:
3ABMCHUMOCTDb OT BO3PACTA UK UHTEHCUBHOCTH
KOHAMUMOHUPYIOLLENA TEPAMNUU

A.b. YYXAOBUH', C.H. LLUINPAEB2, B.H. BABUAOB?,
A.C. 3YBAPOBCKAA?, b.B. AOAHACDEB?

F6OY BIO CIr16IMY um. U.I. NasroBa Munsapascoupassutus Poccun
1 Kacpeapa KAMHMYECKOI AQDOPATOPHOH AMATHOCTUKU C KYPCOM MOAEKYASIDHOW MEeAULINHDI
2 HUM aeTcKoi reMaToAOrMM U TpaHCNAAHTOAOTUM UM. P.M. TopOaueBoii

Pestome. B nacmosuueti pabome nposedena ouenKa 603pacmuoil i 8pemMennoil OUHAMUKY Peakmueanuu uumomezaio-
supyca 6 epynne u3 304 nayuenmos co 310KaUecmeeHHbIMU 3a00IC6AHUAMU CUCTNEMbL KPOBLL, KOMOPLIM NPOGOOUNACH KOH-
QUUUOHUPYIOWAS MePanust ¢ NOCIedyioueil mpancnianmavueli zemonoamuyeckux cmeoaosvix kiemox (TI'CK). Onpedene-
nue /THK IIMB 6 nepugepuuecxoil kposu nposoduiocs memodom kauecmeennoil IIL[P do TTCK, a maxce 6 cpoxu 0o 6 mec.
nociue nee. B yeaom no epynne 6onvnvix om 1 0o 21 200a uacmoma LIMB-eupemuu Oviia Maxcumanouoi 6 cpoxu 2—3 mec.
nocae TICK. Bvisisaeno maxoice, umo uacmoma eviseneriust LIMB Gviia munumanviotl y Oemeti miadwezo éospacma (0o 5 iem)
u sospacmaia y cmapwux demeii (5—9 nem) nocie Hemuei0abiamusHozo KoHouyuoHuposanus. Iloxasano maxyce, 4mo
yacmoma L{MB-eupemuu nocie TI'CK sasucera om I[IMB-cmamyca donopa, a umenno mpancnianmayus I CK I[IMB-nosu-
mugvim 6onvrvim om LIMB-nezamusivix 001opos conposoxcdaemcst pannum passumuem LIMB-eupemuu (6 cpoxu 1-2 mec.
nocie TICK), no cpasnenuio ¢ ounamuxotl eupemuu npu LIMB-ceponosumusnocmu 0onopos. Taxum 00pasom, peaxmueayust
IIMB nocae aano-TICK 3asucum om uenozo psoa buorozuueckux gpaxmopos: 1) éospacma 60av1020; 2) pesrcuma konouuiL-
oHuposanust, a maxxce 3) [IMB-cmamyca peyunuenma u donopa do anno-TICK.

Kmouegvie cnosa: zemonoamuueckas mpancnianmayus, 603pacm, yumomezailosupyc, ceposozuieckuii cmamyc.

CYTOMEGALOVIRUS REACTIVATION AFTER HEMATOPOIETIC STEM CELL
TRANSPLANTATION DEPENDS ON PATIENTS' AGE AND CONDITIONING THERAPY

A.B. CHUKHLOVINT, S.N. SHYRIAEV?, V.N. VAVILOV?,
L.S. ZUBAROVSKAYA?, B.V. AFANASYEV?

St. Petersburg State Medical I. Pavlov University
! Department of Clinical Laboratory Diagnostics with a Course of Molecular Medicine
2 Research Memorial Institute of Children Hematology and Transplantology

Summary. Present study dealt with age- and time dependence of cytomegalovirus reactivation in a group of 304 patients
with malignant blood diseases who underwent a conditioning therapy followed by hematopoietic stem cell transplantation
(HSCT). CMV DNA was determined in peripheral blood by means of qualitative PCR before transplant, and at a weekly/
bi-weekly basis post-transplant, up to 6 months. In a total group under 21 years old, the frequency of CMV viremia was
maximal at 2—3 months after HSCT. It was found that the frequency of CMV detection was minimal for the younger children
(below 5 years old), and increased in older patients (59 years) after non-myeloablative conditioning treatment. It was shown
that CMYV frequency after HSCT depended on the donor CMV serostatus, i.e., HSCT to CMV-positive patients from CMV-
negative donors is accompanied by early development of CMV viremia (within 1—2 months after HSCT), as compared to viremia
course with CMV-seropositive donors. Hence, CMV reactivation after allogenic HSCT depends on a variety of biological
Jactors, e.g., patients' age, conditioning regimen, as well as CMV serological status of donor and recipient.

Keywords: hematopoietic transplantation, age, cytomegalovirus, serological status.
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BBenenue

Wndexius, BoizpiBaemast iiuromeranopupycom (IIMB)
(0/1HUM U3 BUPYCOB IPYIIIIBI Feplieca), Kak IPaBujio, UMeeT
JIATEHTHBIN XapaKTeP U aKTUBUPYETCST B OOJIBIINHCTBE CJIy-
YaeB IPU HATTMYUHU TAKEIOT0 UMMYHOEe(DUITUTHOTO COCTO-
SIHUSI, KAK [IEPBUYHOTO, TaK U BTOpUYHOTO reresa [ 1]. Tsoxé-
JIBII UMMYHO/Ie(DUIIUT BTOPUYHOTO TeHe3a HauboJiee 4acTo
ACCOIMMPOBAH C TPUMEHEHUEM [N TOCTATUYECKUX ITperapa-
TOB JIJI51 JIEYEHUST 3JI0KAYECTBEHHBIX 3a00JI€BaHWIT CCTEMBbI
KPOBU M UMMYHOCYITPECCUBHBIX IIPETIapaToB MOCIIe Pa3iiny-
HBIX BUJIOB OPTaHHOM 1 KJIETOYHON TPaHCIJIAHTAIINH, B 3HA-
YUTEJbHON CTENEeHU 0cJe AJIJIOTeHHON TPaHCIITaHTaIlnT
reMOI03TUYECKUX CTBOJIOBBIX KJeToK (anno-TTCK). Buen-
peHne B KIMHUYECKYIO TPaKTUKYy MoHuTopunra [IMB-Bu-
pemuu 1 ipeBeHTUBHON Tepanuu [IMB-undekinu npuse-
JIO K CHUMIKEeHUIO BeTpedaemoctu [IMB-6osesnn y gjaHHoi
kateropun naineHToB — ¢ 20—-30% 10 meHee 5% B HEKO-
TOpbIX ucciaenoBanugx [2]. OxHako, HECMOTPSI Ha PE3KOe
cHmkenune Berpedaemoct [IIMB-6osie3nu 1 cMepTHOCTH,
acconmupoBanHoii ¢ manugectabiMu hopmamu [IMB-un-
(hekuu, MHOTIMU aBTOPaMU MOKa3aHO HeOJIATOIPUSATHOE
Bauguue [IMB-nosutuBHOTO cepocTatyca pelunuenTa u
nonopa Ha tedenue u ucxoj; ayo-TTCK [3, 4]. Coueranue
M B-ceponeratusnoro pertunuenta u [IIMB-ceponeratus-
HOTO JIOHOPA ABJSETCS ONTUMAJIBHBIM, CHUXKAIOITM PUCK
pasBurtus [IM B-undexiun y narrentos rocJie anno-TTCK,
B TO Bpems Kak [IM B-undunmposannocTs perunventa u,/
WJIN JIOHOpA IPUBOJUT K 3HAUYNUTEIBHOMY YXYIIIEHUIO HC-
xon0B ano-TI'CK, cumkenuio oOuieil BbIKMBAEMOCTH
(OB), 6e3pennaushoii BozkuBaemoctu (BPB), mossiiie-
HUIO JIETAJIIbHOCTH, ACCOIIMUPOBAHHON € TPaHCIJIAHTAIM-
eii |5, 6].

Ceponosutusaocts 110 [IMB ykasbiBaer nHa nanunuue
repBuuHON nHbekImuyu B anamuese [7]. Bpemennas xute-
tuka /[HK IIMB B nepucdepuueckoii kpoBu (cranjapTHOM
MaTepuase Jjisl TeHOJUATHOCTUKY) Obliia M3ydeHa JIUIIIb
B eluHIYHBIX paborax. Tak, yactora gerexunu JHK IIMB
jocturaetT Makcumyma B 2—3 mec. nociue anno-TTCK [8].
Junamuka peaktusainu [IMB onienuBanach Juiib B He-
Gospinnx rpynnax nanrentos [9]. He usydens: ocobennoc-
Tn peakTuBaiuu [IMB B 3aBucUMOCTH OT IPUMEHIEMOTO
peRIMa KOHIMITMOHUPOBAHUS, BO3pacTa OOJbHBIX HA MO-
MEHT TPAHCIIJIAHTAIINH.

B ¢BsA3M ¢ 9TUM I€JIBIO HAIIETO UCCJAe0BAHIUS ObLIO
uzyuenue auHamuku [IMB-Bupemun nocie amno-TTCK
y GOJIBHBIX PA3IUYHBIX BO3PACTHBIX IPYIII, MOTYYABITHX
pasyInyHbIe PESKUMbI KOHIMITMOHUPOBAHMS.

MaTepPIaJII)I U ME€TO/Ibl

XapakrepucrTuka 00JIbHBIX

[Tox HabmonenreM Haxoauaoch 304 nauenTa co 3J10-
KayecTBEHHBIMU 3200/IeBAHUSIMU CUCTEMbI KPOBU: OCTPBIN
sumbobracThbrii eiikos (OJIJT) (n = 128), ocTphiii Mue-
sobmacTHri eiikos (OMJT) (n = 92), xpoHuuecKuii Mu-
eqoneiiko3 (XMJI) (n = 27), HeXO/PKKUHCKNE JTUM(OMbI

(HXJT) (n = 18), muesogucniacTu4ecKuii CUMHAPOM
(M/ZIC) (n = 16), mosyuuBmux jJevyenue B kKanHnke Nc-
TUTYTA J€TCKOM reMaTOJOTMU ¥ TPAHCIIJIAHTOJOTUH WM.
P.M. Top6auépoiit CII6GI'MY um. akaz. M1.11. IlaBnosa B ne-
puoz ¢ 2002 o 2010 . Bospact 60bHbIX Koebancs ot 1
1o 66 get (Meanana — 17 yet). Annorennast TTCK (66%
— OT HEPOJCTBEHHBIX TOHOPOB, 34% — OT POACTBEHHBIX
JIOHOPOB) GbIjIa BHIMOJHEHA KAK ¢ MUEJ0abIaTUBHBIMU
(MAK), Tak u ¢ Hemues0abIaTUBHBIM PEKUMAMU KOHIM-
nnonupoBanus (HeMAK). B kauecTBe nctounmka tpanc-
mranTarta B 35% anno-TTCK ucioib30Basm KOCTHBIN MO3T
(KM), B 65% — nepucdepuueckrie CTBOJOBBIE KJIETKU KPO-
Bu (ITCKK). Crenenb n [uHaMUKy pa3BUTUS OCTPOIL pe-
aKIUM «TPaHCIIaHTaT MpoTuB Xo3sgunas (0PTIIX), kak u
JIpyrue OCJOKHEHUS paHHero mnepuoja (ITHeBMOHUH, He-
BPOJIOTHYECKUE HAPYIIEHUS, MyKO3UTBI, IUCTUTHI ), PETH-
CTPUPOBAJHU B COOTBETCTBUU C OOIIETTPUHSITHIMU KPUTE-
pugMH.

CBs13b Mesk/ Iy MH(DEKITE, CBI3aHHOI C peaKTuBaInei
Bupyca npocrtoro reprieca (BIIT-1), u craagmneit mykosura
OTIeHMBAJIACh C MOMEHTA Hayaja pekuMa KOHAUITMOHUPO-
Banus 10 100 gHeil mocsie TpaHCIIAHTAIINN.

JlabopaTopHasi AMArHOCTHKA
reprecBUPyCHbIX HHPeKIuit

o uposenenus amno-TTCK GosbHBbIM, a TaKKe JJOHO-
pam oripeziesisiiin ceposiornuecknit craryc no IIM B, Bupycy
Immreitna—bapp (IBB) u Bupycy npocroro reprieca (BIIT)
yTeM onpezieieHns crenuuueckux anTuren kiaaccos IgG,
IgM, a Takxke ocymectsisinu IIIIP-auarnoctuxky IIMB-
cnermuduueckoii JITHK B kposu. Ilocrue amno-TI'CK onpe-
nenenvie [IMB-Bupemuu nposojuiu B iepuoj ¢ /-0 no
J1+30 exxenenenvuo, u ganee — 1 pa3z B 2—4 Hemenu 1o
J1+180 B mpobax THK u3 nepudepudeckoii KpoBu.

OO6pasIibl KIETOK, OTMbBITBIE B pacTBOpe Tprc-IJITA,
MOMEIIAJIU B IN3UPYIOIIHiT pacTBOp 13 Habopa « Pubocopb»
«Mureprabeepsucy (Mocksa). V3 KJI€TOYHOTO JIN3aTa BbI-
JIeJISIA HYKJIEMHOBBIE KUCJIOTHI TOCPECTBOM PEAKTHBOB
u3 Habopa «/IHK-Copb6». Bo Bcex BbillieyKa3aHHBIX 00pa3-
nax /IHK npoBoaumacs npentudukamms JJHK supyca mpo-
croro reprieca TunoB [ u II, nuToMerasoBupyca, BUpyca
dnmrreiina—bapp ¢ TOMOIIBIO CTaHAAPTHBIX KOMMEPUECKUX
Habopos dupmbl «MaTeprabcepsucy (MockBa) 1o wH-
CTPYKIIMH ITPOU3BOIUTEIIS.

[Tocranosky [T11P nmpoBoauim B ammumgukarope < Tep-
k> (pupma «/JIHK-Texnonoruss», Mocksa). aenTu-
(pukanuio MpoyKTOB PeaKIii OCYIECTBISIN TTOCIE JIEK-
Tpodopesa B 2%-M arapo3HOM Tejie ¢ BHU3yaausaruei
O6pOMECTBIM 3TUIEM B YD-TPaHCHILTIOMIUHATOPE U JIOKY-
MeHTarnuei n306paxkeHuil mocpeacTBoM udpoBoit GoTo-
kamepsl Canon PowerShot A70.

[TpoO6bI paciieHUBAINCH KaK MO3UTUBHBIE [TPU HAJTHYUH
>1000 rerokonuii B 1 MJI 11eIbHOI KPOBU (TIOPOT YyBCTBH-
TeJTHHOCTU JAHHON TeCT-cucTeMbl). Kputepusamu peakTu-
Bal[UU CYMTAJIOCH 2 WM OOJiee MO3UTUBHBIX Pe3yJIbraTa
[TILP B kposu 3a 100 xueit nocse amno-TTCK, a rakxe cpen-
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JlaboparopHasi JUATHOCTHKA B 00JIaCTH COIMAIbHO-3HAYMMBIX 3200JI€BaHHI

Ta6Anua 1. Yacrora LIMB-no3uTuBHBIX NPo6 B KPOBU Y 60AbHBIX A0 aAr0-TICK

BospacrHsie rpynmsl, Jet Yucio npod Cpemsn l;:;c(’)rg ra IMB+ Cpenuss ommOka (m)
0-4 34 2,9 2,6
5-9 80 5,0 2,5
10-14 107 8,4 2,7
15-21 149 5,4 1,9
>21 177 3,1 1,7
O6masg rpynmna 547 57 1,0

[Tpumeuanue. YpoBeHb JOCTOBEPHOCTH PA3IMUYUI MEK/Y BO3pacTHbIMU Tpytiiiamu P>0,05.

Hee uncsio IIMB-1103uTHBHBIX IP06 32 BpeMsl HabII0IeHUS
(o 180 nueir).

[Ipu ananuse pe3ysbTaToOB UCCJAEIOBAHUS OCHOBHOE
BHUMaHKe obpaliajiy Ha usMeHenue yactorsl IIMB-mosio-
SKUTEJIbHBIX [IPO0O B 3aBUCUMOCTH OT BO3PACTa, PEKUMa KOH-
JIMITUOHUPOBAHWS, BOCCTAHOBJIEHUST JIEHKOIIUTOB, & TAKKe
cpoka HaboneHus nocie ajano-TTCK.

PegysbTaThl HCCIEeI0BaHUS

Wcxonuble (TIpeTpaHCIIaHTAIIMOHHBIE ) 3HAYEHUS Yac-
torel IIMB+ 00pasios He pasindannch JOCTOBEPHO s
GOJIBHBIX pasHOro Bozpacta (Tabr. 1).

