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MODERN PREANALYTICS IN IMMUNOLOGICAL, MOLECULAR BIOLOGICAL
AND MOLECULAR GENETIC INVESTIGATIONS: REAL POSSIBILITIES OF RUSSIAN MEDICINE
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Summary. The article considers the problems of clinical tests in standardization of laboratory as immunology, molecular
biology and molecular genetic and the ability of improvement of quality of these clinical tests.
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B macrosiiiee BpeMsi B yCIOBUSX MOJIEPHI3AIIH 3Pa-
Booxpanenusi Poccun BaKHOe 3HAYEHIE TPUIAETCST CTAH-
Japrusaru JabopaTOPHBIX UCCIEI0BAHUN, HAITPABIECHHBIX
Ha [OBbIIIeHKe KadyecTBa 1 addexTruBHOCTH paboTh [1, 2].
3HAYUTETBHOMY YJIYUIIEHUIO KAYeCTBA Py TUHHBIX TEMATO-
JIOTUYIECKUX, OMOXMMUYECKUX U CEPOTIOTHUECKUX UCCIIE0-
BaHWiT CIOCOOCTBOBAJIO BHEJPEHUE B MEAUIIMHCKYIO MTPaK-
TUKY TpeboBanuil HanmonanbHoro crangapra (FOCT P
53079.4-2008) [3] B wacTu BefieHNs TPEAHATUTUIECKOTO
aTana B COOTBeTCTBUM ¢ pekoMenmarmsiMu BO3 [4]. O1u
JOKYMEHTBI PErjiaMeHTUPYIOT IIPOBOAUTH cOop 06pasIoB
BEHO3HOI KPOBU B OIHOPA30BbIE KOHTEUHEPDI «IIPU HAJIHU-
YUK CTPOTO OIPE/IeJIEHHBIX J00aBOK» B 3aBUCMOCTU OT Ha-
3HaueHHoro Buaa uccaepoBanust (M1CO 6710:1995) [5].

Bmecre ¢ TeMm, Kak MOKa3bIBA€T MUPOBAS IPAKTHUKA, CO-
BpeMEHHAs IIPEAHATUTUKA NMEET JOCTATOYHO MOIIHBIN 110~
TEHIHAJI [IJIs] YTy UIIeHUs KAYECTBA «ITPOOJIEMHBIX> KJTH0Ue-
BBIX HCCJEIOBaHUM, KOTOpBINT B Poccunm peanusyercs
JIAJIEKO He B TIOJIHYIO Mepy. K HuM ciieyer OTHeCTH: nMMYy-
HOJIOTHYECKUE U MOJIEKYJISIPHO-OMOJIOTMYECKIE METO/IbI

(pabora ¢ KyJbTypoil KJIETOK, OlpeieieHne YPOBHS BHYT-
PUKJIETOYHBIX MUTOKNHOB, CI)GHOTI/IHE[ JII/IM(bOI_[I/ITOB C uc-
MOJIb30BAHKMEM IIPOTOYHOU ITUTO(IIOOPUMETPHN ), a TAKIKE
MTUPOKO UCIIOJIb3yEMbIE MOJIEKYISAPHO-TEHETHYECKHIE UC-
crenoBanusd, nmpexzae Bcero I1IP-armanus. Pesynsratus-
HOCTH paboThl Jaboparopuu 1 3HPEKTUBHOCTh ITUX Me-
TOMOB (TTOPOM — BBICOKOTEXHOJIOTUYHBIX, YHUKAJIHHBIX
U (PUHAHCOBO-3aTPATHBIX, TPEOYIOIIUX JTUTETHHON MO/T0-
TOBKH CIEIUATUCTOB) HEPEIKO CHUKAETCS, €CITN HE YUUTHI-
BaeTCs BJUSIHUE BHEITHUX J0J1a00PaTOPHBIX (haKTOPOB,
K KOTOPBIM OTHOCHTCS M Iipeanasutuka [6]. C mpobiemoii
KauecTBa MPeaHAUTHIEeCKOH (ha3bl HAITPSIMYTO CBI3aHBI BCE
nmmyHoornyeckue u IIIIP-n1aboparopuu, B TOM 4ucie Jia-
6Goparopuu ClIeNUaIu3MPOBAHHBIX YUPEKICHUH, MH(DEKIH-
OHHBIX OOJIBHUILL ¥ LEHTPOB 110 IpoduiakTuke u 60pbde
co CITN/I, a Takke Hay4HbIe [IEHTPbI, 3AHUMAIOIIHECS MO-
JIEKYJISPHON TMaTHOCTUKOM.

Hapsmy ¢ atum, poct 4acToThl MHOUITMPOBAHUS TOITY-
JISIIAY BUPYCcOM UMMYyHozieuiinta yesoseka (BUY) u Bu-
pycom renatuta C, pa3BUTHE MOJIEKYJISIPHONU MeEIUIIMHbBI
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1 CB43aHHBIE C HEll HOBbIE BO3MOKHOCTH JIMArHOCTUKHU, MO-
HUTOPUWHTA, JIEYEHUS U IPOTHO3UPOBAHUS CTaBAT HOBbIE
3a/1a4M TIepe]l HaMu Kak B (popmate KauecTBa, Tak U B IJIaHE
obecnieyeHus1 6E30MACHOCTU TAIIUEHTa U MeIULMHCKOTO
MepCcoHaa, 4YTO JOCTUTAETCS MCIIOAb30BAHNEM 3aKPbITHIX
cucTeM 3a00pa KPOBU U TIPOOUPOK OJTHOKPATHOTO ITPUMEHe-
HUA.