0,20 A

0,15 -

0,10

0,05 -

1-4 5-9

10-14

15-21 >21

Puc. 1. I'paduku 3aBucumoctn peaktuBanuu [[MB
(1o wacrore ITIP-nosutusHbIX 11p0o6) nocie amno-TTCK, B saBucumoc-
TH OT BO3PACTa PEIUTINEHTA TP MUET0abIaTHBHOM (KPYSKKH)

U HEMUET0A6IATHBHOM PEKMMAX KOHANIIHOHUPOBAHUST (KBAIPATH).
Touku rpaduKOB MPEACTABISAIOT cOOO0Il CpejiHIle 3HAYEHUS IO TPYIIIaM
(M £m, Bcero 2034 po6er). ITo ocu aberce — Bozpactibie rpyimb! (1-4,
5-9, 10—14, 15-20, 21 u crapue). [To ocu opaunar — yacrora [[MB-mo-
3uTuBHBIX P00 (> 1000 reHokonmmii B 1 MJI 1IeIbHOI KPOBH)

Yacrora BoisiBsiennoit [IIMB-Bupemuu nocJie ajio-
TI'CK 6bL1a MUHMMAJIbHA Y TIAIMEHTOB B BO3PACTe 10 4 JIeT
1 He 3aBUCesIa OT PEKUMA KOHAMITMOHUPOBAHMS BO BCEX
BO3PACTHBIX TPYIIIAX 32 UCKJIIOUEHNEM jieTell 5—9 Jer, rie
OblL1a cyllecTBeHHO HoBkieHa mocae HeMAK (p<0,02).
Wusepcus kpusoii npu cpaBuennn MAK n neMAK, orme-

0,18 A

0,16 -

0,14 -

0,12 -

0.10 ~

0.08 A

0.06 A

0

Puc. 2. Hacrora [IIMB-Bupemuu B rpyrie 60abHbIX 10 21 roga
B pazsmunbie cpoku rocie amio-TTCK. Toukn rpadukoB npeacTaBisioT
cob6oii cpennie 3Hadenst mo rpymmam (M £m).
ITo ocu aberace — cpoku nocaie ano-TTCK, mec. TTo ocu opaunar — yac-
tota [IMB-nosurusnbix mpo6 (>1000 rerokomnuii Ha 1 MJ1 11e1bHON KpoB1 )

YyeHHas B BO3pacTHbIX rpymnax 10—14 u 15-21 jer, He nme-
JIa CTATUCTHYECKU 3HAYMMOTO Pa3JInIHs.

MakcumamnbHbil ypoBeHb peaktuBarmu [[MB B rpymme
60sbHBIX 10 21 Toga HabmoAAIN B CPOKU 2—3 Mec. Hoce
amno-TICK (puc. 2). B 11esioM He oTMeuasoch pa3anauit
MesKLy BO3PACTHBIMU IPYIIIAMU 110 CPOKaM HarboJiee yac-
toro BeisiBsieHnst [IM B. Kpome Toro, yactora IIMB re nme-
JIa JIOCTOBEPHOM KOPPEJISIIIUK CO CTETIEHBIO alljia3uu Kpo-
BeTBOpenus moce anno- TTCK u qiaurenrpHOCTHIO IEpHoa
aefikorrerun (r = 0,05; p = 0,41).

[Ipu cpaBHEHWU UHTEHCUBHOCTU PEKUMOB KOHIMITHO-
HUPOBaHK B TPyIIie O0JIbHBIX 10 21 roja yacToTa BhisIBJIe-
nust [IIM B nocire anmmo-TT'CK B cpokm okoJio 3 Mec. nmena
TEHIEHIIMIO K TOBBIIIEHUIO TPU MUeI0a0JaTUBHOM KOH/IU-
HUOHUPOBAHUH, 110 CPAaBHEHUIO ¢ HEeMUe0abJaTUBHbBIM
(0,1<p<0,05) (puc. 3). B npyrue meproabl 3TH pasindus
He WMEeJU CTaTUCTUYECKH 3HAYMMOW JTOCTOBEPHOCTH
(p>0,1).

CpaBHeHUE YacTOThI PEAKTUBAIIUU B 3aBUCMOCTH OT
[IMB craryca roropa u perumnuenTa jio ayio- TTCK (puc. 4)
BBISIBIIIO, uTO mpuMeHenue TpancmanTata ['CK ot [IMB-
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0,20 1

0,151

0,101

0,05

Puc. 3. Yacrora IIMB-Bupemun y 6osibHbIX 10 21 Toa
¢ HeMUeT0abaTUBHBIM (KBaJPAThI) U MUEI0a0aTUBHBIM (KPY/KKH)
peKIMaMK KOHANIMOHNPOBAHNS B PA3JIMYHBIE CPOKH
nocJe anno-TICK.

Touku rpadUKOB MPEACTABIAOT COOOIT CpeHIE 3HAYECHUST [0 TPYIIaM
(M=m). ITo ocu aberuee — cpoku nocie anio-TTCK, mec. ITo ocu op-
quHaT — yactota [IMB-nosutusHbix ipo6 (>1000 rernoxkonuii Ha 1 M
1EJIHHOI KPOBH )

HEraTUBHBIX JOHOPOB /715t 1| M B-TI03UTHBHBIX PEIUTTIEHTOB
compoBosaaercss panHuM paszsurtueM [[MB-supemun
(8 cpoku 1-2 mec. nocyie TT'CK), 1o cpaBHeHUIO ¢ AMTHAMU-
kol Bupemun npu [[MB-cepornosutuBHOCTH 1OHOPOB
(p=0,04).

O6cy:xkaenue

Haruw pesyJ/israrsl 1ojrydeHbl Ha JOCTaTOYHO GOJIBIION
rpyiire GOJIbHBIX B BO3PACTHOM Juarasone ot 1 u 10 66 et
[IPY PA3JIUYHON MHTEHCUBHOCTH PEKMMOB KOHAUITMOHUPO-
BaHMsA. AHATTM3 CYMMapHOHM KPUBOI peakTUBAIMU BUPyca
orpaskaet o6Iee MHEHVE O 3HAUMTEeTbHOM HHKYOAIIMOHHOM
niepuojie [IIMB-undexinu, coctapiisionieM HECKOJIbKO He-
nenb. [Ipu Bo3pacTHOU KiaaccuduUKauym HaMu BbISIBJIEHO,
yto pannssa aktuBaiug [IMB (1-2 mec. nocie TTCK) ne
OTMEUaEeTCs y JleTell MJIaIIIel rpynibl (710 4 JIET) U BbISIB-
JisieTcst B rpyiine 5—9 jiet, yaie HaOJIOAeTCs OCye KOH-
JMIMOHUPOBAHKS B HeMueoabaaTuBHoM peskume. Obtie-
MU3BECTHO, YTO MHQPUIIMPOBAHUE ITUTOMETAJOBUPYCOM
y GOJIBITMHCTBA JIOIeN TIPOUCXOAUT B Bodpacre 10 10 Jiet.
ITO MOKET CBU/IETEILCTBOBATH O CYIIECTBEHHON POJIU aK-
tuBaruu [IMB 13 ayTos0ruuHbiX KPOBETBOPHBIX KJIETOK
y ZleTeil aToro Bo3pacra.

Haxkomner, cpaBuenue qunamuku peaktuBanuu [[MB
[IPU Pa3JNYHON MHTEHCUBHOCTHU IIUTOCTATUYECKOTO Jieye-
HUA JJaeT BO3MOKHOCTD TIPEAITONIOKITD, YTO YACTOTA PeaK-
tusauuu IIMB nocToBepHO Bbille Ipy Muea10abIaTUBHOM
pexume, o KpaitHeld Mepe — B OTAeIbHbIE TIEPUO/IbI TTOCTIe
anno-TICK. DToT pe3yssrar He BIIOJIHE COTIACYETCA C JIaH-
HBIMU HezlaBHed pabotsl Schaenman et al. [10], rie nokasa-
HO, 4TO HEMHUEJI0a0IATUBHBIN PEKUM KOHIMITHOHIPOBAHUST
npu amno-TTCK npusoaut k GoJiee paHHEMY PasBUTHIO

0,30 +
0,25 ~

0,20 -

0,10 -

0,05 -

0,00 ~

Puc. 4. Hactora Berasienns [IMB-supemmn nocie TTCK
B 3aBucumocTH ot IIM B-craryca nonopa (Bcero 914 nccrenosanmin).

OTpaskeHa IMHAMHUKA BIPEMUH [IPU CEPOMO3UTHBHOCTH PEIUINEHTA
1 loHopa (KBazpathl), a TAKXKe MPU CEPOINO3UTHBHOCTH PEIUITIEHTA 1
CepoOHEraTUBHOCTHU JIoHOpa (Kpyskkn). Toukn rpa)uKoB 1peaCTaBIsgIOT
coboii cpennue 3nadenus o rpymmaM (M £m). ITo ocu aberee — mec.
nocste asno-TI'CK. ITo ocu opannar — wacrora [IIMB-mo3utuBHbIX 1po6
(>1000 renokonmii Ha 1 MJI 11eJIBHOI KPOBH)

BUPEMUU 10 CPABHEHUIO € IMHAMUKON peakTuBaiuu [[MB
PU MUEJI0a0IATHBHOM PEKUME TTOJITOTOBKH K TPAHCTLIAH-
taiuu. B smreparype, ogHako, UMEIOTCS JaHHbIE 06 OTJI0-
skeHHoit [IM B-Bupemun 1ipu HeMuei0abIaTUBHOM PesKIMe
KOHIMITMOHUPOBAHUST, BKITIOYAIOIIEM 00JayueHue 1 aryia-
pabun [11]. IToxoskee uccienoBanme IPOBOAUIOCH B GOJIb-
moii rpynne IIMB-ceporosuTiBHbBIX GOJBHBIX IIPU AJLJIO-
TICK [12]. Tlo ux maHHBIM, B paHHHWE CPOKHU TIOCJIE
amno-TI'CK vactora IIM B-60Jie3H1 He 3aBHcesia OT UHTEH-
CHBHOCTH I[UTOCTATUYECKOI Tepanuu, HO B 6oJiee Mo3HUE
CPOKU HEeMHUEJ0abJaTHBHAS TePanis COMPOBOXKIATACH 6O~
Jiee BBICOKUM PHUCKOM pa3BuTHs kKiauHndeckoir [IMB-un-
dexruu (>100 gueit mocie TTCK). [l yrounenust aToro
BOITPOCA CJIE/LYET TPOBECTH IOTIOTTHUTETBHBIE UCCIIEIOBAHUST
B GOJIBIINX KOHTUHTEHTAX C IPUMEHEHUEM KOJIMIECTBEHHO
[IIP-muarnocTukn (ornpeneseHneM TUHAMUKYA BUPYCHON
Harpy3KHu).

Oco6biil MHTEpeC MPEACTABISET PAHHSISA aKTHBAIIUS
IIMB y 6osbHbIX ¢ IIMB-ceporiosuTHBHBIM CTaTYCOM OT
[IM B-HeraTuBHBIX JOHOPOB. ITO MOXKET OTPA’KATh Pa3JIny-
HBIIl yPOBEHB MPOTHBOBUPYCHOTO KJIETOYHOTO UMMYHUTETA
B JIaHHBIX TPYTIIaxX marpeHToB. [lockosbKy BoccTaHOBIEHE
KPOBETBOPEHUSI TIPOUCXOINT 32 CUET JOHOPCKUX KJIETOK, TO
IIPY CEPOHETATUBHOM CTAaTyCe MOKHO OKU/ATh MEHBITUX
yposHe# crieruduyecknx antu-1IMB T-kaetox [13], uto
obJieryaer pa3BUTHE BUPEMUM.

Taxum o6pasom, peaktusanust [IIMB nocie ajno-TTCK
3aBUCHUT OT T1EJIOTO psijia Grosorndeckux paktopos: 1) Bos-
pacrta 60J1bHOTO; 2) pesKUMa KOHUIIMOHIPOBAHUS, a TAKIKE
3) IMB-craryca pernunuenTta u goHopa jgo amino- [TCK.
JlaGoparopHblii KOHTPOJIb YPOBH: peaktuBanuu IIMB as-
JIIETCS YPE3BBIYANHO BaXKHBIM aHATIM30M, HEOOXOIMMOCTh
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BBITIOJIHEHUST KOTOPOTO BO3HUKAET HA Pa3HbIX 9Tallax Mpo-
Besienus aso-TT'CK (1o u mocsie). 3nanve pasHoHaIpaB-
JIEHHOCTH PEeaKTUBAIIMU B 3aBUCUMOCTH OT BO3PACTA, PEXKU-
Ma KOH/IUIIMOHUPOBAHUST IO3BOJISIET BBIOOPOYHO TIPOBOIUTD
npouIaKTHYECKOe TIPUMEHeHe creruduiyecKux mpoTu-
BOBUPYCHBIX IIpenapaToB (TaHIIMKJIOBU]), CBOEBPEMEHHO
HAUMHATD TIPEBEHTUBHOE JIeYeHHE, YTO 3HAYUTEIIBHO CHU-
sKaeT puck passurust [IIMB 6osie3nn y penunmenTos mocie
anmno-TICK.
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NMPOTOYHASA UMTOMETPUSA B AMDDEPEHLUIMAABHO AMATHOCTUKE
3PEABIX T- U HK-KAETOYHbIX OMYXOAEH

B.H. LUbITAH, U.A. CYXUHA, B.IO. HUKUTUH, AM. UBAHOB, 10.B. HUKUTNH
®IrbBOY BI1O BoenHo-meanunHckas akaremusi umendn C.M. Kuposa MO P®, Cankr-lletepOypr

Pe3stome. IIpomounast yumomempus seisiemcst CO8PEMEHHbIM MEMOOOM OnpedesieHs NOBEPXHOCIIHBIX U 6HYMPUKIE-
mounvLx Mapkepos. 3penvie T-kaemounvle onyxoniu OmHOCAMCSA K NOCMMUMUMECKUM JEUK03AM, MAK Kax seNs10mcs Heed-
muenvimu no TdT u anmuzeny CD1a, xapaxmephvim 015 pannux smanog ouggepenyuposu T-1um@Pouyumos, npoucxoosuux
6 mumyce. OHu 6cmpeuaromcst OMHOCUMENbHO PedKo U NPedcmasnsitiom coOotl epynny HapYueHULl ¢ BbIPANCECHHOL 2emepo-
2EHHOCMBIO KAUHUYECKUX, MOPDOI0ZULECKUX U UMMYHOL0ZULECKUX Xapakmepucmuk. Ummynogdenomunuposanue uepaem
cywecmeentyo poiv 8 duaznocmuxe speavix T/HK-Kknemounvix onyxoeil, nomomy 4mo oHo no360Jsiem nposecmu oudge-
penyuposanue mexcoy onyxonsmu T-kremounozo u HK-kiemounozo npoucxoxcoenust, a maxice Kiaccupuuuposams pas-
Jurvle popmol smux 3adoneeanuil. Hmmynogpenomunuposanue speavix T/HK-kaemounvix onyxoneti nposooumcs 6 2 sma-
1A ¢ NOMOULHIO MPOUHBIX KOMOUNAUUT NPAMBIX MOHOKAOHANLHbIX anmumen, meuernvix FITC, PE, PerCp unu PC5. Ha nepsom
amane ocyuwecmensiemcs NePeudHblll CKpUHUHe U onpedeienue JuHeiHol npuraoiexcnocmu kiemox. Ha emopom smane
munuposanist (KIACCUGUKAuUL) YMOUHAEMCL BAPUAHM XPOHULECKO20 TUMPONPOLUPEPAMUBH020 3A001BANUSL.

Knioueswle cnosa: ummynopenomunuposanie, npomounas yumomempus, T-Kiemounoiil 1eiKo3s GONbuUx 2panyispvlx
aumepouumos, T-kremounas mumepoma, T-knemounwiii peyenmop (TCR).

FLOW CYTOMETRY IN DIFFERENTIAL DIAGNOSTICS OF MATURE
T-CELL AND NK-CELL NEOPLASMS

V.N. TSIGAN, I.A. SUKHINA, V.YU. NIKITIN, A.M. IVANOV, YU.V. NIKITIN
Federal State Budget Institution of Higher Professional Education
S.M. Kirov Military Medical Academy, Ministry of Defence of Russian Federation, Saint-Petersburg

Summary. Flow cytometry is a modern technique for detection of surface membrane-bound markers and intracellular
antigens. Mature T-cell neoplasms are referred to as post-thymus leukemia’s, because they are negative for TdT and CD1a
antigen. They are relatively rare and consist of a group of disorders with marked heterogeneity in clinical, morphologic and
immunologic characteristics. Immunophenotyping plays an essential role in the diagnosis of mature T/NK-cell neoplasms
because it enables the differentiation between neoplasms of T-cell origin and NK-cell origin and the subclassification of the
Jormer group. Immunophenotyping of mature T/NK-cell neoplasms is carried out in 2 stages with help the triple combinations
of direct monoclonal antibodies labeling of three fluorochromes: FITC, PE, PerCP PC5. Phase 1: screening and lineage definition.
Phase 2: classification.