Hazo mpusnath, 4T0 BO MHOTHX JIaO0PATOPHX, OCOOEH-
HO B YCJIOBUSX IIEHTPAIU3AINHI NCCIeIOBAaHUN U ayTCop-
cuHra (HEPEIKO € TPAHCIIOPTUPOBKOW GHOMaTepraa B ipy-
rue Topojia), MPeaHATUTHKA OCTAETCSI «CJIaObIM 3BEHOM>.
Ito camkaeT aPeKTUBHOCTD PAGOTHI, IIOCKOJIBKY IIPUBO-
JIAT:

— K HeI0CTOBEPHBIM JAHHBIM (BBICOKAS TIOTPELTHOCTD
1 HU3Kas BOCIIPOM3BOIMMOCTD aHAJIN3a, HATIpUMep,
[IpU Olpe/ie/IeHH BUPEMUU U «BUPYCHON Harpy3-
KU»);

— K YBEJIUYEHUIO YACTOTHI JIOKHO-TIOJOKUTEIBHBIX
U JIOKHO-OTPUIATEJBHBIX PE3YIBTATOB, TPEOYIOINX
JIOTIOJIHUTETbHBIX MCCJIe/IOBAHUN 1, COOTBETCTBEH-
HO, (PMHAHCOBBIX 3aTpPaT U YBEJNYCHUS HATPY3KU
Ha TIePCOHAT;

— K MOPaJIbHBIM U3JIeP:KKaM U KOH(MJIUKTAM U3-3a
oIMOKHN B MTOCTAHOBKE MarHo3a, 0cCOOeHHO 6a3u-
PYIOIIErOCsT Ha pe3yJibrate JabopaTOPHOTO HCCIie-
JoBanus (HarpuMmep, IpU BUPYCHBIX TenaTuTax B
u C, BUY-undexiun);

— K HEIIPaBUJIbHON TaKTUKE BeJleHUS allueHTa U Cy-
IIECTBEHHBIM 3aTPaTaM IPH HA3HAYECHUN HEOOOCHO-
BaHHOI Teparnuu (HarpuMep, IIPu OCTATOYHOM MU-
eIOMHOI 601e3H1 WK NHPEKIUAX);

— K HEKOPPEKTHOM OlleHKe PUCKA Pa3BUTUS olpejie-
JIEHHBIX 3200/1€BaHII 13-3a FeHEeTHYECKOIi IIpeapac-
MOJIOKEHHOCTH (HATIPUMED, PAK MOJIOYHOMH JKeJIe3bl)
WJIN BJIUSHUS TeHeTnYecKuX (haKTOpOB Ha 1arore-
Hes 3abosieBanus (HalpUMep, IPU OIEHKE COCTOsI-
HUS CUCTEMBI TeMOCTa32a y MAIUEHTOB € CEPEYHO-
COCYAMCTOM MaToJIorueil niau TpoMooduiInsaMm).

B nacrosiee BpeMs cienyeT MPOBECTH KOPPEKTH-

pyoIue MEPOIPUATHS TI0 CTAHAAPTHIAIMK J01a60paTop-
HOW NpeaHaJUTUKU B CJAEAYIONINX HAIIPABJIECHUSIX MeJIH-
IUHBL

* CKPUHMHI, apOuTpaz, MonuTopunr Ha BUY-undex-
uuio u Bupycuble renatuthl (nerexuus JHK wan
PHK, orpesiesienvie BupeMuu, BUpYCHOM HArPy3KH,
otterka a((HEeKTUBHOCTU TTPOTUBOBOBUPYCHOI Te-
panun);

* JIMarHOCTUKA OMIIOPTYHUCTUYECKHUX, B TOM YHCJIE
CIIN/I-unpukaropubix undekunii (TybepKyes,
LIUTOMETraJIOBUpYycHas MH(MEKIS, repreTnyecKas
uH(EKIN, TOKCOILIIa3MO3 U JIp.);

* JIMArHOCTUKA MEePUHATAIbHOH 1aTOJ0TUN (B TOM
qucJe epuHaTaaIbHbIX UH(EKIT );

* cocTogHue U QYHKINOHAIbHAS OllEHKa UMMYHHOTO
cTaryca;

* BBISABJICHUE OIIYXOJIEBBIX KJIETOK U UX TUITMPOBAHUE;

* oripe/iesieHue YyBCTBUTEIbHOCTH K JIEKAPCTBEHHBIM

rperapaTam;

* ompejesieHle reHOB-MapKePOB HACJEICTBEHHDIX
3a00J1eBanUil;

* OIIEHKA PUCKA PAa3BUTUsI 3a00JI€BAHUT [TPU HATIUIUT
reHeTUYeCKON IPePACIOIOKEHHOCTH (HaIpuMep,
PaK MOJIOYHOI! JKese3bl, KOJOPEKTAIbHbBINA PakK);

* (apmakorenerrka u papMaKOreHOMHUKA.

Bo Bcex ciay4asix B COOTBETCTBUHU ¢ TPeOOBAHUSIMU
F'OCT P CO 15189-2009 u TOCT P 53079.4-2008 [1, 3]
CIIEIMATICTHI JTaAOOPATOPUY JIOJIKHBI JIATh (C YIETOM Clie-
UK yupekIeHns ) yeTkue ykazanus (B MUCbMEHHOM
BUZIE) MEAULMHCKUM (HaydHbIM) paboTHHKaM, GOPMUpY-
IONMM 3aKa3 U OCYIIECTBISIONUM (hieb0TOMUIO, B KaKue
NPOOUPKU CJIEYET OCYIIECTBIIATH 300D KPOBH ISt ILJIAHU-
PYEMBIX MCCIEeIOBAHUII C IEJIbIO MTOJIYyYeHUS ChIBOPOTKH,
JIa3Mbl UJTH JTUM(DOIUTAPHO-MOHOIIUTAPHOH B3Becu (yKa-
3aTh 1[BET KPBIIIKHA B COOTBETCTBUM C MEKIYHAPOAHBIM KO-
AUUKATOPOM, HATIOJHUTEIb, HEOOXOAUMbIIT 00beM, KOJIU-
YeCTBO [epeMeNInBaHmi, YCJIOBU XPaHeHUS U IOCTABKH ).

Cucrema sanuieMuoJIornieckoro najazopa 3a BUY-un-
dexuein npeabaBIAseT KecTKue TpeGoBaHUS K Kade-
CTBY HCCJIEJIOBAHUN Kak B pehepeHc-1abopaTopusix, Tak u
B CKPUHUHTOBBIX Jiabopatopustx. OJIHAKO 3TO HEBO3MOKHO
obecrieynThb 63 H0JIKHOTO YPOBHS [IPEAHATUTUKI B YUPEK-
JICHUSX IEPBUYHOTO 3BeHA (B35 THE KPOBU 3aKPBITBIMU CHC-
TeMaMU B TIPOOUPKH € COOTBETCTBYIOIIUMU HATIOJHUTEISA-
mu). I[IpakTnuecku BO Bcex ropogax Poccuu uper
nepemenierye 6OJIbLUIOTO KOJIMYeCTBA IPOOUPOK ¢ 0Opasia-
MM KPOBH B [IEHTPAIM30BaHHbIE Ta60PATOPHUH, B TOM YUCJIe
st ckpunnira Ha BUY-undexiiuio, o0cHOBAaHHOTO B COOT-
BerctBun ¢ CII 3.1.5.2826-10 [7] Ha BbIsIBJIEHUN aHTUTE
Kk BI1Y u BUpYCHBIX aHTUIEHOB, a B 0COOBIX CAyYasx — Ha
BoigaByiennu nposupycuoit J[THK BUY u Bupycuoit PHK
BUY (y nereii iepBoro rojia ;KM3HM ).

Boicokue TpeGoBaHUSI TIPEABSIBISIOTCS U K JOHOPCTBY
(TecTupoBaHue JIOHOPCKOU KPOBM HA HAJIMUKMeE aHTUTeHa,/
AHTUTE]I 1 reHeTrdecKoro Mateprasia BUY; neobxoaumMocThb
JUIUTEJILHOTO XpaHeHust o6pasiia KpoBu (apXUBUPOBAHUE
6uomarepuaia)). Boiee Toro, yBenmunBaeTcs KOJIMYECTBO
BUY-undunupoBaHHbiX JUI[ U TAIMEHTOB C XPOHUYE-
cKkuMU BupycHbiME renatutamu B u C, tpebyiomux cuc-
TEMaTUYEeCKOTO (JITTUTEJBHOT0) MOHUTOPUHTA COCTOSHUS
UMMYHHOU CHUCTEMBI U OlleHKU 3(P(PEKTUBHOCTH TTPOTUBO-
BUPYCHOU Tepanuu.

Bce mmpe nposogutcest obenenosanre Ha BUY-unbex-
IO B PA3JIMYHBIX MEIUITMHCKUX YUPEKICHUSAX C UCTIOJIb-
30BanueM OBICTPBIX TecTOB. B coorserctBuu ¢ CII
3.1.5.2826-10 «IIpodunaktuka BUY-undeximus (1. 4.8.2)
[7] kasknoe uccaenoBanue na BUY ¢ npumenenuem npoc-
TBIX /GBICTPBIX TECTOB (061aCTh UX TIPUMEHEHUS U3JI0KEeHA
B 1L 4.8.1) 10J5KHO COTIPOBOK/IATHCS TTAPAJLJIETbHBIM TECTU-
POBaHUEM TOH JKe MOPITMH KPOBU KJIACCUYECKUMU METOIAMU
N®A u UDB. ITockoabky Ha pannnx craausx BUY-umbek-
1uu BbisgBieHne anturena BUY p24 umeer BaxxHnoe 3Haue-
HUe, 0cCOOeHHO Ha (hOHE OTCYTCTBUS UJIM OTPAHUYEHHOTO
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CUHTE3a aHTUTEJI, TO IIPEAIOYTUTEIEH BHIOOD IPOOUPKU
C BBICOKOU BO3MOKHOCTBIO COXPAaHEHUS aHTUTeHa,/aHTUTE
1 JUIMTEeJIbHOTO XpaHeHust oOpasia B IepBUYHOI IPOOUpKe
(anst MCcKIoYenus OIMOKY IPY aIUKBOTUpoBanun ). Hau-
JIYUIITMM BapUaHTOM it 0OeciedeHnst KauecTBa mpoobl
¢ UCKJIouenreM (CHUKEHNEM pucKa) remosin3sa [8] u, rinas-
HOE, C COXPaHeHueM He TOJIbKO YPOBHSI AaHTUTEJI, HO U YPOs-
Hst anmuzenos BUY (p24), eupycos zenamuma B u C, 98-
JIeTCsl B3dTHE KPOBU B BAKYTEWHEPHI CO CKOIIEHHbIM
resem — BD Vacutainer® SST II Advance [9]. Takas xe
1pobJjieMa CTOUT U B IOHOPCTBE.

Kakwe ke mpobupku He0OOX0MMO HCIIOIb30BATh B KOH-
KPETHBIX CJIydasx?

1. B mex ciyuasx, xozda ucciedosanuio 6ydem noo-
sepznyma naasma, Ois ee noayuenus, OCOGEHHO B CJydae
TPAHCIIOPTUPOBKU OGUOMATEpHaa, 11eecoodpasHo mpo-
BOJIMTH 3a00p KPOBU B BaKyTeHHEPHI ¢ F€MAPUHOM JTUTHS
U pa3/leINTENbHBIM TejieM (CBeTJIO-3eJIeHass KPbIIIKa) —
BD Vacutainer® PST™ II.