Key words: immunophenotyping, flow cytometry, T-cell large granular leukemia, T-cell lymphoma, T-cell receptor (TCR).
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HocneﬂHee AECATUNIETUEC TTPUHIIMTTNAJIBHO USMEHNUJIO  MYHUTETA, a U3YYECHUE TaKNX Cy6HOHYJIHHHﬁ T-K]ICTOK, KaK

MO/IXO/T K U3yUeHUT0 TUM(MOUTHBIX OTyXoJell. MHOTIME
aBTOpaMu OblJIa MIPU3HAHA MaJiast HH(HOPMATHBHOCTH MOP-
(hosrornIeCcKUX METOMOB MCCJAEIOBAHUS TIPU Psijie XPOHU-
YECKUX JIEMKO30B U CKIOHHBIX K JIeHKeMU3am JTuMbom
[1,2,3]. DT0 cBsI3aHO € OXHOTUITHON KapTHHOU aOCOMIOTHO-
ro auMdoIrTosa nepudepuaeckoii KpOBU U BBICOKOTO
CXOJICTBA MEJTKUX WJIW CPEHETO Pa3MepoB JUMMOIIUTOB.
B nacrosiiiiee Bpemst mpusnato, yto T-KjieTouHbie TUMEPOMbI
CBSI3aHBI C UBMEHEHUSIMU BPOKIEHHOTO U a/IATTUBHOTO MM -

peryasTopHblie T-KIeTKY 1 (hoTHKyIIpHbIe T-KIeTKH Xe-
Tephl, CmocoHCTBOBATIO HOBOMY MOHMMAHUIO MOPdhOIOTH-
YeCKUX, THCTOJIOTUIECKNX I MMMYHO(MEHOTHITITIECKUX 0CO-
6ennocreit T- n HK-kmetounsix omyxodeit [4].
Ompenenennie BapuanTa auMdompoandepaTuBHOTO
3a60JI€BaHISA METOIOM TIPOTOYHON TIMTOMETPUH OCHOBHIBA-
€TCsI Ha YCTAaHOBJIEHIH NMMYHO(MEHOTHIIA OTTYXO0JIeBBIX KJTe-
TOK, HAXO/ISATIIXCS B TIepI(epUIecKoii KpOBU MM KOCTHOM
MO3Te. ITO BOZMOKHO OIaT0/Iapst COXPAHEHIIO MATUTHI3Y-
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poBaHHBIMU JIUMQPOITUTAMY OCHOBHBIX I PepeHIinpoBoy-
HBIX aHTUTEHOB KJIETKU-TIPEIIeCTBeHHUIIbI, XOTS BCTpeya-
ercs u abeppanTtHas ux akcrpeccust. [Toaxoapl K BEIGOPY
nanesii MOHOKJIOHANbHBIX anTutes (MKA), anropurmam
MMMYHO(DEHOTUITMPOBAHUSA U OllEHKE TOJIYYeHHBIX pe-
3yJIBTATOB OBLIN TIPEJIOKEHBI U 060OTIEHBI CPABHUTENHHO
HenasHo |5, 6,7, 8]. B cBsi3u ¢ aTuM nHGOPMATUBHOCTD 1a-
PHOCTUKM JaHHOHN TPYIIIbl 3a60JIeBaHUN METOIOM IPO-
TOYHOH IUTOMETPUU MPOJIOJIKACT YTOUHATBCS, UTO OTpa-
skeno B kaaccubukanuu BO3 2008 [5]. B npexncrasiennoit
CTaThe AaHATM3UPYIOTCS JAaHHBIE JIUTEPATYPBDI, TOCBAIIEH-
Hble U3YYEHUIO BO3MOKHOCTEH MMMYHO(MEHOTUITNYECKO-
rO aHaJKM3a ¢ TIOMOIIBIO METO/Ia TTPOTOYHOM IUTOMETPUU
st iubdepeHImanbHON IUArHOCTUKY OIyXOJIel U3 3pe-
abix T/HK-knetok.

Onyxomu u3 3peasix T- u HK-kiaetok

BompmmHCTBO cirydyaeB XpOHUYECKUX JTUMQOTIPOITH-
dbepatusHbIx 3a00aeBanuii (JITI3) cocTaBisgior omyxoan
u3 3pesbix B-kierox (95%) [9, 10]. Ha momio omyxoseit
n3 spenbix T/HK-kmeTok mpuxoauTest okomo 5% oT Beex
HabGonennii xpoundeckux dopm JII13. B knaccuduka-
nuu Becemupnoit opranusanuu 3apaBooxpanenus (BO3)
2008 roza mpe/icTaBIeHO MOPSiIKA 23 HO30IO0THUECKIX (hOPM
orryxouteii u3 3penbix T- u HK-kerox. YesoBHO uX pasje-
astior Ha 4 rpynmner: T/HK-kierouHbie Heonmasmbl ¢ mpeo6-

JnajianveM Jieiikemudeckux rposisyienuit, T /HK-kierounbre
HEOTIJIA3MBI € TIPEOOTaIaHIEM 9KCTPAHOIATBHBIX TIPOSTBJIE-
Hi, T-KJIeTOUHBIE HEOTIIa3MbI ¢ TIPeobJIalaHeM BOBJIeYe-
HUA B TATOJIOTUYECKUH TTPOTIecC KOXKU 1 T-KiIeToyHble Heo-
MJIa3Mbl ¢ TIpeodIafiaHieM HOMANbHBIX MPOABICHUN [4].
Hawubosee BasKHYIO POJib IPOTOYHAS [IMTOMETPUST UTPAET B
muddepentmanbuoit guarnocrtuke T/HK-ki1eTounbrx omy-
X0JIeH ¢ JIeHKeMUYeCKUMU TIPOSIBJICHUAMH, TIPE/ICTaBJICH-
HBIX CJICTYIONTMMU HO30JI0THYecKuMU hopmamu: T-KieTou-
ubri mposmmoruTapubiii eiiko3 (T-11JLT), T-knerounsrit
JIeIK03 13 6oIbIINX rpany sspHbIX auMbormtos (T-JIBIJT),
xpounueckoe jumpornponudepatusnoe HK-knetounoe
3abosieBanue (HOBasi/BpeMEHHast KATETOPUSI 110 Kiaaccuhu-
karmmu BO3), arpeccuBnbiii HK-knerounstii neiikos, T-kire-
TOUHBIH Jieitko3/mumMdoma B3pocibix (TKJII/JIB), curapom
Cesapu (Takyke OTHOCUTCS K KOKHBIM Bapuantam ). Kpome
TOTO, IPOTOYHO-TIUTOMETPUYECKUT aHAIM3 HEOOXOIMIM JIJIst
JIMarHOCTUKH TertatoctieHndeckoil T-kaetounoit mmmboMbl
(OTHOCAT K 9KCTPAHO/ATbHBIM BapUaHTaM) U aHaIlJIACTH-
4ecKOU KpynmHOKJIeTouHOH tuMdoMbl, kak AJIK-1mo3uTns-
noit, Tak u AJIK-neratuBHoli (HOmabHble BapuanThl) [9,
10, 11, 12, 13, 14, 24, 25, 26]. B tabauie 1 npeacrapieHbl
NMMYHO(DEHOTUITMYECKHE XapaKTePUCTUKN HEKOTOPDIX U3
BBINIETIEPEYNCIEHHBIX 3PEJbIX T-KJIETOUHBIX OIyXOJIeH.
Xponundeckue T-KIeTOYHBIE OMYX0JIU OTHOCATCS K TOCTTH-
MHUYECKUM HOBOOOPA30BAHMM, TAK KaK SIBJISIOTCS HETATUB-

Ta6Anua 1. UMMyHOeHOTMIMYEeCKas XapaKTepUCTMKAa XPOHUYECKMX T-KAETOUHBIX Aeitko30B [6, 23]

Mapxkepbl T-TIJIJI TKJI/JIB CC T-JIBIJI

TdT _ B B _
CD1 _ -~ _ _
CD2 ++ ++ ++ ++
CD3 ++ ++ ++ ++
TcR-a ++ ++ ++ ++
TcRg _ _ _ +
CD4%/CD8~ + ++ ++ _
CD4'/CD8* + _ _ +
CD4-/CD8* + _ _ ++
CD4-/CD8- _ _ _ _
CD5 ++ ++ ++ ++
CD7 ++3 + + ++
CD16 _ _ _ +
CD56 _ _ _ +
CD57 B B _ ++
CD25 W ++s + +
HLA-DR B + +

Cumsonvt: —, <10% 71eiiko30B 1103uTUBHLL, +, 10—25% 1efiK030B O3UTUBHLL, +, 25—75% J1eIK030B IO3UTUBHBLL; ++,
>75% JIeiIK030B TIO3UTUBHBI; W, cJ1abast SKCIIPECCHs aHTUTEHa; S, CUJIbHAs SKCIIPECCHs aHTHTEHa.

Coxpawenus: T-11J1JI — T-kaerounsiii mposnmMdborutapHsbii jetikos; TKJI/JIB — T-kaeTounsrii jefikos/mumboma
Bapocibix; CC — cunnpom Cesapu; T-JIBIJI — T-kieTounblii j1eiikos U3 O0JIbIINX TPAHYJISPHBIX JUMQOIUTOB.
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HBIMH 110 TEPMUHAJILHOI /IE30KCUHYKIeOTUIUATpanchepa-
3e (TdT) u anrureny CD1a, xapakTepHbIM JJIsI pAHHUX
artanoB auddepertpoBku T-TUMGbOIUTOB, TPOUCXO/ISAIINX
B TuMyce. OHM BCTPEYaIOTCS HEYACTO U TIPEJICTABJISIOT CO-
6OI1 OIyX0JIU C BbIPA)KEHHOU reTepOreHHOCThIO KJINHUYe-
CKMX, MOP(MOJIOTTYECKUX U MMMYHOJIOTUYECKUX XapaKTe-
puctuk [9, 10, 11, 12, 14]. B 60/bLIMHCTBE CJIy4aeB P 9THX
sefikosax srcipeccupyiorest TCRo/P nporentsr, B TO Bpe-
Ms kak akcrpeccust TCRy/d BcTpeuaeTcst KpaiiHe pejiko,
1 00HAPYKUBAIOTCA B 0OCHOBHOM 11pu T-JIBIJI.

[TpoBenenre UMMYHO(DEHOTUITHYECKOTO aHAIM3A C T10-
MOII[BIO TPOTOYHON IIUTOMETPHUH 1T03BOJIIET IPOBECTH -
(hepentmpoBanme MexXIy ONMYX0JaaMH T-KJI€TOYHOTO MPo-
ucxoxnenus (CD3") u HK-knerounoro nmpoucxoxaenus
(CD3-CD16*CD56%), a Takske KgaccuuIimpoBaTh pas-
smanbie popmbl atux 3abosesanwmii [9, 10, 11, 12, 13, 14].
[Tepudepuueckne T-KIeTOYHbIE Oy X0 MOTYT OBITh KJIac-
cuduimposanbl Ha TcRoP™ u TcRyd* T-kierounbie mpo-
mudeparnun. Tem He menee, cienyer orMetTuth, uto TCR
MOJIEKYJIbI He BCET/IA OIPEAEIIIOTCA IPU 1epruepruuecKux
T-kierounpix omyxosgx. Kpome aToro, jid MMMYHOJIOTH-
YeCKOIT KIacCU(DUKAIIN JIOJKEH OBITH TIPUHSIT BO BHUMAHHE
nmmynodenorun CD4/CD8, ocobeHHO ecii BHYTPUKJIE-
TOYHBIE IPAHYJIBI COJEPKAT IIUTOTOKCHIECKHE GETKI, KOTO-
phle SIBJISIOTCS TUNUYHBIM npusHakoM it CD8+ T-kire-
TOYHBIX OITYXOJIeH.

HK-kJeTounble OIyXoJu Tak:ke MO3UTUBHBI JIJIS [IUTO-
TOKCUYECKUX MPOTEMHOB, OJHAKO OOBIYHO HETATUBHBI 110
antureny CD8. HepaBHo o6HapyKeHHbIE pa3/imyHble HATY-
paJibHble YesoBeYyecKrue MUTOTOKCHMYECKHe PeIenTOpPb
(NCRs) 6bu1u naeHTHGUIMPOBAHBI KAK MEXaHU3M 3aI1yCKa
MpoIecca eCTeCTBEHHON KJIeTOUHO-0TI0CPe/I0BAHHOM ITUTO-
torcuanoctr. K aum otHocsitest NKp46 (CD335), NKp44
(CD336) u NKp30 (CD337) 6enku, KOTOpPBIE SBJIAIOTCS
MeIMaTOPaMU TIPOIIECCOB IIUTOIN3A AJIJIOTEHHBIX U OIYXO0-
JIEBBIX KJIETOK, a TAK:Ke MH/YIIUPYIOT TIPOLYKITUIO IIUTOKHU-
HoB. Ananus axcripeccuu NCR-perentopoB MOKHO TIprMe-
HATD 17151 noaTBepkaears HK-kmerounoro nponcxoskaenus
omyxoueit [15, 16]. Kpome storo, HK-kireTku u iutoToK-
cudeckue T-KIETKU B Pa3HOM CTEIeHU 9KCIIPECCUPYIOT pas-
Hoobpasubie unruoduropusie perentopsl (killing inhibitory
receptors, KIR), crierinduunibie s mosiekyst kinacca HLA-T,
nanpumep, CD94, CD158a, CD158b, CD158e u CD161,
KOTOPBIE IPETIATCTBYIOT ITPOIeccaM U TOTOKCUYHOCTH 1TPO-
TUB ayTosiorndubix kjnacca HLA-I mo3uTuBHBIX KIETOK.
O6uapyskenue MoHoTunn4Hoi sxcrnpeccun KIRs wnn 06-
HapyKeHUe OTCYTCTBUS IKCIPECCUU Kakoro-uubynp ns KIR
AHTUTEHOB MOKET UCIIOIB30BATHCA KaK 3aMEHUTEeTh MapKe-
pa KJIOHAJIBHOCTHU Ha IIpoTenHoBoM yposHe |17, 18]. Heob-
XOJIUMO TaKIKe TOYEPKHYTh, 4TO abeppPaHTHOE COOTHOIIIE-
une CD4,/CD8 u otnowmenue TcRoB/TcRyd e MoryT ObITH
HCIOJIb30BAHbI /LIS TOITBEPKAECHUS KIOHAIbHOCTH. TeM He
MeHee, TOCTyITHbIe B HacTostIee Bpemst MKA VB, Vy u V§
MO3BOJISTIOT oTpe/iesisiTh MoHotunnanbie TcRP 1 TeRyd, uTo,
B CBOIO 0Yepejib, IaeT BO3MOKHOCTD MPENOJIOKITH KO-
HaJIbHOCTH HOBoOOpasoBanus [ 19, 20, 21, 22]. Oxnaxo dop-

MaJIbHOE MTOATBEPIKIEHUE KIOHATBHOCTH MOXKET OBbITh T10-
JIy4eHO TOJIbKO II0CJie TPOBEJEHUS MOJIEKYJISPHBIX
NCCJIEeI0OBAHNI.

3uokauectsennbie kaerky npu T/HK-JITI3 MoryT 6bITh
JIMIIEHBI OTHOTO WU (0Jiee MAPKEPOB, UJIH MX KCITPECCUST
PE3KO CHUKEHA, HO 3T U3MEHEHUS He SIBJSIOTCS CIIelu-
(praHbIMY 17151 JIEHKO3HBIX KJIETOK, TAaK KaK BCTPEYAIOTCS B
peakTUBHBIX T-KJIeTOUHBIX MOYJIAIUIX.

T-kerouHblit TPoJUM@OIUTAPHBI JeHK03

T-IIJLJI cocraBisier NpubAN3UTEIbHO 2% OT BCEX JIei-
KO30B U3 MaJIbIX JIUM(OIIUTOB Y B3pocbix. He 0OHapysKeHO
CBS3M € TeorpapuiyecKoil pacpoCTPaHEeHHOCTHIO WK BU-
pycamu. T-KJIeTOUHBINH TPOJTUMGMOIUTAPHBIN JTEHKO3
(T-T1JIJT) xapakTepu3syeTcsi arpecCUBHBIM Te€4EHUEM U CO-
MTPOBOKIAETCA CILIEHOMeT e, TuMdaeHonaTei 1 Bbl-
PasKeHHBIM JIEHKOTIMTO30M B Tieprdeprueckoii KpoBu. Y He-
KOTOPBIX MallMEHTOB MOJKET TPOTEKATh B I/IHI[OJICHTHOf/i
dopme, Kotopas Henszbe;kHO Tporpeccupyer [27].

OryxoJieBbiii cyOCTpaT mpeacTaBieH HeOGOMBITIMHU HITH
CpeziHeTo pasMepa mpoauMGOIUTaMu ¢ Ge3rpaHyJIsIPHOI
c12060-6a30(UIIBHOI IUTOILIA3MOII ¢ BBIITYNBAHUSIMU.

[Tokasano, uTo, 110 KpaitHeit Mepe, B 60% ciydaes KieT-
xu ipu T-T1J1JT umerot pernorun CD3*CD4*CD8-, B 25% —
CD3*CD4*CD8*, B 15% — CD3*CD4 -CD8" [14, 23].
T-I1JIJI MmoxxHO mMMyHOJ0THYeCKH MuddepeHnnpoBarth
ot sipyrux BunoB CD4™ T-KieTOYHbBIX JTEHKO30B 110 BBICOKO
mwrotnoctu anturena CD7, a Takke 110 OTCYTCTBUIO WU
crnabomy BzaumopeiictBuio ¢ MKA k antureny CD25
(rabu. 1) [14].

Ha pucynxe 1 npusenen npumep caydas T-T11JLJL. [Tpu
aHa/Jn3€ TOYEYHDBIX TUCTOTPaMM B JII/IMCI)OHI/ITapHOM OKHE
(R1) obnapysxensl CD3+ T-kj1eTku ¢ MMMYHODEHOTUIIOM:
CD2%/CD4*/CD5"/TCRa/B*/CD75"/CD8 /CD25~
CD1a™ (puc. 1).

OrMeuaeTcst IPAaKTUIECKU TOJTHOE OTCYTCTBHUE IKCITPEC-
cuu B-kierounbix anturenoB u Mapkepos HK-kieTok.

T-KJIeTOuHBIH JIEHKO3
U3 0OJIbUIMX TPAHYJISIPHBIX JUM(DOIUTOB

Jleiiko3bl U3 OOJIBIINX TPAHYJISIPHBIX JTUM(POIIUTOB CO-
CTaBJISIOT OT/EBHYIO TETEPOTEHHYIO TPYIITY XPOHUIECKITX
T-kaerounsix onyxoueii [ 11, 25]. st T-JIBIJI xapakrepha
cBoeoGpasHast KIMHIUYeCKast KapTuHa 6ojiestn [13, 25].