2. B mex cayuasx, xk020a neobx00umo 6ul0eaums MOHO-
HYKAeapbvl, BIOJIHE 000CHOBAHO UCTIOJIH30BAHUE BAKy TEITHE-
pos BD Vacutainer® CPT™, kotopble GbL11 HaMK 0TOOpaHbL
B [IOMCKE PelieHust TpoOIeMbl CTaHaPTU3ATINH TIPEaAHATU-
TUYECKOTO ¥ aHAJTMTHYECKOTO HTATIOB C IPUOPUTETOM (e30-
nacHocTu. B oTsinane oT TpaMIInOHHOTO ciocoda Bbieie-
HUsS MOHOHYKJIEAPOB, OTJIMYAIOIIErOCsT TPYI0EMKOCTBIO,
OTCYTCTBHEM CTAHIAPTU3AIUU U BO3MOXKHOCTHIO KOHTAKTA
coTpyaHuka ¢ kposblo, BD Vacutainer® CPT™ npeacras-
JisteT coOOM 3aKPBITYIO OZHOITAIIHYIO CUCTEMY st cOopa,
BbIJleJIEHUsT MOHOHYKJIEAPHBIX KJIETOK, TPAHCIIOPTUPOBKU
C BOBMOKHOCTBIO [I/TUTEIbHOTO XPAHEHUST. DTO CTEKJISTHHbIE
IPOOUPKHU ¢ CHHE-YePHOI IPOOKOM (HAIOJIHITENb — UTPAT
HaTpust/(HUKOJIL/TeNb) UK ¢ KPACHO-3€JIeHON IIPpOOKOii
(HamnoJiHuTeNIb — Terapun Harpus/pukoJul/Tesn). Pasme-
JIeHVe KJIETOK B TPa/lueHTe III0OTHOCTU (DUKOJIIA IPH IIeHT-
pucyrupoBaHuy B TAKUX TIPOOUPKAX C TeJEBBIM HapbepoM
3HAYUTETHHO YCKOPSIET UCCIIe/IOBAHNE: TIPSIMOE BbI/leIeHIe
MOHOHYKJIEAPHBIX KJIETOK U3 KPOBU mpoucxoauT 3a 20 Mu-
HYT C TapaHTHel BbICOKOTO BBIXO/A JTUMMOIIUTOB U MOHO-
UTOB (HE3aBUCHMO OT YPOBHS HOATOTOBKH CIIEI[UATIUCTA
saboparopun ). IIpenmyiecTBOM HCIOIb30BaHUS BAKyTEIi-
nepos BD Vacutainer® CPT™ gpiisiercs He TOJIbKO yBeJIn-
YeHMe KOJIMIECTBA AaHAJIM3UPYEMBIX P00, HO 1 UX YHUKAIIb-
HOCTh B YaCTU COXPAHHOCTH MOHOHYKJIEADHBIX KJIETOK
ocJie XpaHeHus PU HU3KUX Temitepatypax (He menee 90%
ripu Temrneparype g0 —80°) [10].

3. /st MOLEKYAAPHO-2eHEMUUECKUX Mem0008 (8 oM
uucae oas P duaznocmuxu) nenecooOdpasHo 3a0upaTh
KpoBb B Bakyreitneps: BD Vacutainer® PPT™, B npous-
BOJICTBE KOTOPBIX /1711 CTAHIAPTH3AIUHU HCII0JIb3YeTCs CYyXOit
pacibuiennbiii K29/ TA. Hamuue resieBoro 6apbepa ycr-
paHsieT HeoOXOAUMOCTD UCIOIb30BAHUST BTOPUYHBIX MTPO-
OMPOK, UTO MeHee TPYLO0EMKO B pabore, II03BOJISIET YBeJIU-
YUTH TPOUSBOAUTENBHOCTh TPYAA U CTAOUIU3AIKIO
06pasIoB Py TPAHCIIOPTUPOBKE U XpaneHun. OOpasibl,
cobpanubie B npobupku BD Vacutainer® PPT™, moryT xpa-

HUTHCSI B TedeHre 6 4acoB P KOMHATHOW TeMIlepaType,
a TaKsKe B 3aMOPOKEHHOM Bujie Ge3 BAMSHUA HA Pe3yIBTaThl
anaysm3oB Ha BUY [11].

OHu nipeIHa3HAYEHbI JIJIST MOJIEKYJISIPHO IMAaTHOCTHKI
BUY-undekiuu u Bupycubix rerarutos B u C, B ToM unc-
Jie JIJIS BBISIBJIEHVSI TEHETHYECKOTO MaTEPUaa BUPYCOB U re-
HotunupoBanusd (B kauectBennoM Bapuante [111P), a rakke
JLJIST OTTPeJIeJIEHUsT BUPYCHOI HATPY3KU U BBISIBJIEHSI PE3HC-
TEHTHOCTH K JIEKAPCTBEHHBIM ITperapaTaM (B KOJMYeCTBEH-
HOM BapuaHTe — (popMaT «peasbHOro BpeMeHn» ). ITU MPO-
OUPKHU TakKe HAILIM CBOE MPUMEHEHUE TPU CO3AAHUH
6aHKa KpOoBU (BO3MOKHOCTD aHAJIN3A U JUIUTEIHHOTO XPa-
HeHus IPOOLI KPOBU B apXUBE B [IEPBUYHON IIPOOUPKE, 4TO
MCKJIIOYaeT OIMOKY 1IpU naeHTU(hUKALNN IPob).

Taxkum 06pasoM, MUPOBOI OIIBIT 0OECIIeYeHH s CTaH-
JMAPTU3AIUU [IPEAHATUTHIECKOTO Tara MMMYHOJIOTHYe-
CKUX U MOJIEKYJISIPHO-T€HETHUECKUX UCCJIEIOBAHUN MOKET
YCIEITHO TPUMEHSTHCS B MeIUIIMHCKOM TpakTukKe Poccun,
4TO CIIOCOOCTBYET MOBBIMEHUIO Ka4ecTBa paboThl, 10CTO-
BEPHOCTH aHa/IM3a 1 o0eciiedrBaeT Ge301aCHOCTh MEIUIIMH-
CKUX paOOTHUKOB U HAYYHBIX COTPYIHUKOB.
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MOAEKYAAPHO-TEHETUYECKHME NMOAXOAbI K MTPOTHO3UPOBAHUIO
TEYEHUA U UCXOAA PAKA ILIMTOBUAHOW XKEAE3bI

A.b. YYXAOBHH', A.A. BOTATUKOB?, A.C. KY3bMWUYEB?

T TbOY BINMO Cr16IMY umenn akaa. M.T1. NaBroBa MrUHUCTEpCTBA 3ApaBOOXpaHeHUst PO
Kacbeapa KAHMUECKON AADOPATOPHOI ANATHOCTUKM C KYPCOM MOAEKYASIPHON MEANLIMHDI

2 CaHkT-leTepOyprckuit roCyAapCTBEHHbIV MEAMATPUUHECKUt MEANLIMHCKMUI YHUBEPCUTET

Pe3stome. B 0630pHOLL cmamve paccmampusarmcest 60npoChl NPAKMUECK020 NPUMEHEHUS MOJEKYISAPHO-2CHEMUYECKUX
Mapkepos s duaznocmuru paxa wumosudnot xeenesvt (PIIK) u monumopunea ezo nevenust. Ocoboe enumanue yoeisem-
CSL CNEYUDUUECKUM COMAMUUECKUM OHKOZEHHbIM MYymauusim, npexcoe ecezo — zenoé BRAF u RET, a maxce kaunuveckum
OaniviM 06 UX UCNONL30BANUU 05l BOIABNEHUS PAKOBHLX KAEMOK 8 MONKOU20AbHbLx Ouonmamax. O6cyncoaemes psd npobrem,
CBA3AHHDIY € AHATUIOM 2eHHOU HKCHPECCUU 8 MKAHAX WUMOBUOHOU JHcesle3bl, 0COOEHHO 6 CAYUASX MHOHCCCMBEHHOU IHA0-
kpunnoti neonaasuu (MIH2). Ilodueprusaemcs 1eobxo0umocmo paspabomyu HOBbIX 2eHHbIX MAPKEPOB, NPUOOHbLY O
duaznocmuxu QoruKyisapHozo u ananiacmudeckux gopm PIIIK.

Knrouesvte crosa: pax wumosuonoll jceiesol, 2eHHble MAPKePbl, COMAMUUECKUE MYMAUUL, KIUHUYECKUE MeCTb.

MOLECULAR GENETICS APPROACHES TO PREDICTION OF CLINICAL COURSE
AND OUTCOMES OF THYROID CANCER

A.B. CHUKHLOVIN', A.A. BOGATIKOV?, A.S. KUZMICHEV?

1 State budget educational institution of higher professional education “Saint-Petersburg State Pavlov
Medical University” Ministry of Health Care of Russian Federation

Clinical |aboratory diagnosis department with a course of molecular medicine

2 Petersburg State Pediatric Medical University

Summary. The review article deals with practical applications of nucleic acid markers for diagnostics of thyroid cancer
and monitoring its treatment. Highlighted are specific somatic oncogene mutations (RET, BRAF etc.), as well as clinical data
on their utility when detecting cancer cells in fine-needle biopsies. Some problems of gene expression studies in this field are
discussed, especially in cases of multiple endocrine neoplasia (MEN2). A need is stressed for novel genetic markers suitable
Jfor diagnostics of follicular and anaplastic thyroid neoplasia.

Keywords: thyroid cancer, gene markers, somatic mutations, clinical tests.
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AKTyalbHOCTH TPOGIEMBI

IINUIEeMUOJOTHYECKIE UCCIE0BAHUS TIOCTEIHUX Jle-
CATUTIETHH CBUJIETETBCTBYIOT O POCTE 3200JIEBAEMOCTH Pa-
koM nurToBuHON kene3pl (PIIJK) Bo MHOrUMX permo-
Hax Mupa B 1,3—2 pasza. B pazsmunbIX cTpanax rnokasarenan
sabosnesaemoctu pakom IIIJK cocrasagior 0,6—5,0
Ha 100000 nacenenus y myskunt un 1,2—16 — y skeHImuH.
Pak II[JK nabaiozaercd y sKeHIIUH NPUOIU3UTENHHO
B 3 pasa vaie, ueM y My:kuuH. I1o Temmam mpupocTa aToro
3abosesanust (9,2% B rof) cieayer IPU3HATH €T0 OJHOI
U3 By mux (hopM Cpe/u 3I0Ka4eCTBEHHBIX HOBOOOPa30Ba-
HUI.

OcHoBHBIMU (haKTOPAMU, TOBBITIAIONIMMHU PUCK Pa3BU-
tusa PIIDK, apisiorca: Hajudue B aHaMHese 00JIydYeHust

ToJIOBBI U Tien, cemelinbiii anamues PIIJK, Bospact, oo,
Hasyre 3a60JeBaHNH, BCTPEYAIOIINXCS B PAMKaX MHOKE-
CTBEHHBIX dHIOKPUHHBIX HeoTIasuii. Takske, 10 MHEHHIO
HEKOTOPBIX aBTOPOB, CO/lePKaHMe H0/1a U IPYTUX MUKDPO-
9JIEMEHTOB B OKPY KaIOIIEH cpeie MOKeT BJIUSTh Ha PA3BU-
tue u Teuenue paka LK. Breickazano npezmnonosxenue, 4To
B HE SHJIEMUYHBIX 110 300y 0bJacTsx passutuio paka [T[JK
CrocobCTBYIOT JPYTHE (haKTOPbI, TAKKE KaK PAJHAI[OHHBII
(hoH, 3arpa3HEHHOCTD CPEIbl TSKEABIMU MeTasiamu [1].
[Tpu Bceii cT03KHOCTH IPOIIECCOB KAHIIepOTreHe3a 1 Ipo-
IPECCHN 3JI0KaYeCTBEHHBIX HOBOOOPA30BaHU T, HECOMHEHHA
POJIb TeHETHYECKUX MYTAIlUil, B YACTHOCTH — B CEMENHBIX
cJIydasx paKkoBbIX 3a00JieBanmil. B mociennue rojp craHo-
BUTCS OY€BUTHO KITI0UEBasT POJTb COMATHUECKITX MY TAIINH,
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[IPEACTABJIAIONINX COOOH CTOMKNE N3MEeHEeH s TeHOMa, BO3-
HUKAIOIUeE Ha MPOTSKEHUN JKU3HU UH/IUBU/IA U BbISIBJIsIE-
Mbl€ B PA3JIMUHBIX OIYXOJIEBBIX TKAHSIX.