O6nosnennas kinaccudukaius BO3 2008 gaer gono-
HUTEIBHOE MOHNMAaHNE STHOJIOTUN ATOTO PEIKOTO ¥ TETEPO-
renHoro 3abonesanus. T-JIBTJI npeacrasiasger coboi Kio-
HAJIBHYIO TMOMYJISAINIO ITUTOTOKCUIECKUX 3(DHEKTOPHBIX
T-xmetok. JacTast acCOMMATINS € Ay TOMMMYHHBIMI 32a60.T€-
BAHUSIMH, TAKUMW KaK PEBMATOWIHBIN apTPUT U JIPyTHUE,
MO/ITBEPKIAET, UTO ATU KJIOHBI BOSHUKAIOT TIPU JTUTETBHOM
UMMYHHOH cTuMy A, OJIMTOKJIOHAIbHAS U HHOT/A KJIO-
HasbHas akcnancud anmponutos T-JIBIJI moryT mpousoii-
TH TIOCJIE AJITTOTEHHON TPAHCTITAHTAIIUY CTBOJIOBBIX KJIETOK,
B aCCOIUAITNN ¢ B-KI€TOYHBIMY OMYXOJISIMU U TIPU JICUCHUH
UMaTHHUOOM MAIUEHTOB ¢ XPOHNYECKUM MIETOUIHBIM JICH-
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Puc. 1. IIpoTouno-1uToMeTpUYeCKUil aHATI3 JIN3MPOBAHHBIX KJIETOK IesibHoi KpoBu manuenTiu ¢ T-T1JIJ1.
OrnyxoJieBble KJIETKU B JIAHHOM CJIydae TIO3UTUBHBI 110 cJeayionmm anturedam: CD2, CD3, CD4, CD5, TCRa/f, CD7 (sipko),
neratusubl 110 anturenam CD1a, CD8 u CD25

ko3oM. Bosee 50% neiikemuit T-JIBIJI akcnpeccupyior
CDY94/NKG2 u penenitopsl cemeiictBa KIR. Onnoponnas
akcnpeccus einHcTBeHHON n30(hopMbl KIR MokeT cary:KuTh
KaK MapKep KJIOHATBHOCTH [4, 27].

Boapmuucreo T-JIBIJI seiiko30B OTHOCATCS K
TCRaf"-nuneitnpiM 1 umeior ummynodenorun CD167,
CD57%,CD45RA*, CD122*, CD25, B To BpeMs KaK TT03H-
TuBHas sKcipeccus anturena CD56 nabionaercs Julib
y HeboubIoro uncsa maiuentos ¢ T-JIBTJT (tabu. 1) [29].
Onu gsistiiorest 06braHo0 CD4~/CD8Y, ogHako MHOIIa 01-
MeuaeTcst Koakcnpeccus anturenos CD4 u CD8 u ouenn
penko ummynodenorun CD4"/CD8™ [29]. Penko Berpeua-
iomuecs T-JIBIJI TCRyd* (10—15%) siBistiorcst ipenmy-
mecrsenno nosutusubiMu 1o CD2, CD3, CD5, CD7, CD8
n CD57 [30, 31, 32, 33]. Okcnupeccust anturenos CD16,
CD56, CD11b u CD11c noBoJbho Bapuabesbha. B moso-
BUHE cJTy4yaeB oOHapyxuBaetcst VY9 /V2-ummyHobeHOTHII,

1/3 cayuaeB siBisieTcs nosutuBHOU 110 V31 u Vy, Ho mHe-
CKOJIBKO nHomy, ueM Vy9 [31].

B npomnom pacnosuaBanue T-JIBIVI kak 3s10kauect-
BEHHOTO HOBOOOPa30BaHKs ObLIO 3aTPYAHEHO M3-3a KaXKYy-
merocst J0OPOKAYECTBEHHOTO KIMHUYECKOTO T€YEHUST U
OTCYTCTBUS METOJMK /IOKA3aTEIbCTBA KJIOHATBHOCTH. Bee
HTO CIIOCOOCTBOBAJIO MOSIBJIEHUIO PA3HBIX HA3BAHUIT JAHHOTO
3abosieBanus, Harpumep, T-y-1uM@OIUTO3, XPOHMYECKHIT
T-kserounbiit TuMpOIINTO3, XpoHnveckas T-jumdonurap-
Hast Jielikemus u iumbornposindepaTuBHOe HapyIEeHe rpa-
HYJISIPHBIX JuMbonuTos [25]. B GoabIiuHCTBE CIy4aeB
muarno3 T-JIBIJI moskeT O6BITH TIOCTaBJIeH HA OCHOBAHUU
CHIELYIONUX KINHUYECKUX U JabOPaTOPHBIX KPUTEPUER:
1. mumdonuTos Gonee 2x 109/1 win ummyHoGeHOTUIINYE-
CKasg WK MOJIEKYJIIpHAS OUYEBUIHOCTD 9KCIIAHCUU OTEJIb-
noii JIBIJI nomysigmmm, nepcuctupyioniei B Tedenue 6 me-
csaies u Gosee 6e3 BupaumMoil npuuwasl; 2. Mopdosorst
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Puc. 2. IIporoyno-mrTroMeTprdecKnii aHaIN3 IN3NPOBAHHBIX KIETOK 11esIbHOI kpoBu manuenta T-JIBIVI.
OmyxosieBble KIETKN B JAHHOM CTy4dae TIO3UTUBHBI 110 CIEAYIONNM aHTUTeHAM:
CD2, CD3, CD5, CD7, CD8, TCRo/B, CD57 u nerarusust CD16, CD56

smmboIuToB repudepudeckoit KpoBu (ITUTOMOPGHOTOTHS
kietok ipu JIBIJI He cylecTBeHHa, HO MOXKET UCIIOJIb30-
BaTbhCS KaK JIONOJHUTENbHBIN KPUTEPUIL JIJIs1 TOJTBEPIKIE-
Hus quarnosa); 3. Heilrporenys nim Kakoii-HuGy1b Apyroii
BU/I ITUTONICHUM [TPU OTCYTCTBUM BbIPAsKEHHON HH(UIBTPa-
1MUY KOCTHOTO MO3ra; 4. [loMUHUPOBaHME OT/IEBHOM CIIeI -
(bugeckoii T-K1eTOUHOM CyOIOIYJIALNN, BbISIBJIEHHOH IIyTeM
UMMYHO(DEHOTUITHYECKOTO aHAIM3a MEMOPAHHBIX MAPKEPOB
(nanpumep, CD8, CD16, CD56, CD57 u HLA-DR) [12, 25,
34]. Hapsiny ¢ uMMyHO(MDEHOTUIIMPOBAHUEM HEOOXOAUMO
MTPOBEZIEHUE MOJIEKYJISIPHBIX UCCIIE0BAHUT JIJIS TO/ITBEPK-
JICHUS KJIOHAJIBHOCTH Ha OCHOBE OIIEHKHU ITPOIIECCOB PeapaH-
JKUPOBKM Pa3IMUYHBIX 1ienieli T-kaeToyHoro perenTtopa.

Ha pucynke 2 npusenen npumep cayvast T-JIBIJL. Ox-
HUM U3 HanGoJiee TOJEe3HbIX TOUEYHBIX IPahUKOB JIjIs1 Ji1a-
rHoctuku T-JIBIJI siBsieTcs 10T-110T, IEMOHCTPUPY IO
UHTEHCUBHOCTH 9KcIIpeccuu anTurena CD5. B ganHowm cory-

yae 30Ha paclipejiesieHusl aHTUTeHA HAMHOTO ITUpe, 4eM
yposenb akcrpeccun CDS Ha HOpMasbHbIX T-mumMponuTax.
ITO XapaKTepHblii pusHaK s 6ospimHcersa JIBLJL ITpu
JIBTJI 06bI9HO MOKHO UAEHTUDUILUPOBATH BTOPYIO JANUCK-
PETHYIO MOMYJISIIUIO 10 c1aboi akcrpeccuu anturena CD5*
na BIJI, a unorga 1/3 us Hux Herarusna mo CD5 (morepst
CD5 Ha sieiiko3HbIX KJIeTKax ). B nanHom cirydae Ha rpacu-
ke pacipesesierust anturera CDS BUIHO JiBe TPYIIIIBI KJle-
TOK, OJIHa U3 HUX — OoJiblas rpynna kiaetok CDdim*
(co caaboii aKcTpeccreii aHTUreHa), a BTopast — MaJieHbKast
obaacthb ¢ HopMasbHbIM pactipeznenennem CD5. Kpome ato-
ro, orryxoJieBbie KiaeTku 3aech CD8*CDS7* u siByistiorest
HeraTUBHBIMU 110 JIpyruM Mapkepam HK-kierox CD16,
CD56, a Takske TTO3UTUBHBI TOJIBKO 110 T-KJIeToYHOMY pe-
nenrtopy aff (CD3*TCRaf"). Habmomaercs takke Bapua-
6esbHast akcnpeccus anturenos CD2 u CD7. 3o kiaccu-
yeckuit ummynodenorur s T-JIBTJLL
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Xpounueckoe mumponposudepaTuBHoe
HK-knetounoe sa6onesanue (XJII13-HK)

Xporuueckoe aumdotnpoaudepatusaoe HK-kmetou-
Hoe 3a6oJieBaHe (BPeMEHHOE Ha3BaHUe) — HOBasl yCJIOBHAs
Hozosornyeckas dopma B kaaccupukanmu BO3 2008 T,
BbI3BaHHAs He0OX0AUMOCThI0 oTinunTh HK-KIeTouHbIe
JITI3 ot arpeccusnoro HK-kirerounoro neitkosa. O6beau-
HSIET Pa3JINYHbIE U TeTePOTeHHbIE TIOTEHITNATbHbBIE HEOTlIac-
THYeCKUe nposudepalnu, paHee onpeaesasBIInecs Kak
xpormdeckuit HK-kmeTounsrit mum@onnTos, XpoHmdeckoe
sumdonposndepaTuBHOE 3a00JeBaHue 13 OOJBIINX Ipa-
Hy spHbIX HK-miMdonnTos 1 iuMdo1inTos GoJIbImx rpa-
nysnapubix HK-kietok [4]. Onu penku 1 XapaKTepusyioTcs
nepcucTeHTHBIM (> 6 MecsieB) yBesnuenneM NK-kieTox
nepudepuueckoit kposu (> 2 x 109 /1) 6es sicno onpeaens-
emMoil mpuuyuHbl. [IposBisgeTcst y B3pOCIbIX, MeTnaHa BO3-
pacta 60 Jet, kak y sKeHII[UH, TaK U y My»KuuH. B otiinune
ot arpeccuBHOTO HK-KII€TOUHOTO JTeiTko3a, HET HUKAKOH
paccoBol TPeAPACTIONOKEHHOCTH Uan accoruanuu ¢ EBV.
OueHb TPYAHO PA3JTUYUTH OIYXOJEBbIE U PEAKTUBHBIE
HK-xnetku. Mopdosorndaeckn 3T KJAETKU UAEHTUUHBI
¢ T-JIBIJI, vo nmetot henotunt HK-kirerox (CD2*, CD3,
CD4-, CD8-, CD16%, CD56%, CD57"). HK-knerku Hera-
TUBHBI 110 TOBepXHOCTHOMY CD3, HO TO3UTUBHBI TIO TTUTO-
mrazmatnaeckomy CD3e. Mapkepsl IIUTOTOKCHYECKNX
T-xrnerok, takue kak TIA1, rpansum B n rpanzum M, mo3u-
tusHbL Dkcnpeccruss CD2, CD7 u CD57 MoskeT ObITh CHU-
JKeHa WJIM OTCYTCTBOBATH, B TO BPEMsl KaK MOKeT HabJIt0-
natbest abeppanTHast kKoskcnpeccust CD5 u CD8. Dxenpec-
cus cemetictBa KIR pernenropoB HK-kietok man orpann-
YeHa 0ffHOI 130(hopMOH MM TIOJTHOCTHIO OTCyTCTBYeT. Ha
MOJIEKYJISIPHOM YPOBHE HET HUKAKUX PeapaHKUPOBOK FeHOB
nvmmyHorao6yaunos 1 TCR. Hanbosee TpyaHO yCTaHOBUTD
kyoHaIbHOCTh HK-KeTounbIx nomynganuil, noatomy aua-
THO3 XpoHUYecKoro auMdornpoandepatnsaoro HK-xie-
TOYHOTO 3a60JIeBaHNsI TPEOYET 0KA3aTEIbCTBA CHCTEMHOTO
3aboJieBaHUsI, HaIpUMep, B-cUMITOMBI, HHMUIBTPAIUS
KOCTHOTO MO3ra, cesie3eHku nian nedenn. XJI113-HK mosker
MIPOSIBJISITHCS B ACCOIUAITUH C IPYTUMU 3JI0KAU€CTBEHHBIMU
U ayTOUMMYHHBbIME 3a60/1eBaHusAME. KiImHnuecKkoe reueHre
1 JledeHne — To ke camoe, 4yto u ipu T-JIBIJI [27].

Arpeccusnsiii HK-knerounsliii eiiko3

Jleliko3 13 HATYPaThHBIX KUJIJIEPOB XapaKTepU3yeTcst
kjaoHabHOU nponudeparmeit HK-kireTok, arpeccuBHBIM
KJnHIYecKuM TedeHueM |1, 36]. 3aboseBanne perucTpu-
pyercs varie B cTpaHax A3uu y JIUIT MOJIOJIOTO BO3pacTa.
XapakTepusyercsl IUXOPAJIKOH, remaToCIIeHOMeTaanel,
MOPAKEHUEM KeTYI0UHO-KUTIETHOTO TPAKTa, JuMbase-
Homatueil. ArpeccuBubiii HK-KIeTOUHBIN JTEITKO3 MOXKET
OCJIOSKHSATHCS KOATYJIOTATUSMI, TeMO(harouTapHbIM CHH-
JIPOMOM, TIOJTHOPTAHHOI HEJIOCTATOYHOCTHIO. B marorenese
JIeliK03a M3 HATYyPATbHBIX KUJJIEPOB UTPAET POJIb BUPYC
Inmrreitna—bapp. B kocTHOM Mo3re HabJII0[aeTCS MACCUB-
Hag nHbUIBTparusa omyxosaesbiMun HK-kmetkamu, nmero-

My Mopgodtoruio BIJI. MoryT BerpeuaThest peakTUBHbBIE
THCTUOIMTHI ¢ ABJIeHUsAMU TeModaronuTosa. B nepudepu-
YeCKOU KPOBU PErUCTPUPYIOTCS aHEMUSI, JIEHKOIUTO3 ¢ ab-
COJOTHBIM JInM@oinTo30M 3a cuer BIJI. O6bIYHO 0YeHb
BbicoKa chiBopoTtounas JI/[I. B koctnom mosre u I1K mo-
ABJAIOTCA HeZlocTaTouHO 3pesibie HK-kieTku, yacTo ¢ HyK-
JIEOJION. DTH OIyXOJIeBbIe KJIETKH jieMoHCcTpupyioT CD2-,
sCD3-, CD3e*, CD56%, CD57-, CD16" CD4~ (75%-i1) de-
vorut ¢ 3adatkom renoB TCR. B kmaccudukanun BO3
2008 sadukcupoBaHO HOBOE HAOMIOAEHIE — DKCIIPECCUST
Fas smranza omyxoJieBbIMM KJI€TKAMH U €T0 TIOBBIIEHHBIi
YPOBEHb B CBIBOPOTKE KpoBU [4, 27].

B penkux ciyyasgx MOXKeT pa3BUThCS U3 9KCTPAHOAAIb-
noit HK/T-kierounoit 1um@oMbl U1 XPOHUYECKUX JIUM-
donponudeparusubix HK-kaerounsix saboneBanmii. XoTst
ecTb HEKOTOpbIe 00II1e YepThl, BK/Io4as npucyrcrsre EBV,
arpeccuBnblii HK-kjieTounblii KO3 OTJIMYAETCST OT 9KC-
tpanozanbnoit HK/T-kinerounoil mumdombr: 60J1ee MOJIO-
JIbIM BO3PacTOM, BLICOKOH 4acTOTOH BOBJIeUeHUs B IIaTO-
JIOTUYECKUI Tipoliecc nedenu, cenesdénku, [IK u nuskoii
4acTOTOH BOBJIEYEHHOCTH B [TATOJIOTMYECKUI ITPOIIECC KOXKHU,
pacipocrpaHenrem 60Je3H1 U OBICTPLIM (DaTalbHBIM HCXO-
JIOM, HECMOTP# Ha JIeYeHHUe.