Coueranue paka IIIJK
C ONyXOJISIMU PENPOAYKTHBHOI CHCTEMbI

ABnenue mepBUYHON MHOKECTBEHHOCTH OITyXOJIEi, 0CO-
6enno coueranue paka II[JK ¢ omyxosisiMur perpoiyKTHBHOI
CHCTEMBI Y JKEHIITMH — aKTyasbHast Ipo0IeMa OHKOJIOTUN.
[Ipu aTOM HCCIEIOBAHUH, TTOCBAIECHHBIX 9HIOKPUHHOM T10-
JINHEOILIA31 1, 0COOEHHO TEUEHHIO 1 TPOTHO3Y, B INTEPATY-
pe HEMHOTO, XOTA 3TU CUHAPOMbBI U3BECTHDBI YK€ JI€CATKU
qer [2, 3].

Cy1ecTBEHHON 0COGEHHOCTBIO 3/1€CH SIBJISIETCST CHH-
xpoHHoe BozuukHnoBenue paka 17K u oryxousieii perpoyk-
TUBHOI CUCTEMBI, KOTOpoe uMeeT MecTo Y 39% 6oibHbIX [3].

[To muTeparypHbIM ITaHHBIM, TIOPaKeHNEe PETHOHAPHBIX
smMdaTraeckux y3m0B Metactazamu ipu PIIK na ¢one
SHIIOKPUHHOM TMOJMHEONIa3Uuu BCTPEYaeTCs damie —
oT 29 mo 65,9% caydaes, OHAKO 4aCTOTA BCTPEYAEMOCTHI
oTjaeHHbIX MeTacTaszoB paka HIJK He otsiimyaercs ot rpyii-
116l 60JIbHBIX 6e3 mosnHeorasun |1, 4].

B 11e/10M, BOIIPOCHI accolranum HoBOOOpa3oBaHMii pas-
JINYHON JIOKaJIN3allnun 'y OJTHUX U TE€X JKe 6OJII)HI)IX U 11aTO-
rere3 ceMeHbIX (GOPM paka B TOCJETHUE TOABI HAYATHT
VCIIENTHO U3Y4aThCs C TPUMEHEHNEM METOIOB MOJIEKYJISAP-
HOII reHeTHKHU. DTOil 1pobiieMe OCBIEeH 1eIbli psij 00-
30pOB, HarpuMmep [5]. ABTOPBI paccMaTPUBAIOT KOHIIETITHIO
MHO’KeCTBEHHON sHIOKpUHHON Heontazuu (MIH) tuma 2,
ussectHol ¢ 60-x rr. XX Beka, 1peacTasisionieil coboii co-
yetanue Meaysgpaoro PIIIK, dheoxpomoriutomsr u tiep-
BUYHOI'O TUIIEPIIAPATUPEOUUZMA

[ToMruMO OOMIMPHBIX KAUHUYECKUX HCCJIEJL0BAHUIA,
B HACTOsIIlee BpeMsI IUPOKO rpuMensiiorcst Mmetosbt JJHK-
CKPUHUHTA — PUCKA FeHOB MOBbIIeHHOTro prucka MOH2.
BoisgBiienbr OoJibiiie podeMbl IPU OLleHKe Pe3yJIbraToB
TeHeAJOTUYECKNX U MOJIEKYJISIPHO-TEHETUYECKUX JTAHHBIX
B PA3JIMYHBIX TOMYIAUSIX U CEMbSAX C 3TOU MaTOJIOTHEN,
YTO MOKA3aHO MpH aHaym3e criekTpa myTtarmii rera RET n nx
nepeaavyr B OKOJIeHUsIX. TAKUM 00pa3oM, reTeporeHHOCTh
W3BECTHBIX MYTAIM ITPU MHOXKECTBEHHON 3HOKPUHHON
HEOTIA3UH He TTO3BOJISIET MIOKa Pa3paboTaTh CTaHAAPTHBIE
METO/Ibl IMArHOCTUKH B 9TUX CUTYyalUAX.

ComaTnueckue MyTanuu
B JIMaTHOCTHKE PaKa IUTOBHUIHOM JKeJe3bl

OHUM W3 TPAKTUIECKUX PE3YJIbTaTOB IPOTPECCa, JI0-
CTUTHYTOTO B ITOCJIE/THUAE TO/IbI B CCIIEJOBAHUN PaKa, SIBJIsI-
eTcs uAeHTU(GUKAINS HOBOTO KJIAcca OTyXOJIEeBBIX MapKe-
POB, @ UMEHHO IeHEeTUYECKHUX IPU3HAKOB, OlpejesieHne
KOTOPBIX BO MHOTOM OCHOBAHO Ha BbISIBJIEHUN aHOMAaJIb-
HBIX TocaenoBarenbrocTelt [IHK, a Takske skcmpeccun mpo-
TOOHKOTEHOB, TEHOB-CYTIPECCOPOB OITyXO0Jiel, TEHOB KJle-
TOYHBIX PEIENTOPOB, MOJUMOP(MHDBIX FeHHbIX BAPUAHTOB
U IpyruX (GhyHKIIMOHAIBHO 3HAYMMBIX CETMEHTOB T€HOMA,
crierpuIecKue MOBPeKAEHNUSI KOTOPBIX SBISIOTCS TPUYH-

HOU nyin MoiUIIMPYIONTUM (DaKTOPOM KaHileporeHesa [ 6,
7].

Ha nporsgkennn MHOTHX JIET UCCJIEAYIOTCS BO3MOKHO-
ctu nipornosupoBanus tedenus u ucxonaa PIIIJK na ocno-
BaHUM M3yYEHUS IJIOUIAHOCTU KJETOK M COJepKaHUA
JHK. Aneymionaus, KoTopas daiie Ha0II04aeTcs y IOKH-
JIBIX BOJIBHBIX, PACCMATPUBAETCS KaK HeOJArOnPUATHBIN
dakTop 1npu xupyprudeckom jedenuu [8]. Yxyienue mpo-
IHO32 B CJIydae aHEeYIJIOU/IHBIX OITyX0Jiell OTMEUYEHO PIZIOM
ucceoBaTesel Mpy NanujuisipHoM pake [9], posmkyisap-
nom pake [10].

OO61M /17151 hOpMUPOBAHMS OILYXO0JIel J1I060TO OpraHa
SABJISIETCS HapylIeHne MEXaHU3MOB HOPMAJIbHOM KJI€TOYHOH
rposndeparym, 4To CBA3aHO C ©BMEHEHUSMU B PETYJIATOP-
HBIX [pOoIeccax 0OBIYHOTO KJIETOYHOTO UK. Tak, s
060 OMYXO0JU XapaKTepHa MOBBIIIEHHAST HKCIIPECCHUST
OHKOTEHOB CceMelicTBa ras, M3BpalleHne 0ObIMHOI Cympec-
COPHOI (PYHKITMU T€eHOB-CYTIPeccOpoB pocta omyxoJu [11].
Opnako, HeCMOTPS Ha TO, UTO JIaHHbIe U3BMEHEHUS B 11€JI0M
SIBJISTIOTCST aHAJIOTUYIHBIMHE JIJ15T JIF0OO0# Oy XOJIH, CYIIECTBY -
10T HEKOTOPbIE XapaKkTepHble 0COOEHHOCTH, CBA3AHHbIE
¢ MOP(OJIOTUYECKUM TUIIOM OITyXOJIU, CTENEHBIO ee -
(hepeHIIMPOBKH, a TAKKe CO CPEIOBBIMU yCJI0BUAMU. B re-
He3e TUPEOUIHBIX HeOIJIa3uil OMCcaHo HeCKOJIbKO My TaIlui,
XOTsI HU OJ[HA U3 HUX [0 OTEJbHOCTH HE CIIOCOOHA BBI3bI-
BaTh 3JI0KaUECTBEHHOE [IePEPOKICHNE HE3 COMYTCTBYIONIIX
COBMECTHO jieiicTBytonux myTaiuii [12]. Hanuune takux
0cOOeHHOCTEI [1eIaeT IPOBeeHue UCCAEJOBAHUN MOJIEKY-
JIIPHBIX MEXaHU3MOB TUPEOUIHOTO KaHI[epOTreHe3a BeCbMa
MEPCIEKTUBHBIM U TIPEICTABJISET 3HAYMTEbHDIN UHTEPEC.

WccnenoBanus nmocyieHuX JeT MO3BOJIUIN UaeHTudM-
[UPOBATH CUTHAJIbHbBIE TTyTH, KOHTPOJUPYEMbIe OOJBIITIH-
CTBOM 3TUX T'€HOB. BbISICHUIIOCD, YTO MHOTHE U3 HUX Pery-
JIMPYIOT aKTUBHOCTb OJIHUX U TEX Ke IyTel Ha pasHbIX
aTarax nepejiaqyv BHyTPUKIETOYHBIX cCUTHAIOB, OKa3a10Cch
TaK’Ke, YTO HEKOTOPbIE M3 TAKUX CUTHAJIBHBIX ITyTel OJTHO-
BPEMEHHO BOBJICUEHBI B PETYJIAINIO HECKOJIbKUX BasKHEH-
mux puszunosiornyeckux mpoieccos [12, 13, 14].

Pousib comaTudeckux MyTaiuii pu CriopaiidyeckoM paxe
[II7K B HacTosiee BpemMst n3ydeHa HeJJ0CTaTOuHO. BeposiT-
HO, OHU He ABJISAIOTCSA 3TUOJOTUYeCKUMU (HaKTOpaMy KaH-
1eporeHe3a, Ho, 110 JIAHHBIM MHOTUX MCCIIeI0BATEeH, MOTY T
yuactBoBath B narorenese PIIJK, onpenensis ero knnnu-
yeckoe Teuenue u nporunos [6]. [Mamunnsapusiii pak K
€ HO3UIUH MOJIEKYISIPHOIT GUOJIOTUY IIPeACTaBIIsIeT COOOi
HanboJee MOJHO OXapaKkTepu3oBaHHyio Heorasuio [T[K
B OTHOIIEHUN B3aMMOCBA3U AITHIEMUOJIOTHIECKIX (haKTO-
POB pucKa (paguamoHHO-UHYITMPOBAHHbBIN I CIIOPA/IH -
yeckuit manmussapubiii PIIJK) ¢ umeronumces na moJieky-
JISPHOM ypOBHE siehexTom [15].

Onnoit us npuunt B pazsutun paka II[JK moxer sB-
JIATHCA MyTaIlMs PEIENTOPa THPEOTPOITHOrO TopMoHa. B Te-
YeHue NoCJIeIHUX HeCKOJIbKUX JieT MyTaiuu perieritopa TTT
AKTUBHO U3YYaJIUCh C 1eJIbI0 BBIICHEHUS TIPUYMHDI [TPU-
06pETEeHHBIX HACJIEACTBEHHBIX U BPOJKICHHbIX 3a00JIeBaHMii,
a TaK’Ke paka IUTOBU/IHOM Kesie3bl [16].
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TTT momynupyer jeiicTBie MUTOTEHHBIX (DAKTOPOB:
yeususaer sefictBre TPM-1, moBbINIaeT SKCIpeccuio Ha TH-
peoluTax perernTopoB K aluAepMaibHOMY (haKkTOpy POCTa,
CeHCHOMIU3UPYSI KJIETKU K BO3JEHCTBUIO 3THX (HDAaKTOPOB
pocta. Ilon BosnmeiictBuem TTI oTmewaerca ycuienue
TPAHCKPUIIIINH PsA/Ia OHKOTEHOB: OBICTPBII KPATKOBPEMEH-
HBIH TO/beM TPAHCKPUIIIINU C-MYC, TOBBIIIEHNE KOHIIEHT-
pauuu M-PHK c-fos [17].

[Tpu onyxosax 7K BeIisiBIeHa oTpuiiaTesibHast KOppe-
nsus crenenn qudGepeHIupOBKU OIYX0JIN U e€ CII0C00-
noctu csa3piBaTh TTT. C norepeii auddepeHiimpoBK o1y-
XOJIU CHUZKAeTC aKcmpeccus He ToJibko perienitopa TTI,
HO U TUPEOTIEPOKCH/IA3bl, a TaKKe TPAHCKPUIIIINAS TeHA TH-
peorno0ymHa.