T-keTouHblii Jeiiko3/mMdpoMa B3pOCIbIX

T-kseTounblii Teliko3,/mmMboMa B3POCTBIX IHAEMUYEH
quisg Slnonnu u crpan Kapubckoro 6acceiina. On 00ycioB-
JIEH 9H/IEMITYHOCTBIO YeJI0BEYEeCKOTO T-KIeTOUHOTO BUpyCca
I tuma (HTLV-I) B atux pernonax. Y Bcex TAlUEHTOB
¢ TKJI/JIB nabatofaeTcst BCTpauBaHUe reHOMa BUPYycCa
HTLV-I B /IHK 7n1€iiK03HBIX KJIETOK, B CBI3U C 9TUM JIJIsI
noarsepskaenns auarnosa TKJL/JIB tpebyercs oGHapyKe-
Hue B kpoBu antutes kK HTLV-I uinu camoro Bupyca. M-
dexrus HTLV-1 sarparusaer 15—20 MuiMoHos ozieit BO
BCeM MUpe, X0Ts1 95% U3 HIX, BEPOSATHO, OCTAIOTCS HECCUM-
TITOMHBIMU HOCUTEJIAMU, C IPEATIO/Iara€éMbIM ITOKU3HEHHBIM
puckom passutust TKJL/JIBy 1-5% [27]. Knaccudukarnmst
BO3 2008 npeycmaTpuBaeT 1uariocTUYECKe KPUTEPUHT
s kimmandeckux noarumos TKJL/JIB, kotopbie koppesu-
PYIOT ¢ KIMHUYECKUM UCXOZOM. BBIIENIIOT caemyoniie
KIMHWYECKUE TTOATUTIBI — BAJOTEKYTHe (MEIJIEHHO TPO-
rpeccupylonue ), XxpoHudeckue (yMepeHHO TPOTpeccupyio-
1ue), ocrpbie (OICTPO IPOrPECCUPYIONIHIE ), MOJTHIEHOCHO
nporpeccupyioire [4]. B To Bpems kKak mpU3HaHbBI YEThIPE
KIIMHUYECKUX BapuaHTa, IMariOCTUYEeCKNEe KPUTEPUU TOJIb-
KO JIJIsT IEPBBIX TPEX U3 HUX OOPUCOBAHBI B OOIIUX YepTax
B 0OHOBJIEHHOIT Kitaccubukarnui, OmyxoJieBbie JTUM(BOIHTHI
UMEIOT CpeHIe U OGOJIbIIe PasMepPbl, BBICOKOE SIEPHO-
IUTOTIIA3MATHYECKOE COOTHOIICHWE, TPUIY/ITUBbIC S/pa
C pacIeTIeHUsIMU B BUJIC T[BETKA W CKJIAIUATOCTDIO. [l
TKJI/JIB xapakrepen ummyHogenotun CD4TCDS8™ ¢ Bbi-
COKOI T03uTUBHOCTHIO 110 anTureny CD25[10, 12]. Pa3su-
Baercs TKJI/JIB u3s 3apaxennbix HTLV-1 CD4" numdo-
IUTOB, YTO, BEPOSTHO, CIECTBUE BO3/EHCTBUS BUPYCHOTO
TpaHcakTuBaropruoro Genka Tax. Omyxosb TPOUCXOAUT
13 peryagaTopHbIX T-kjaeTok mepudepudeckoil KpoBH
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Puc. 3. [IpoToyHO-TIMTOMETPUYECKHIT AHAIN3 JIU3UPOBAHHBIX KJIETOK IeJbHOI KpoBH MaiuenTa ¢ cunapomom Cesapu.
OrnyxoJieBbie KJIETKU B IAHHOM CJIydae TIO3UTUBHBI 110 caeayionm anturenam: CD2, CD3, CD4, CD5, TCRa/p
n neratusnbl 1o CD§, CD7, CD10, CD19, CD20, CD25, HLA-DR CD16, CD56, CD57

(CD4"CD25"FoxP3"), koropsie sxcrpeccupyior FoxP3 u
rokasbiBaioT naTerparuio nposupyca HTLV-1 8 /IHK [4,
27].

Cunzapom Cesapu

Cunznpom Cesapu nipeictaBsier codoii peiko BeTpeyda-
IOLIIACS TeiKeMUYeCKil BapUaHT IPUOOBUAHOIO MUKO3.
ITOT CMHIPOM XapaKTepu3yeTcd HATNYUEM 3PUTPOJICPMUH,
muMpoaieHOTaTUNN U IUCCEMUHATINEN JIETKEMUYECKUX
KJIETOK B Tiepudepudeckyio kKposb [10, 27]. Heobxoanumo
OTMETHUTD, YTO MATUTHU3UPOBAHHBIE KJIETKU ITPU HTOM 3a-
60JIeBaHUE UMEIOT sI/[pa MO3TOBUIHOM hopMbL. J[uarHoctu-
yeckue kputepuu 171 CC BKIIOYAIOT TPUCYTCTBUE OJTHOTO
i GoJiee CIEAYIONUX IPU3HAKOB: a0COIIOTHOE KOJIYe-
ctBo kyretok Cesapu murnmym 1000 k1eTok B MM3, yBesn-
yenue nonyssanun CD4™ T-kieTok, npuBojisiiee K COOTHO-
mernto CD4/CD8 Gosbiite 10 u/uii motepe O[HOTO WK
6osiee anturenos T-kierok. Immynodenorut kietok Ce-
3apu Jrydliie orpejiesieH B OOHOBJIEHHOU Kiraccu(uKamm
BO3 2008. Jleitkozupie T-kiaerku mpu TKJIK umeror nm-
mynodenorun CD4*CDS8™ u neratusmsi 1o antureny CD25
[28]. B nonosmenue k CD2, CD3, CD4 u CD5 onu akciipec-
CUpYIOT KOKHBIN JuMborutapubiii antureH (CLA) u skin-
homing pererrrop CCR4,a CD7 u CD26 skcrpeccupyorcst

B HEIIOCTaTOYHOM KosmdecTBe. Ha pucynke 3 npusezen
npuMep caydas cunapoma Ceszapu. B atom ciydae kieTku,
pacIioyioxKeHHble B TUMQPOIUTAPHOM OKHe, uMeloT T-Kkire-
tounblit ummyHodenotur: CD2*CD3*CD4*CD5*TCRa,/p.
Ha o6HapysKeHHBIX KJIETKaX OTCYTCTBYET MO3UTHBHAS 9KC-
rpeccus ocHOBHBIX B-kiterounbix anturenos (CD10, CD19,
CD20), anrurenos NK (CD16, CD56, CD57), anTureHoB
CD25u HLA-DR.

lenatocniiennyeckas T-kiaerounas mumcpoma (I'CTJT)

T'CTJI — penkast Hozosornveckast hopma, TIIaBHBIM 00-
pa3oM BO3HUKAIONIAS y IOHOIIEH WU MOJOIBIX MY KUMH.
IT10 — arpeccuBHas 6OJIE3Hb C XaPAKTEPHBIMU KJINHUYE-
CKUMU TIPOSIBJIEHUSIMU C BOBJIEUEHUEM B ITPOIECC MT€YEHH,
CeJIe3eHKU M KOCTHOTO MO3Ta. ACCOIMUPOBaHA C OUEHb ar-
PECCUBHBIM KINHUYECKUM TEUEHUEM 1 HEOJIATOIPUSTHBIM
nporuosom [35]. Boieuenne KOCTHOrO MO3Ta BbI3bIBAET
[UTOTIEHWIO U, Yallle Bcero, TpombonuTonenuto. Meauana
BO3pacTa Ha MOMEHT YCTAHOBJIEHUS JAMArHO3a COCTABIISAET
34 rona. Jlmarnos ycraHaBJIMBaeTCsI HA OCHOBAHWH BbIIIIe-
YIOMSIHYTBIX OCOOEHHOCTEN HAPSILy ¢ THITUYHON THCTOJIO-
rueil, MoKa3bIBAIONIEN CUHYCOUAATBHYIO HH(PUIBTPAIIUIO
OTTYXOJIEBBIMU KJleTKaMu TiopaskeHHbIX TKaHei. [CTJI mo-
JKET BOBHUKHYTH BCJEICTBUE TPAHCIITTAHTAIIMN COJMUIHOTO
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oprasa u B JIpyTUX cjydasx uMMyHocytipeccuu. Her nuka-
koit accormmaiuu ¢ EBV. [enmarocriirennueckas T-kietounas
sumboMa IBJISIETCs cucTeMHOi Y/d-T-kreTouHol iposnde-
paiueil ¢ XapakTepHbIM ITUTOTOKCUYECKUM UMMYHO(EHO-
tunom (CD16*/TIA1* nvacto CD8*/CD56%) [22, 30, 35]
1 UMeeT aHOMaJIbHYI0 u30XpoMocomy 7q. Berpewatores Ba-
puanHThbl ¢ srcnpeccueit o/f T-kaetounoro perenrtopa. 1o
MOCJIETHAM JIAHHBIM, Ha OITyXOJIEBBIX KJIETKAX HAOMIOAeTCsT
abeppaHTHas dKCIpeccust MHoskecTBeHHbIX usodopm KIR
HapsLy ¢ OTCyTCTBUeM mim craboii sxcnpeccueit CD94 [4].

AHanacTHyeckue KpyImHOKJIeTOYHbIe TMM(pOMBI
(AKK.JI)

[naBHOe M3Menenue, BBeJleHHOE B KJIaCCUPUKAIIIO
BO3 2008, — pasnesienrie cucTeMHOU aHATJIACTUYECKOM
KPYITHOKJIETOYHOI JIMM(OMBI Ha JIBE OT/IEIbHbIE HO30JI0TU-
YecKue (bOpMI)I B 3aBUCHUMOCTHU OT IPUCYTCTBUA NJIN OTCYTC-
tBud ALK rennoii peapam:kupoBku 1 aktusaiinn ALK mpo-
tenna [5]. IsBectHo, uTo npubansnTeabio 60% crucreMHbIX
AKKJI — ALK-1103UTHUBHBIE U UMEIOT 3HAYUTETHLHO JIYUIITYI0
BbBIZKIBA€MOCTb OTHOCUTEJIBHO ALK-HGI‘&TI/IBHI)IX CJIy4aes,
OTIPaB/IbIBAs pasjiesieHre 3TUX JBYX Kateropuil. B nmaroso-
TUYECKUN TPOIECC YACTO BOBJIEKAIOTCS U TUMQOY3JIbI U
skcTpaHogasbHbie yuacTku (50-80%). [Topaskenue kocT-
Horo mosra npu AKKJI nabuogaercst IpubIn3uTeIbHO
B 25% caydaeB. OmyxoJieBble KIeTKI MMEIOT KPYITHBIE sipa
Pa3IMIHON (hOPMBI, BCTPEYAIOTCS MHOTOSIIEPHBIE KJIETKH,
YacTo Ha (hoHe peaKTUBHOTO TTOJIUMMOP(HHO-KJIECTOUHOTO KOM-
IOHEHTa, 4To Tpebyer nposegeHus auddepeHuaabHol
Jquarnoctrku ¢ sumponmoii Xoskkuna. AKKJI orpuniaress-
el 1o EBV (EBER u LMP1). Bo Bcex caygasx AKKJI
kietkn akcnpeccupyfor CD30 [1, 36]. Boxee yem B 50%
caTy4yaeB HabJIOIAETCST SKCIPECCHSI SMUTETNATIBHOTO MEMO-
pamnnoro anturena (9MA), CD45. Xapakrepna axcripeccust
akTUBAMOHHLIX anturenos — CD71, CD25, HLA-DR.
Ixrcmpeccust CD15 Betpeuaetest penko. bosee wacto axc-
npeccupoBanbl CD2 u CD4, sxcnipeccuss CD3 BeTpevaercs
B 25% cayuaes, a anturens CD5, CD7, CD8 wacTo otcyT-
cTBYIOT. Hepeiko BISIBIISIOTCSI MAPKEPBI ITUTOTOKCHYECKUX
rpanyJi (rpansum B, nepdopun).

Anamiactuueckas KpynHokiaerounas sumbpoma ALK-
nozutuBHad (AKKJI-ALK*). ALK — petnenitop Tupo3un
KIHA3BI, KCIIPECCUST KOTOPOH OOBIYHO OTPAaHUYMBAETCS
IEHTPATbHOM HEPBHOU cHCTeMON. XPOMOCOMHAs TPAHCJIO-
kanus t(2; 5) (p23; q25) npuBoAUT K 06pa3oBaHUIO XUMEP-
HOTO TeHa HYKJIe0(hO3MITH-KIHA3bI AHATLJIACTUIECKOI JINM-
ombr (NPM1-ALK), uto onpenensger HO30JI0THIECKYTO
dopmy mmdombr AKKJI-ALKY. B 6oJibinHCTBE Cyyaes
PETUCTPUPYETCS SAEPHOINUTOIIA3MATHYECKAS WU IIUTO-
mazMatudeckas sxcripeccus ALK-mipotenna. XumepHbrii
0eJIOK Comep:KUT 00pPa30BaBIIYIOCS AKTUBUPOBAHHYIO
ALK-KkuHa3y, IpUBOJAILYIO K ObICTPOI Iposindeparm Kie-
TOK WJIM aHTHAronToTudeckomy addexry. bom naentu-
unmposaner mATHAATIATE pasandHbiX ALK-xuMepHbIX
BapUAHTOB. DKCIIPECCUPYEMbIE TeHHbIE TPOMUIIH TOKA3AIN
passimunble MOJIeKyJasipHble curHaTypsbl st ALK u ALK

AKKJIL. 9tor BapuanT HeOOGXOAUMO OTIMYATh OT IEPBIUYHON
KOKHOU aHATJIACTUYeCKON KPYITHOKJIETOYHOU JTUMQOMBbI.
Omnyxouesbie knerkn AKKJI-ALK™' no3uTuBHbI 110 60JIb-
IIUHCTBY SIIMTEIMAIbHBIX MEMOPaHHbBIX aHTUTeHOB (DMA),
AKCIIPECCUPYIOT IUTOTOKCUYECKIE MapKePbl, HabIi01aeTcst
negocrarounas skcrpeccust CD3 u nenocsenroBaresibuast
AKCIIPECCHS IPYTUX ACCOIMMPOBAHHBIX ¢ T-KJIeTKaM1 aHTH -
retoB. Onnako B 90% ciydyaeB MMEIOTCSI FeHHbIE PEAPAHIKI -
poBku TCR. 9ta Hozos0rnyeckas hopma accoruupyercs,
B 11€JIOM, C XOPOIIUM IIPOTHO30M, KOTOPBIN TTPEBOCXOIUT
JII0OY10 IPYTYIO HO30J0THYECKYI0 (hOpMY HOAIbHBIX T-KJTe-
TOYHBIX IUMPOM [4].

AHanjactuyeckasi KpymHOKJeToyHasd JuMdoma
ALK-neratuBnasg (AKKJI-ALK™). AKKJI-ALK™ BBesiena
B kyaccudukaruio BO3 2008 kak epemennas nozonorunye-
ckast opma. Ona onpenenena kak CD30* kpymnHOKIeTOU-
Has HeOIIa3Ma, KOTopasg MOPGOJIOTHYECKHA HEOTININMA OT
AKKJI-AJIK-1103UTHBHOIA, HO HEJIOCTAeT TeHHOW peapam-
skupoBkr ALK 1 oTcyTCTBYeT sKCcIpeccis XuMepHoro oeji-
ka ALK. [Ipyrue ummyHnodeHoTunmnyeckme ocoOeHHOCTH
nozno6ubl TakoBbiM y AKKJI-ALKY, no skcupeccus man-T-
KJIETOYHDBIX AHTUTEHOB UMEET TEHJIEHITHIO OBITH O0JIee yac-
TOM, B TO BpeM$ KaK 9KCIIPecChs IUTOTOKCUYECKIX MapKe-
POB U smHMTENNaNbHOTO MeMOpaHHoro anTureHa (9MA)
pacmpocTpaneHna Menbiie. J[uarnoctTuieckue KpuTepun aToi
HO30JIOTUYECKOI (DOPMBI YETKO He OIpe/lesIeHbl, B 4aCTHO-
CTH, €CTb HEKOTOPOE HAJIOKEHUE C TTOMYJIdIeil nepudepu-
yeckoil T-kaeTouHol JnuMpOMbI HeclenuOUIIMPOBAHHOM
(ITTKJI-NOS), rakxke akcnpeccupyiomieii CD30. Kuu-
nuueckn y AKKJI-ALK™, nporao3 HaMHOTO Xy’Ke, 4eM Y
AKKJI-ALK®, #o ayue, vem y ITTKJI-NOS. B nacrostiee
BpeMsd IPOBOIMMAs Tepalusd — Ta e camasi, YTO U 1IpH
AKKJI-ALK®, HO Tak Kak pe3yibraThl MeHee 3 (heKTHBHBI,
PEKOMEH/TYETCsT, UTOOBI CTAHAPTHOE JIEYEHUE TPUMEHSIIOCH
T0 ke, uto u ripu [ITKJI-NOS [27].

3akaouyeHne

Takum 06pazoM, TPoBeIeHIe UMMYHOMDEHOTUTHIECKO-
r0 aHAJM3a C TIOMOIIBIO TPOTOYHON IIUTOMETPUU UTPAET
CYIIECTBEHHYIO POJIb B IMATHOCTUKE XpoHuveckux T-Kie-
TOYHBIX JIeITK030B. OHO M03BOJIgET TPOBecTH A depeHIu-
pOBaHUe MEXKIY JIeliKo3aMu T-KIeTOUHOTO TPOUCXOKICHUS
(CD3") u HK-xxerounoro npoucxoxaenus (CD3~
CD16*CD56%), a takske KraccuuIMpoBaTh Pa3IndHbe
(opMbI 9THX 3a60JI€BAHUIA.

NnvmynoderoTunupoBanue, IpoBOANMOE C IIOMOIIHIO
MPOTOYHON HuTOMEeTpUH, HOPMUPYET OCHOBY IIJIsi COBPE-
MEHHDBIX ITPOTHOCTUYECKUX KJIaCCI/ICbI/IKaHI/IOHHbIX CHUCTEM
XPOHUYECKUX JIEHK030B. CeroIHs IPOTOYHAS IIUTOMETPUST
Bce 6oJibIiie 1 GOJIbINE TPUMEHSIETCSI ISt IEPBUYHON IHa-
raoctuku HXJI. Hakonerr, MmyasTumapamMeTpudeckasi mpo-
TOYHAST [IUTOMETPUSI [TO3BOJISIET HAZEIKHO NETEKTHUPOBATDH
MUHUMAJIBHYIO OCTATOUHYIO O0JIE3Hb B OOJIBITUHCTBE CITy-
yaeB JUM(pOUAHBIX MaJUTHU3ALMIL, obeciieunBast, TAKUM
o6paszom, IoHuManue cyT 3(hHEKTUBHOCTH TPOBOAUMOTO
JIEUEHUS.
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[TpoBesenne MMMyHOGMEHOTUIIMPOBAHUSA HA PAHHUX
aTarax 00CIeI0BaHNS MAIIUEHTA [TO3BOJISIET TOCTABUTD TOY-
HBII IMarHo3, 4YTo MPUBOJUT K YMEHbIIIEHNIO BDEMEHHU IIpe-
ObIBAHUS AIIUEHTOB B CTAIMOHAPE U MAKCUMAJILHO PAaHHE-
My HasHaueHWIO aJ[eKBaTHOrO JiedeHUs. TeM He MeHee,
BO3MOKHOCTb abepPaHTHON KCIIPECCUN AHTUTEHOB ¢ An(-
(hepeHIInANTBHO 3HAYUMOCTHIO 00y CIIABIUBAET IOCTATOUHO
pezikoe IoJiyyeHre HeBepHoro JuarHosa. B ¢Bssu ¢ atum
OKOHYATeJIbHAS JIMArHOCTUKA U OI[EHKA MPOrHo3a JuMdo-
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Nudopmanus

TECT INNOVANCE® VWF AC:
BbICOKOCTABM/IbHbIN, BbICOKOTOYHbIN U HABEXHbIN

Mpodeccop a-p AHapeac P. Iybep u a-p AapraHa Mergec n3 LleHTpa nabopaTopHOM MegULUHBI
B KaHTOHanbHOM 6osibHULEe Aapay, LLBeluapus, Aanv NonoXxuTebHble 0T3blBbl 06 MCMO/b30BAHWK HO-
BOIO TECTa Ha aKTUBHOCTb dpakTopa ¢oH Buanebparnga INNOVANCE VWF Ac.

B EBpone TecT 6bi1 fOCTYNEH B Hayane NpoLIoro roaa.
B LieHTpe naboparopHoii MeauunHbl KaHTOHaNbHOM 60/1bHU-
ubl Aapay HoBbli1 TecTt INNOVANCE VWF Ac yke B Hauane uions
2011 r. 6bIn BKNIOYEH B NepeyeHb PYTUHHbIX NpoLeayp.

Takxe 3T0T TecT Obin ucnbiTad npod. WHenneHxaimom u
npoc. bynae 8 lamGypre. INNOVANCE VWF Ac nokasan ominyHble
pe3ynbTaThl Npu ONpeaeseHn BCex TUMOB U NOATUNOB 60Ne3HU
BunnebpaHpa. MpuHLMN TeCTa OCHOBAH HA CBA3bIBAHUM (aKTO-
pa toH BunnebpaHpa ¢ anbta-uenbto peyentopa MUKoNpoTeu-
Ha 1b (GP1b) 6e3 pucToueTnHa. TecT XapaKTepru3yeTcs OTIUYHOI
JIMHENHOCTbIO, LUIMPOKMMM NPEienamMu U3MepPeHUs 3a CYET OTINY-
HbIX MApaMeTPOB CTabUNbHOCTU peareHTa (puc. 1) u MUHUMANb-
HOW norpelwHocTblo. OH TakKe ABNAETCA HAleXKHbIM AUATHOCTH-
YECKUM WHCTPYMEHTOM 1 MOKa3a BbICOKYO BOCNPOM3BOANMOCTb
Ha YYacCTBYIOLWMX B UCCNeOBAHUAX CUCTEMAX. Mbl MCMbITBIBANM
JaHHbI TecT Ha aHanu3atopax BCS © XP, Sysmex © CA-7000, CA-
1500, CS-2000i u CA-560. lNpu conocTaBneHn MeTOL0B Ha pas-
JINYHbIX CUCTEMAX OblNa NOyYeHa UCKNIOUYNTENbHAS KOPpenauus
(puc. 2), 4To NO3BONAET TOYHO [MArHOCTMPOBATL 6onesHb Tuna
1 cpeam Apyrux TMNoB v nogTunos 6onesHu Bunnebpaxaa.
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INNOVANCE VWF Ac (cBexuit) / BCS XP % OT HOpMbI

Puc. 1. CpaBHEHME PeaKLMOHHbIX KPUBbIX NPY ONpeAeneHUm aKTMBHOCTU dpakTopa
¢$oH BunnebpaHpa npu Ncnonb3oBaHUM CBEXKMUX U 3aMOPOKEHHBIX PeareHToB

«TecT OCHOBaH Ha cBa3blBaHWM dpakTopa GpoH Bun-
nebpaHaa ¢ anbda-Lensio peLenTopa rMKonpoTenHa
1b (GP1b) 6e3 pucToueTnHa, xapakTepu3syeTcs OTIMYHOM
JIMHEMHOCTbIO U WWPOKMMU Mpegesamn nsmepeHus.
Kpome Toro, peareHTbl 06/1a4at0T HEMPEB30ONAEHHON
CTabUbHOCTLIOY.

Mpodeccop A-p AHapeac P. Xy6ep

B pytuHHO npakTuke mbl npumensem Tect INNOVANCE VWF
Ac npu cnepytowmx noKkasaHuax:

® [IpenonepaLmnoHHbIi CKDUHWUHT HAa PUCK KPOBOTEYEHUI;
MocneonepawunoHHbIA CKPUHUHT HA PUCK KPOBOTEYEHUIA;
YTOYHeHMe gnarHo3a npu reMopparmyeckom fuarese;
MoHuTOpUHT 3chchekTMBHOCTM Tepanuu MUHUpPUHOM;
MOHWUTOPUHT TepaneBTUYECKOW 3aMeCTUTENbHO Tepanum
6onesHn Bunnebparpa.

Pe3ynbratbl MOHUTOPUHTA 3thheKTUBHOCTU Tepanun MuHm-
PUHOM MOKa3blBalOT 3HaYUTeNbHOE yBenuyeHune takrtopa Bun-
nebpaHpa nocse BBefeHus gecmonpeccura (Minirin®), 6bictpoe
AeicTBMe npenapara B TeyeHue 30 MUHYT npu fo3nposke 0,3 mr /
Kr maccol Tena (puc. 3).

bnarofaps npeBOCXOAHOM CTaOMABHOCTU peareHTbl MOTyT
xpaHuTbea npu (-20)—-(-70)° C, yTo no3BonAeT Ham pas B Hefe-
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Puc. 2. CpaBHeHune TectoB INNOVANCE VWF Ac (aktusHocTb) n VWF Ag (aHTureH) Ha aHanu3atopax remocta3a BCS XP u Sysmex
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10 NPUMeHSATL TpebyeMoe KONMYECTBO PeareHToB B Yachl NpuemMa
nayuMeHToB ¢ 3a60J€BaHNUAMU, CONPOBOXAAIOWMMUCS HapyLLe-
HMEM CBEPTbIBAEMOCTM KPOBH, 4TO, HECOMHEHHO, 3KOHOMUYECKM
BbITOLLHO.

KomnoHeHTbl Tecta INNOVANCE VWF Ac npocTbl B npumMeHe-
HUM, HALEXKHbI M CTAOUNbHBI NPU UCMOB30BAHUN HA PA3NINYHBIX
aHanu3aTopax reMocTasa, YTo No3BoNseT GbICTPO NOJyYaTh TOY-
Hble pe3ynbTaThl B C/Iy4asx NocaeonepaLumoHHbIX 0CI0XHEHUN
C KPOBOTEYEHUAMM, KPATKOCPOYHOTO NpefonepaLnoHHOro re-
MOpparnyecKoro fuaresa unu UcciefoBaHuil, CBA3aHHbIX C fpy-
TMMU PUCKAMU KPOBOTEYEHUH.

B Takux cuTyaumsx nabopatopus B KpaTyaiilume CPoKNU MOKET
AnarHocTupoBath 6onesHb Bunnebparpa, npu stom INNOVANCE
VWF Ac rapaHTVpyeT MaKC1ManbHO BO3MOXKHbIA YPOBEHb HAEX-
HOCTM pe3ynbTaTos.

Bce 370 no3BonseT xupypry ¢ 60/1bWO TOYHOCTbIO OLEHNTD
PUCK pa3BUTUA KPOBOTEYEHUI, YTO KpPalHe BaXHO A1 AaNbHeN-
Wero yny4LeHuns cocTosHUsA nayneHTa. Kpome Toro, cyliecteH-
HO COKpALLAlOTCA Pacxofbl, CBA3aHHble C HEOOXO[MMOCTbIO MPU-
MEHEHWs [OPOroCTOAWMX KOArynsLMOHHbIX Npenaparos.

C mpyroit CTOPOHbI, Npy NOJO3PEHNUM Y NALMEHTa CUHAPOMA
Bunne6panpa—t0preHca moryt GbiTb MCMNONb30BaHbI LiefeBble
(haKTOpbI, 4TO, B CBOK OYEPELb, MO3BOJNUT COKPATUTL MPUMEHEHUE
LPYrvx MHOroLeneBbIX Npenapatos (Hanpumep, 3aMOPOXKeHHO
nnasmbl u gp.).

Ha ceropHAWHWN feHb B TPAHCPY3UOHHON MefuLMHE Npu
BBEAEHMM KOArynALMOHHBIX NPenapaToB UMEET MecTo TEHAEHL S,
CYTb KOTOPO# MOXHO CHhOPMYNMPOBATL CefyioWmUM 06pasom:
«BaXHO MOMHMUTb, YTO 3aMeCcTUTENbHAA Tepanus JOMKHA ObiTb
NpULENnbHOM».

370 no3BonseT u3bexarb He TONbKO HEOMPABLAHHbIX pac-
XO[0B, HO U Takux ocnoxHeHui, kak COMMJT (cuHgpom ocTporo
nocTTpaHchy3MOHHOro NOBPeXAeHMUsA Nerkux), nHdekyum u an-
nepruyeckue peakuuu. YtoObl peannsoBaTb UHAUBUAYANbHbIN
NOAXOA B KAXK0M KOHKPETHOM C/lyyae npu TpaHchy3MoHHOW Uim
3aMmedllatoleit Tepanuu, nabopaTopun AOMKHbI ObITb 00s3aTeNb-
HO o6ecneyeHbl COOTBETCTBYIOWMMU AUATHOCTUYECKUMM TECTA-
MU. M 3TO BO3MOXHO TONIbKO MpPU BbICOKOW CTaOUAbHOCTH, TOY-
HOCTU M HAJEXHOCTU KOMMOHEHTOB TecT-cucTeM. Haw onbiT
npumeHeHns INNOVANCE VWF Ac ot Siemens Healthcare
Diagnostics nokasan, 4To 3TOT TECT B NOJIHOW Mepe COOTBETCTBY-
€T BCEM YNOMSHYTHIM BbILE YCIOBUAM U TPEOOBAHUSAM.

CoasTtopbl:

Mpogpeccop 0-p AHOpeac P. Xybep, dokmop AdpuaHa MeHdec

AO KaHToHanbHas 6onbHUL Aapay, LieHTp nabopaTopHoii meauLUHbl
5001 Aapay, LLiBeiiyapusa

Jokmop 3pux KyHymaHH
MapKeTUHroBbIi 0TAEN NnoapasaeneHuns remocrasa
erich.kunzmann @ siemens.com
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KAK B3BECUTb BUPYC: «HAHOBECHI»?

CTONETHWW WOBUNEN BECOB AN HAHOMEQULNHBI

O,CI,HO M3 NepBbIX ynOMMHaHMl)'I O MUKPOBECAX OTHOCUTCA K1910 roay, Korga Yunoam Pamsan C006LLI,MJ'I O pa3-
pa6OTaHHOM nm npm6ope, Nno3BOJIABLUEM ONnpeAesiaTb BEC C TOYHOCTbIO 40 1 HaHOpaMMa. Crex nop MNKpPOBECHI
N YyN1bTPaMUKPOBECHI MPOYHO BOLWJ/IM B MPAaKTUKY COBPEMEHHbBIX NCC/1I€A0BATE/IbCKUX U MEeANLIMHCKNX na60paTo-

le\/‘I, COBEPLIEHCTBYACH OT AECATUNIETUA K AECATUNIETUIO.

AKTyanbHoil Npo6iemMoit B KIMHMYECKOM aHanu3e B chepe
aTOMHOI MeNLMHBI 0CTaeTcs HEOBXOANMOCTL 0BHApYKEHUS
OTAENbHbIX KNETOK U MUKpoopraHuamoB. Koraga roeopsT o6 us-
MEpEeHWM B HAHOTPAMMOBOM U MUKPOTPaMMOBOM JiMana3oHe, TO
MMeIoT B BUAY 6ONbILIYIO rPynny aHanUTUYECKUX NPUGOpPoB, OT-
HOCALWMXCA K INMUTHBIM MOJIENIAM BECOB, TOUHOCTb U3MEPEHUS
KOTOPbIX COCTABASET OT eauHuL, Ao 0,1 HaHorpamMma, — ynbTpa-
MUKPO- 1 MUKpoBechl. Kakue 3afaun oHu pewatot? KakoBbl 0co-
6eHHOCTM 3Toi rpynnbl BecoB? Kakue npasuna Heo6xoaumo
3HaTb [/15 KOPPEKTHOrO B3BELINBAHUAT

Kakue 3apgaum pewwatot ynsTpamukpo- u Mukposecbi? Coa-
HOW CTOPOHbI, NOBCEMECTHOE UCMOJIb30BaHME NECTULUAOB U fie-
KapCTBEHHbIX MPENapaToB B CEJIbCKOM X031 CTBE NPUBOANT K Ha-
KOMEHMI0 NOCNEAHNX B NPOAYKTAX NUTAHUA M 0ObEKTAX OKpYIKa-
foleil cpefbl, YTO CO3AAET yrpo3y 340poBblo ntogeit. C apyroii
CTOPOHbI, NPU NPOBEAEHUN MELMKO-OMONOrNYeCKUX UCCNef0Ba-
HUI BCe BoNee aKTUBHO UCMONb3YIOTCA Pa3NnyHble METAa60UTHbIE
GMoMapKepbl, CBA3aHHbIE C PA3BUTUEM UHMDEKLMOHHbLIX U COMa-
TUYECKMX NATONIOTNYECKUX NPOLIECCOB, BbIABIEHUE KOTOPbIX NM03-
BONIAET OCYIECTBAATb AMArHOCTUKY 3a60NeBaHnit Ha paHHUX
cTagusx. Mitak, 3afaun, pelwaemble C NOMOLLbI MUKPO- U YIbTpa-
MUKPOBECOB, — B35ITME CBEPXMasiblX HABECOK [OPOrOCTOALLMX
npenapartos, B3BellMBaHKE GUNLTPOB A1 KOHTPOAA 3anbINEHHOC-
TV BO3yXa, B3BELIMBAHWE LEHHbIX, Pa3Naralolnuxcs U TOKCUYHBIX
00pa3uoB, METPONOTMYECKME 3aa4u — KanubpOBKa NUNETOK,
[,03aTOpOB, Wnpuues. OrpoMHyYI0 NOMOLLb 3TU BECbl OKA3bIBAKOT
Mpy MCNONb30BAHMU UX B KayeCcTBe MPOBEPOYHOro CpeacTea
B pamKax cuctembl QM, 6narogaps TakuM OTAUYUTENBHBIM NPU-
3HaKaM, Kak, Hanpumep: PyHkuus SQmin: Hankaums gonyctumoi
MUHMMANbHON HaBecku B cooTBeTCTBUM ¢ Papmakoneeii CLUA.

KakoBbl 0C06eHHOCTU YNbTPAMUKPO- U MUKPOBECOB?
B cuctemax kauectsa GMP/GLP, ISO B3BewwBaHuI0 yaeneHo 3Ha-
yuTenbHoe BHUMaHue. Hanpumep, Bechl TpebyeTcs perynspHo
KannbpoBaTh, TOYHOCTb KANMOPOBKU LOMIKHA NEPUOANYECKM TeC-
TUPOBATbCSA BHEWWHEN TMpPeil, KpUTUYHbBIE NapamMeTpbl HE0HX0AUMO
3alLMLLATh NAPOsIEM, @ UX U3MEHEHWE CeflyeT apxXMBUPOBATb, OT-
yeTbl 06513aHbI COAIEPKATH ATy, BPEMS, TUM BECOB U UMs Onepa-
Topa. Bce 310 NoApa3yMeBaeT HaMyme CI0XKHOTO MPOrpamMMHOTO
obecneyeHus B COYETAHUN C [PYKECTBEHHBIM UHTYUTUBHO NO-
HATHBIM MHTepdeiicoM. KOHCTPYKTUBHbIE U MPOrpaMMHble BO3-
MOXHOCTU MWKPOBECOB MO3BOJIAIOT NOCTAaBUTb UM HaWUBBICWINIA
6ann no Tpem napameTpam: Yno6cteo, TouHOCTb, [JONTOBEYHOCTD.

YAOBCTBO. Bce anemMeHTbl 3proHOMUYHOI KOHCTPYKLUM
Hanpae/eHbl Ha CHUXKEHWe YTOMIAEMOCTHY ONepaTopa, a 3HauuT,

U CHUXKEHME YacTOTbl BO3MOXKHbIX OWKGOK. N5 370 uenu cny-
xar:

e BcTpoeHHoe nporpammHoe o6ecrneyeHne ¢ BO3MOXKHO-
CTblo 06HOBEHMSA Yepe3 WHTepHeT. Ecnmn ToyHoe B3Be-
WMBaHME ABAETCA YACTbIO TEXHONOMMYECKOro npouecca
1 Bbl XOTWTE NOBLICUTL NPOU3BOAUTENBHOCTb, TO MPOrpaMm-
Ma «(hopMyAUpOBaHMEY NS BbICTPOrO M TOYHOrO BOCMPO-
M3BOJCTBA HY)XHOI peLlenTypbl, HANPUMEp, PELLNT 3aa4y
TOYHOr0 BOCMPOM3BELEHUA BECOBbIX KOMNO3ULMIA. ITO
MMEET OrPOMHOE 3HaYeHue Npu 0TPaboTKe peuenTyp Ha
thapMnpomn3BOACTBAX, NPK Pa3paboTKe HOBOK NPOAYKLMH
B NULLEBON NPOMBILNIEHHOCTU. MUKPOBECHI KOHTPONUPY-
10T COG/I0AEHMe NPONOPLUMUIA U CUTHANU3UPYIOT B Clyyae
ownoKu.

® JIeKTPOHHbIN JATYMK YPOBHSA, KOTOPbIi B Cy4Yae OTKNO-
HEHUA YPOBHSA OT FOPU3OHTANIbHOTO BbIJAET Npeaynpeau-
TeNIbHbIA CUFHAN, @ HA AWUCNel BbIBOAMTCA NOACKA3Ka
oneparopy, Kak 6bICTPO BepHYTb BECH B paboyee noso-
XKeHue.

® 3awuTa HacTpOeK NaposiaMu ANA NPeaoTBPaLEHUA KX
CNYYaNHOTO U3MEHEH U, APXMBUPOBAHMNE BCEX M3MEHEHUIA
HACTpOeK, co3flaHue [0 8 He3aBUCHUMbIX Npoduneit pabo-
Tl 1 Pa3NUyUHbIX 33134 Nonb3oBateneit. Ha Bbibop ye-
Thipe BapMaHTa B 3aBUCUMOCTM OT INYHbIX NPELNOYTEHUN.
Bbicokas BOCMPOU3BOAMMOCTb PE3Y/IbTaTOB M Ype3Bblyai-
HO Manas NOrpewHoCTb B3BElWWBaHWUS NO3BOAAIOT GpaTh
HaBECKN MEHbLUEM MACChl, CHUXAA Pacxo[, LLeHHbIX, pa3-
NaralowWmxcs Uan TOKCUYHbIX BELECTB.

bosblue TOYHbIX HABECOK 3a MeHbluee BpemA. Cneunans-

Hble JUCTAHLMOHHbIE AATYMKM NO3BOAAIOT B3BELMBATb, HE NPU-
Kacasch K Becam. OTKpbIBaHME U 3aKpbiBaHWE ABEPOK KOXYXa,
TapupoBaHME BbIMOJHAIOTCA aBTOMATUYECKM, PyKK paboTaioT
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TOJIbKO € 06pasuom. 0gHa U3 cneLlmnanbHbixX 3a4ay — B3BELWWBA-
HUE TOKCUYHBIX MW PAfMOAKTUBHbIX BellecTB. MOXHO ycTaHo-
BWTb B3BeLIMBaIOLLYIO NNaTHOPMyY NOA TArY UK B OOKC, a TEpMU-
Han pa3mMecTuTb BHe onacHom 30Hbl. C nomMowbio MH(PaKpacHo-
ro AaT4yMKa MOXHO AUCTAHLMOHHO TapMpoBaTb, MOCHINATL Ha
neyarb UM BbINONHATL N0OYI0 3aNpOrpaMMUPOBaHHYI0 BYHK-
uMio. A BalWm pyKU NOSHOCTbIO CBOGOAHLI ANst paboThl ¢ 06pas-
LOM.

Mup nonoH Kpacok. Liset aBnaetca ofHUM U3 BaXHbIX hak-
TOPOB, BAUAILWMX Ha BocnpuaThe. HauyHuTe paboTatb Ha Becax
C LBETHBIM CEHCOPHbIM UCM/IEEM, U BAM HE 3aX04EeTCA BO3Bpa-
LaTbCs B YepHO-6enblit MUp. YToObl aKTUBMPOBATbL HYKHYIO YHK-
L1I0, NPOCTO KOCHUTECH M300paxeHMs Ha 3kpaHe. MOXHO Ha-
CTPOUTBLCS Ha HYXHYI0 3afady, BbIOPAB PYCCKUI A3bIK U Halas
ee Ha3BaHue B OMbNMOTeKe nonb3oBateneii. LiseToByio rammy
LVCNIEA MOXHO MEHATD.

Camblif YUCTbIN NepBbIN Knacc. o YalwKkon TpaguLMOHHbIX
aHaNUTUYECKUX BECOB BCErfa MMeeTcs OTBEpPCTUE [/is Onopbl
yawku. [poxoas Yepes 0TBepcTHE, ONOPa NepefaeT ycuame Ha
pblyary B3BewwnBalLLei a4enku. ITo 0TBEPCTUE ABAAETCA Cha-
ObIM MECTOM: Yepe3 Hero NOpPOoLWKN UAKU PacTBOPbl PEAKTUBOB
MOTYT NONACTb BHYTPb MEXaH3Ma BECOB U NOBPEANTb ero. HYacTb
3NMUTHLIX MOJeNel NnleHa 3TOro HefoCTaTKa: Noj YalwKomn HeT
HUKAKMX OTBEPCTMI. YaluKa-peleTka KpenuTCa K 3agHeil CTeHKe
Kamepbl B3BELWMBAHUSA, @ NOJ Heil pa3mMeLlaeTcs CbeMHbIi Noj-
LOH. Ha Hero cobupatotcs Bce cyyaitHo MPoanTbIE UAK NPOCHI-
naHHble peakTusbl. Cam NOAAOH, pelleTyaTas yallka, BCe YacTu
BETPO3ALLUTHOTO KOXYXa CLeNaHbl U3 XMMUYECKMU CTOMKUX MaTe-
PUANOB W MOTYT MbITbCS B MalIMHAX ANS MOMKW NabopaTopHoOii
noCyAbl.

BeTpo3alnTHBIA KOXyYX NONHOCTbO pa3bupaeTcs B WTATHOM
pexume. Bce gBepku 1 nepefHiO0 NaHe b MOXHO IErKO CHATb,
BbIMbITb 1 MOCTaBUTb HAa MECTO.

TOYHOCTb. 3BecTHO, 4TO flaXe He3HaYUTeNbHOE U3MEHEHUE
BHELWHUX YCNOBUIA, HAaNpUMep, TEMNepaTypbl, MOXKET UCKA3UTb
pe3ynbTaT B3BELMBAHUS.

OfHaKo MUKpOBeCH! CefsAT 33 BHEWHUMM YCAOBUAMU U NpH
HEOOXOAMMOCTM BEIMOHAT KANUOPOBKY M TMHEapu3auuto (Ha-
CTpoiika no Tpem Toukam). NHorga nabopartopuu pacnonaratTcs
HefaNeKo OT UCTOYHMKA WyMa M BUOpaLuu. B 3Tom ciyyae molw-
Hblil NPOLIECCOP U MOJEPHU3MpPOBAHHOE NporpaMmMHoe obecne-
yeHue, cogepxalwee 3DPEKTUBHbIE INEKTPOHHbBIE PUNBTPSI,
NO3BONAOT UCKIIOYUTENBHO OBICTPO MONYYUT TOUHBINA U CTAOUNb-
Hblit pe3ynbTaT. AganTep BOCNPOU3BOAUMOCTY UMeeT 5 pasnuny-
HbIX YCTAHOBOK W NMO3BOJISET ObICTPO afanTMPOBaTh BECH! K BHe-
WHMM YCIOBUAM B MECTE UX YCTAHOBKMU, @ TAKXKE OTPerynnmpoBaThb
COOTHOLWEHWE CKOPOCTb/ BOCNPON3BOAMMOCTb. B pexume «bbic-
TPO» Bbl MPAKTUYECKM MOMEHTANIbHO MOJyYaeTe pe3ynbrar.

PaspgeneHne mexaHMYeCKOW M INEKTPOHHOWM KHAYUHOK» U
pasHeceHUe Ux B NPOCTPaHCTBe 06eCneynBaeT JONONHUTENbHYIO

3aWWMTy Kamepbl C 06pa3LOM U BECOBOII AYENKM OT NOMex — Me-
XaHUYECKMX, TEMMEPATYPHBIX U 3JIEKTPOMArHUTHBIX. B gaHHbIX
BeCax Bnepsble peweHa npobiema BAUAHUA NOTOKOB BO3AyXa Ha
TOYHOCTb B3BeWMBaHUA. HoBasn Becosas yYalKa BbINONHEHA
B BUAE PELIeTYATON KOHCTPYKLMM U NOAHOCTbLIO MPo3payHa ans
BO3[YLWHbIX TEYEHUI, YTO AAET YHUKANbHO KOPOTKOE BPeMs CTa-
OMAM3aLMM M TOYHBIN PE3YNLTAT aXe B He6IaronpuUATHLIX ycio-
BUSIX.

InekTpuUYeCcKMi 3apsf Ha 06pa3LaX CHUKAET TOYHOCTb U 3Ha-
YNTENbHO YANMHSET BpeMs B3BelWWBaHUA. Hepeako menkoauc-
nepcHbIe NOPOLKM PeaKTUBOB NPUOBPETAIOT 3apAs Npu nepechI-
MaHUM U3 OFHON EMKOCTU B APYTYI0. INUTHbIE BECHI NpeAnaraT
U3ALWHOE pelieHne AaHHON NpobneMbl — UCNob30BaHMe cre-
MANLHOTO CETYATOrO KOHTEMHEPA, KOTOPbIA IKPAHMpPYeT NeKT-
pocTatUyecKkuii 3apag,.

JOJITOBEYHOCTb. MukpoBechl LOIKHbI ObITb TOTOBbI K pe-
anbHbIM yCNoBUAM 3KcnayaTaumu. Moatomy «cepaue» Becos —
Ayeiika MOHO6NOK U3roTOBNEHA 13 CMELMANbHOTO BEICOKOMPOY-
HOTO CN/1aBa aJlOMUHUS, KOTOPbI MCNONL3YIOT 1 NPOU3BOACTBA
Y3/10B CAaMOJIETA, NOABEPHKEHHbIX HAMBONbLWMM HArpy3Kam. YHU-
KanbHOCTb COCTOMUT B TOM, YTO CMelleHue YacTeil MoHoGNOKA
B MpoLecce B3BEWWBAHMA He NpeBbIWaeT npegena o6paTumoi
gedopmayuu, T.e. MOHOGIOK MOXET paboTaTb NpaKTUYeCKH
BeYHo. A TaK Kak A4elika nogsepraerca nuiwb ynpyron aedop-
MaLMu B OLLHOM NNOCKOCTU U HE UMEET ABMKYLLUXCS, @ Cllef0Ba-
TeNbHO, U3HALMBAKOLWMXCS AeTaNel, OHA YCTOMYMBA K neperpys-
KaM 1 cnyyaiiHbiM ypapam. baarofaps KOMNaKTHOCTY, OTCYTCTBUIO
MeNKux fetaneit u BUHTOB MOHOGIOK NPOCT B 06CNYKMBAHUM U
peMoHTe.

3alMILeHHOCTb BHYTPEHHEro MexaH3Ma BeCoB obecneyu-
BaeTCA OTCYTCTBMEM OTBEPCTUS, Yepe3 KOTOPOe BHYTPb MOTyT
nonacTb CIy4ailHO NPONIUTbLIE MW NMPOCHINAHHBIE PEAKTUBbI, KaK
3T0 GbIBAET y MHOTMX NaBOPATOPHbLIX BECOB.

Mpn Npon3BOLCTBE BECOB UCMOJb3YIOTCS BbICOKOKAYECTBEH-
Hble MaTepManbl: LLebHOMETANIMYECKMit KOPNYC, 3NEMEHTbI KO-
KyXa, NOAAOH, YEXON HA TEPMUHAN YCTONYMBLI K AeNCTBUIO 60b-
WMHCTBA XMMUYECKUX PeareHToB, BKOYAA KUCIOTbI. Pasbembl
nHTepdeincoB 1 Kabens NUTaHUA HafeXHO repMeTU3npoBaHsI.
Mbine- v BNarosawmileHHas KOHCTpyKLua (cTanaapT IP 54) obec-
neynBaeT NOJIHYIO 3aWMUTY YacTeil MEXAaHM3MOB, HAXOLALLMUXCA
NOA HanpsXXeHUeM unu LBMKyLLMXcs. Mblib HUKOTAA He NPOHUK-
HeT B KOJIMYeCTBax, NPenaTCTBYIOWMX paboTe BECOB, fake B Ca-
MOM 3aMblIEHHOM MOMeLeHUN.

Kakue npaBuna Heob6xoaMMo 3HaTb ANA KOPPEKTHOrO
B3BeLIMBAHUA?

lpodomxeHue cnedyem

leHepanbHbIli gupektop 000 «BECaiineHa» Upuna MNasniokosa
no matepuanam komnaHmm Mettler Toledo u Sartorius

81



Hayuno-npaktuyeckuii s;kypHan «Kannuko-nadoparopusiii koncuauyms> Ne 2 (42) uons 2012

NPU3HAKU KBANTU®UKALNKN, UITN «...CEPBUCHOIO UHIKEHEPA BbI3bIBAJIN?»

«...bokcbl buonoeuyeckol 6e3onacHoCMu 00AXCHbI NPOBEPAMBLCA HA 3AWUMHYI0 3heKmuBHOCMb:
— Nocsie MOHMaxca u Nod20MoBKU K UCNO/b308AHUK;

— He pexce 00H020 pa3a 8 200 Npu HaAU4UU Purbmpos npedsapumensHoOU 04UCMKU B03dyxa om KpynHoouc-
nepcHbIX Yacmuy;

— He pexce 00HO20 paza 8 noayzodue npu omcymcmauu guabmpos npedsapumenbHol 04UCMKU 803dyxa om
KpynHOoOUCNepCHbIX 4acmuu;

— nocne nepemeujeHud unu pemoHma 6okca.

IMpu nposepke donxcHa onpedenamscs 3¢pghekmusHocmMb pabomel puabMpos o4uCMKU 803dyxa, CKOPOCMb BO3-
dywHo20 nomoka 8 pabo4em npoeme b6okca...» (CIM 1.3.2322-08)

UtaK, 06a3aTenbHas npoBepKa 60KCOB — 3TO AAHHOCTb, NPONMCAHHAA B HOPMATUBHbIX AOKYMEHTaX U ABNA-
I01aACA PYKOBOACTBOM K AMCTBUIO ANA KaXKAOro 3aBeayiolero naboparopuen.

NocKonbKy 3aWUTHbIE CBOMCTBA, rapaHTUpyiolme 6e30nacHOCTb PaboTbl NepcoHana, HanpAMYI0 3aBUCAT OT
TEXHWUYECKOro COCTOAHMA 60KCa, TO BONpOC noa6opa rpaMoOTHOr0 CEPBMCHOTO MHXKEHepa npuobpeTaeT 6osbluoe
3HaueHue. U B camoM pene, KaK onpepenuTtb, ABNAETCA U NPUrNALLIEHHbIA BaMU CNeLMUaNUCT JOCTAaTOYHO KOM-
NeTeHTHbIM ANA NoA06HOM paboTbi? U yTo HE06X0AMMO 3HATL 3aBeAyloLeMy nabopatopuen (Mnu auuy, oTBeT-
CTBEHHOMY 3a NpoBeAeHNUe NPoBepoK 6OKCOB MUKPOGUONOrMYeckon 6e30nacHoCTn), 4To6bl U36eaTb 06LeHUA

¢ HenpodeccuoHanamu? OTBeTbl Ha 3TM BONPOCHI Aal0T cneyuanuctbl 3A0 «JlaMMHapHbIe CUCTEMBI» *,

CocTaB npoBepokK

Mpexnae BCero, HEOOXOAMMO 3HATb NepeyeHb TOTo, YTO
NOANEXUT NPOBEPKE B 3KCMNyaTMpyeMbix 6okcax. Pyko-
BoacTBysch [OCT P EH 12469-2010 «buotexHonorusa. Tex-
HUYyeckue TpeboBaHMA K 6OKCaM MUKPOOUONOrMYECKO
6€30MacHOCTM»**, MOXXHO KOHCTAaTUPOBATb, YTO COAepKa-
HWe NepeyHs NPOBEPOK 3aBUCUT OT TUNA UCMILITAHUI — Ha
COOTBETCTBME KNACCY, NOC/E MOHTAXa MW NPU TEXHUYe-
CKOM 06CnyXMBaHUN GOKCOB.

Ho He3aBUCUMO OT TUNA UCNILITAHUN, B KAXKAOM CNly-
yae 06a3arenbHO NPOBEPAIOTCA:

— paboTOCNOCOOHOCTL CUCTEMBI YNIPaBAEHUS;

— LeNoCTHOCTb (OUNLTPOB;

— napameTpbl BO3AYLWHOMO NOTOKA;

— HanpasJieHWe ABUXEHUS BO3LYLIHOIO NOTOKA;

— paboToCnoCoBHOCTL CUCTEM aBAPUIHOI CUTHANN3A-

uum.

3HaHMWe cocTaBa NPoOBEPOK NO3BOJIUT ONPEAeNuTh CTe-
neHb KOMMNETEHTHOCTU CEePBUCHOTO UHXeHepa. MonpocuTe
ero 06bACHNUTb, YTO UMEHHO OH COBUpPAETCA NPOBEPUTH B
6okcax Balwei nabopatopuu.

06opyaoBaHue U npubopbI
ApceHan cepBUCHOTO MHXEHepa MOXKET BapbUpPOBATLCS,
HO HaNW4ue HEKOTOPbIX NPUGOPOB ABAsETCA 06sA3aTeNb-
HbIM, MOCKOJIbKY 6€3 HUX NPOCTO HEBO3MOXHO NPONU3BECTHU
HeoGxoauMble usmepeHus. K Takum npubopam oTHoCATCA:
— aHeMoMeTp (15 U3MepeHusi CKOPOCTU BO3AYLIHOTO
noToka);

— CYeTYMK alpo30JibHbIX YacTuL (ANA NpPOBEPKM
LEeNOCTHOCTU YCTAHOBNEHHbIX (DUALTPOB);

— reHeparop AabiMa (815 BU3yanu3aLmu BO3AYLHOTO

noToKa).

Y6eputech B HaNMUYMM 3TUX NPUOOPOB Y CEPBUCHOTO
nHxxeHepa. K cnoBy ckasarb, CTOMMOCTb NOJOGHOTO OCHa-
WeHUA UCYNCNAETCA COTHAMM ThICAY pybneir, n ecimny cne-
uManucta Takoe 060pyAoBaHNE eCTb, 3HAYMT, K BONPOCY
CEPBUCHOTO 0OCNYXMBAHUA OH MOAXOAUT CO BCEW OTBET-
CTBEHHOCTbIO.

CornacHo OCT P EH 12469-2010, «...Bce obopydosa-
Hue, Ucnoib3yemoe 01 MAaKUx ucnsimanud, 00/IKHO 6bimb
cepmuguyuposaHo u nepuodudyecku omxaaubposaHo.
Jama nocnedreli kanubposku AomkHa 6bImb 3aguKcupo-
BaHA U le2Ko 00CmynHa 014 BU3YaNU3AUUU».

Mo3TOMy He CTeCHAWTeCb MONPOCUTL CEPBUCHOTO WH-
XeHepa NoKasaTb BaM eXerofHo BblAaBaeMble CBUAETENb-
CTBA 0 NOBEPKe Ha 1cnonb3yemble npubopsl M 060pyao-
BaHue. 06paTUTe BHUMAHME, YTO BbIAYa NOJOOHbBIX cep-
TUUKATOB JOMKHA OCYLLECTBAATHCA OPraHOM, MONYYMBILNM
rOCYAAPCTBEHHYI0 aKKPEAUTALMIO HA OCYLLECTBEHME 3TOM
AeATeNbHOCTH.

NopTBepKpaoLWme fOKYMEHTDI

Mo OKOHYaHUM PabOThl CEPBUCHDINA UHMKEHED AOMKEH
BblATb MPOTOKOJ UCMbITAHMIA W, NPU HEOOXOAMMOCTH, aKT
BbINONHEHHbIX PaboT. 34ech TakKe ecTb OnpefieNeHHble
Tpe6oBaHMA. B 4acTHOCTW, NPOTOKON UCMBITAHUIA [LOMKEH
cofeparb:
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Nudopmanus

— OTMeTKYy O Tune NPOBOAMMbBIX MCNbITaHUI (Ha MoMuMO 0653aTeNbHbIX MPOBEPOK, CYLLECTBYIOT U APY-
cootetctaue TY, TOCT, CM n 1. n.); rne, He06X0AMMOCTb KOTOPbIX 0OYCIIOBNEHA TUMOM UCMbI-

— HaMMeHOBaHMe MOLENN U CEPUNHOTO HOMEepa Npo-  TaHusA. [MonHylo MHbOpPMaLUto 06 McNbITaHUKM GOKCOB MUK-
BepsAeMoro 060pynoBaHus; pobuonoruyeckoit 6esonacHoctn copepxut NOCT P EH

— pe3ynbTaThbl NPOBEPOK; 12469-2010.

— pe3ynbTaThl NPOBEAEHHbIX U3MEPEHNiA; Cneumnanuctol 3A0 «JTamuHapHbIE CUCTEMBIY, KaK UHU-

— OTMETKM O HaNM4YUM CBUAETENLCTBA O MOBEPKE HA  LMaTopbl pa3paboTku v BHegpeHus 3toro M0CTa, roToBbl
npu6opsl M 060pyAOBaHME, UCMOb3YEMbIE A1l U3-  OTBETUTb Ha NtoOble BONPOCHI NO IKCMyaTaLMK U CEPBUC-

MepeHMuit; HOMY 06CNyXMBaHWIO BOKCOB MUKpoBMonoruyeckomn 6es-
— PEeKBU3UTHI OpraHu3alumW, HanpaBuBlWeN cneuna- onacHocTu. Jig amoeo Ha calime www.lamsys.ru co3oaHa
nucra. ¢opma obpamHoli csA3u.

* 3A0 «JlaMUHapHble CUCTEMbI» — MPOU3BOAMTENb 1labopaTopHOro 06opyA0BaHMSA, MHULMATOP BHeApPeHUs
HOBOro HauunoHanbHoro ctaHgapta FOCT P EH 12469-2010, pa3paboTunk cneymanbHbiX METOAUK NPOBEPKN U
TecTMpoBaHMs 6okcoB MUKpoburosornyeckor 6esonacHoOCTy.

B cTpyKkType npeAnpusTUSA eCTb y4aCTOK MPUEMO-CAATOUHbBIX UCMbITAHUI, OCHALLLEHHbIN CaMbIMM COBPEMEHHbI-
mMu npubopamum 1 obopyaoBaHuneM. Kaxzoe rotoBoe n3zesivie NpoXoAuT 34eCb BCECTOPOHHUI KOHTPO/Ib Ka4ecTBa
B COOTBETCTBUM C TPebOBaHMAMMN POCCUNCKMX U eBPOMENCKMX CTaHAApTOB. MeToAMKMN NPOBEPKM U TECTUPOBaHUS
MOCTOSIHHO COBEPLUEHCTBYIOTCS. MIHXeHepbl NpeanpuATUS peryasipHO 06MeHMBAIOTCSA OMbITOM C OTeYeCTBEHHbIMMU
1 3apybexHbiMu cneunannctamun. Ha 6ase npeanpusatus npoBoaaTcs obyyatowme ceMMHapbl ANt CEPBUCHbIX
NHXeHepOoB.

** FOCT P EH 12469-2010 «BuoTtexHonorus. TexHnyeckue TpeboBaHus k 6okcam mmukpobuonormnyeckon 6eso-
MacHOCTWU» ABAAETCA ayTeHTUYHbIM NepeBoAoM eBponenckoro ctaHaapTta EN 12469:2000 «Biotechnology —
Performance criteria for microbiological safety cabinets».

Ha ¢oto (cnesa Hanpasgo):

M3MepeHne CKOPOCTU BO3AYLIHOTO NOTOKa aHEMOMETPOM

nposepka uenoctHoctu HEPA ¢punbTpa cHeTYMKOM a3pO30/bHbIX HaCTUL,
BU3YyaNN3aLmA ABUKEHUA NMOTOKOB BO34yXa C MOMOLLbIO reHepaLum gbima

Poccus, 456300, Yenabunckas o6n., r. Muacc
TyprosaKkckoe wocce, 2/4

NAMUHAPHEE CUCTEMEBIl Ten/dake: (3513) 544-744; 544-500; 544-755

sale@lamsys.ru

www.lamsys.ru

MpepcrasutenncTeo B Mockse:

Ten./dakc: (925) 508-71-26, (901) 547-84-03
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YTBEpxaato:
[naBHbIN pefakTop
ImaHyans B.JI.

«05» anpens 2011 r.

MpaBuna gns aBTOpoB, HaNPaBAAIOLWMUX MaTePUANbl B PeAAKLUIO
HayYHO-NPAKTUYECKOro KypHana « KNMHMKO-N1a6opaTOPHBIA KOHCUINYM»

VYBaxkaemble aBTOPbI!

Npu HanpaBneHUm CTaTbM B pefaKkumio NpocMm cobniofathb ceayiowme npasuna:

Cratbs [LOMKHA CONPOBOXAATHCA OPULMANLHBIM HANPABAEHUEM OT YUPEXAEHUSA, B KOTOPOM BbINOJIHEHA PAabOTa, UMETb BU3Y HAY4YHOTO

PYKOBOAMTENA, 3aBEPEHHYIO NeYaTbio y4pexaeHusa.

Kpome Toro, HeO6XOJJ,VIMbI KOMWKU aBTOPCKOro CBMAETENIbCTBA, yAOCTOBEPEHNA HA palMOHANIM3aTOPCKOE NpeanoxeHue nnn paspelleHus
Ha I'Iy6J'IVIKaLI,VIIO, €C/IN 3TN [OKYMEHTbl YNOMAHYTHI B TEKCTE CTAaTbU. Ha nocnepHeit CTpaHuue CTaTbu OOJIXKHbI ObITh noagnncu Bcex aBTopos.

OchopmneHune pykonucu:

1. 06beM OpUTHMHANBHOW CTaTby, BKNOYASA TABAULbI, PUCYHKM U CiU-
COK NuUTEepaTtypsbl, He JoMKeH npesblwarte 13-15 ctpaHuL. Bo3moxHa
ny6nukauus paboTbl nyTem pasbueHns Ha YacTu.

2. Mapametpsl TekcToBoro pepaktropa MSWord: wpudgt — Times New
Roman, pasmep wpudra — 12 nT, MEXCTPOYUHBI MHTEPBaN — [BOIHOI,
o6s3atenbHo cobniogeHune noneit (cnesa — 3 cm, cnpasa — 1,5, cBep-
Xy U CHU3y — 2 cM). Bce cTpaHuLbl [OMKHBI 6bITb NPOHYMEPOBAHbI.

3. B Hayane nepBOW CTpaHWLbl YKa3blBAKOTCA: HA3BaHWe CTaTby,
nHULMansl n pamunua(u) aBTopa(oB), Ha3BaHe yupexaeHns, U3 KoTo-
poro BelWwna paboTa, ropof, pesioMe — KpaTKOe CoAepaHue cTaTbi
(200-250 cnoB), kntoueBble cnosa (He 6onee 12) Ha pyCCKOM W aHINiA-
CKOM fi3blKax. B cnyyae ecnu aBTopbl paboTatoT B PasHbIX YUPEXAEHUSAX,
3TO LO/IKHO GbITb OTMeYEeHO Ludpamu.

4. OpurvHanbHble CTaTby LOMKHbI COAEPKATb CNEAYIOLIME Pa3fensbl:
BBE/IEHME, MaTepuabl U MeTOAbI, MOJyYEHHbIE Pe3yNbTaThl, CMTUCOK I1-
Tepartypsl. B cTaTbio Take MOTYT BKNIOYATLCA MaTepuanbl 06CYyKAEHUI,
LMCKyccuit no npobneme, a Takxe 6narofapHocTy.

5. B cTatbe yKa3biBaloTCA aHHbIe aBTOpa (MW OJHOTO U3 aBTOPOB):
thamunus, UMA, 0TYECTBO, y4eHas CTeneHb, y4eHoe 3BaHUE, LOMKHOCTD,
MecTo paboTbl, agpec (opraHusauuu), TenedoH/bakc, 3NeKTPOHHbIN
azpec. [laHHas uHdopmMauma pasmellaeTcs B CTaTbe NOCie Ha3BaHusA
ctatbu, PUO aBTopa(oB), AaHHLIX OPraHMU3aLMK, PE3LOME U KIIOYeBbIX
C/I0B Ha PYCCKOM W aHIMIACKOM A3blKax B pa3fene «[laHHble Ans Kop-
PeCnoHAeHLUN».

6. Bce cokpalueHus, ncnonb3yembie B CTaTbe, AOMKHbI ObITh pac-
WndpoBaHbl, KPOME CUMBOIOB XUMUYECKUX 3NEMEHTOB U COKPALLYEHHbIX
Ha3BaHW METPUYECKUX €ANHULL.

7. bubnuorpacduyeckne ccolnku:

o (cblIKM Ha NUTepaTypy, LUTUPYeMyto B TEKCTE CTaTbM, AAIOTCSA
HymepaLmeit apabckumu Ludpamm B KBagpaTHbIX CKoOKax (Ha-
npumep, [1]) 1 [ONKHBI COOTBETCTBOBATbL CMIUCKY UTEPATYPbI.
JlnTepatypHble UCTOYHUKU MPUBOAATCA B KOHLLE CTaTby.
Cnucok nutepatypsl coctaBnsetcs B coorsetctaum ¢ FOCT PO
7.0.5-2008 «bubnuorpacuyeckas ccoinka» B NopsagKe LUTUPO-
BaHWA, Ha OTAENbHOMN cTpaHuue. PamMuiInM MHOCTPaHHbIX aBTO-
POB B TEKCTe AATCA B OPUTUHANBHON TpaHCKpunuuu (B ciyyae,
KOraa 4yucno aBTOpOB NPeBbIWAET 3, UCNOoNb3ytoTcA GopMynu-
poBku «et al.» u «n coaBT.»).

e Bce MCTOYHMKM [OMKHBI BbITH MPOHYMEPOBaHBI, @ UX HyMepa-
s — CTPOro COOTBETCTBOBATb HYMEpaLMN B TEKCTE CTaTby.

e [lpu ccbinkax Ha aBTopedepathl AUccepTaLuii cnesyert yKasbl-
BaTb UX Ha3BaHMe.

Ccbinatbea Ha HeonyGMKoBaHHbIe PaboTbl HeNb3s.
3a ToyHoCTb GMbAMOrpadun HeCeT OTBETCTBEHHOCTb aBTOP.

8. YnomuHaemble B TEKCTE CTaTbU IEKAPCTBEHHbIE BEWECTBA U Me-
TOAbI UX BBEAEHUs JOMKHbI 6bITh yTBEpXAeHbl M3 1 CP PO 1 paspeue-
Hbl ANS KAMHUYECKOTO NpUMeHeHUs.

9. Tabnunubl, CXeMbl U PUCYHKM (€CU OHM HEOBXOANMBI) ohopMAs-
l0TCs B BUAE OTAENbHOrO (haitna, 0603HayeHHOro no Gamuanm asTopa
n(nan) HaseaHus cTatbu. B TeKcTe cTaTby HEOOXOAUMO Aenatb CChUIKY
Ha KaXaylo TabuLy, CXeMmy, pUCYHOK, Ha MONSAX AOJKHbI GbITb 0603Ha-
YeHbl MECTa X pasmelleHns no Tekcty (puc. 1, 1abn. 1 u 1. 4.). Tabnu-
Libl, CXEMbI, PUCYHKM LOMKHbI UMETb Ha3BaHUsA. B nognucsx npusoguT-
s 0ObACHEHME 3HAYEHUA BCEX KPUBbIX, GYKB, LMDP U APYTUX YCIOBHBIX
0603HayYeHNi.

10. B matepuanax, HanpasaeHHbIX B XXyPHa, LOMKHA ObITb UCMIONb-
30BaHa cuctema CU, 3a ucknioyeHMem pasmMepHoOCTU BEUYMH, TPAAULIMU-
OHHO U3MepsieMbIX B APYrUX Mepax.

Cmamebu, He coomsemcmaylowue YKa3aHHbIM NPAsuaamM, moaym
6bImb BO3BpaALYEHbI ABMOPAM 6e3 paccMompeHus.

Cmamsu, paHee ony61UKOBAHHbIE UNU HANPABEHHbIE 8 Opy2oll yp-
HaJl, He NPUHUMArmcs.

Bce npedcmasneHHsle pabomsl peyeH3upyomcs.

UcnpasnetHble asmopom noc/ie peyeH3uposaHus u nepeneyama-
Hble pyKonucu 8038palarmcs 8 pedaKyuUio He no30Hee 00H020 Mecayd,
a ucnpas/ieHtble 2paHKU — 4Yepe3 00Hy Hedenlio.

Asmopckuli 20Hopap u onsama mpyoa no peyeH3uposaHuo pykonu-
celi He npedycMompeHsl.

Pykonucu, He npuHAmsle K ne4amu, asmopam He 8038PALLAOMCA.

Matepuansl npocMm npucbINaTh No agpecy:

197022, Cankr-MNeTepbypr, yn. JI. Tonctoro, 6/8, kopnyc 11, peaak-
UM kypHana «KnuMHWKo-nabopaTopHbIi KOHCUAMYM» UAU AOCTaBUTH
JIMYHO NO [LAHHOMY aApecy, NpefBapuTe/IbHO NO3BOHWB B peAaKLmio No
TenedoHy:

(812) 233-97-26; +7(905) 22-960-22 (ImaHyanb HOnus BnagummposHa).

[pepgnoytuTenbHee npucnartb CTaTbio NO 3NEKTPOHHOI noyTe no
appecy: (TeKCT cTatbi oopmnseTcs B BUAE OAHOrO daiina, Ha3BaHHo-
ro no amunun Nnepeoro aBTopa).

ConpoBopuTenbHble JOKYMEHTHI B 3TOM C/ly4ae MOXHO TaKxe nepe-
CNaTthb N0 3NeKTPOHHOIA NOYTe, NpeABapuTENbHO OTCKaHMpPoBaB (C neva-
TbiO U NOLMUCHI0 PYKOBOAUTENSA) UM OTNPABMUTHL NO dakcy: (812) 233-
97-26.

Y1o6bl yoepuThes, yTo Bawa cTaths nonyyeHa B pefakuuu, npu
OTNpaBKe Mo 3/1eKTPOHHON NoYTe NO/b3yiATeCh NAPaMeTPOM KyBE[OM-
NleHne» NN NO3BOHUTE B PeAaKLMIo.

Mpotokon N°2 ot «05» anpens 2011 r.
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