[lannbie 0 BO3MOKHOU POJIM PA3JUYHBIX OHKOTEHOB
B passuTuu paka IL[JK 6puam paree 060011EHbBL B 0030pHOM
pabote [18]. B unciie reHoB, MyTally KOTOPBIX BaKHBI 111
passutus PIIJK, 06b1uno yrasbiBaioT: onkored RET, onko-
reH ras, ret pd3 (TeH «KJIETOUHOTO CYUIUIAY ), SKCIIPECCHST
KOTOPBIX U3MEHEHA B OIyX0JIeBOU TKaHU. D(HhEKThbI ITUX
HapyHIeHU, BEPOSTHO, PA3JIMYHBI [IJI51 OTTYXO0JIeii C pa3HbIM
ypoBHeM nuddepeniiupoBku. [To ganubiM, cyMMUPOBaH-
HBIM 9TUMU aBTOPAMM, arPECCUBHOCTH U UCXO/bI TCUEHUS
[TPII/K MoryT onpeiesisiThCs 11eJIbIM PSIZIOM FeHETUYECKUX
(comaruyeckux) MyTaIuii, B YaCTHOCTH — TPAHCJIOKAIUSIMU
reaa RET (10-50% Bcex ciryuaeB 3a00JI€BaHNUS ), & TAKKE
myTarsimu Ras (okosio 12% cayuaes [TPIIDK).

[Tepectpoiika RET/PTC — niepBbliii reneTuueckuii je-
(ext, nzBectusiii pu nanuispuaom PIIJK, on ussecren
¢ 1990 rona. l'en RET konupyer skcripeccupyembiii B Helpo-
SH/IOKPUHHBIX KJIETKAX PEIenTOP THPO3UHKIHA3BI /17151 (hax-
TOpa poCTa, TPOUCXOIAIIETO U3 TJINATBHBIX KJIETOK.

CymuiecTBeHHOIT PO6IEMOIT OLIEHKU POJIH JII000r0 110~
aumopduama RET siBrsiercs ero HeoiHOpoiHAS TTPE/ICTAB-
JIEHHOCTD B OTJIEJBHBIX MOMYAANUAX. MOKHO yIIOMSAHYTH
pesyabrathl [19], koTOpblE HA OCHOBAHWU TUIMPOBAHUS
RET nposesin anasms 10 pazjingHbIX rarJIoTUIIOB 9TOTO TeHa
U BBISIBIJIH [IPe00JIaIaHIe OTHOTO U3 HUX TIPH HATMJLISIPHON
kapuunome 1K Bo ¢hpaniysckoii 1 UTaJIbsaHCKO BHIOOP-
Kax, TOT/Ia Kak JIPyToi rariotu Oput HHGOPMATUBEH JIUIITb
BO (bpaHIly3CcKoi rpyiie 60JbHbIX. TakuM 06pa3oMm, aua-
rHoctudeckas 3saunMocTb renotuna RET usydena neno-
CTATOYHO U TPEOYET IAbHENIIEr0 HCCAEIOBAHUS B PA3JIHY-
HBIX MTOTTYJISAIUSX.

K nacrodiemy BpeMeHM B MaNUJJIIPHOM pakKe UeH-
tuduimposano 6osee 8 xumepubx RET/PTC renos, npu
atom B 80% ciyuaes peub uzier 0 RET/PTC-1u RET/PTC-3.
[TepecranoBka RET/PTC crienuduyna 151 nanuiisspHoro
PIIK u BCcTpeuaercs ¢ J1I0CTATOYHO BBICOKOUW 4acTOTOM
(30—65%) mipu pagralnoHHO-MH/YIIUPOBAHHOM Pake (0co-
GEHHO YepHOOBLIBCKOM) M JOCTaTOYHO penko (5—15%) —
1pu criopajnueckom pake [11, 20].

[Tanunnsgpubie TUPEOUAHBIE KAPIIMHOMBI, KCIIPECCH -
pyiomue RET, He nposIBISIOT arpecCUBHOrO GUOIOTHYE-
CKOTO MOBEJIEHUS] ¥ UMEIOT OJIATOMPUSITHBIN MPOrHO3.
HenuddepeniinpoBantbliii 3jl0kauecTBeHHbIH (hEHOTUTI TIPU

TUPEOUTHBIX KAPIIMHOMAX aCCOIMUPOBAH C OJTHOBPEMEHHOM
aktuBanueit RET u H-ras unu K-ras. Tpaguninonno omnpe-
nesierve Tak kK Jiederust 6Goabtbix PITJK npoussoauTest
Ha OCHOBAHUU MOP(HOTIOTUYECKUX XapaKTePUCTUK OITYXO-
JieBoro mpotiecca [19, 21].

B nanbneiimem, B 2002 rogy ObLI olrcan HeJbli psj
COMATHYECKUX TeHHBIX abepparuii 1, B 0COOEHHOCTH, — My-
Tarud rena BRAF V600OE. 910 — comarnueckad toueunad
myTaius sk3oHa 15 rena BRAF, kotopsrit kogupyer onHy
n3 xkuna3 cemeiictsa RAF. Kaunnnueckue ucciaemnoBanug
MOKA3bIBAIOT, YTO 3TA MYTAIHS HE TOJIBKO UHUIIUUPYET KaH-
1eporeHe3 B HOPMAJIbHON TOYJASIUU POJITUKYISTPHBIX
KJIETOK IIIUTOBUIHOM JKeJIe3bl, HO 1 CIIOCOOCTBYET IPOTpec-
cuu [TPIIJK, noBeiienHomMy pucky auM@o- 1 reMaToret-
HOI'O METAaCTa3suPOBAHMs U CMEPTHOCTH OOJIbHBIX [22].

JlaHublil TeH cunTaeTCs OJHUM U3 KJIIOYEBBIX (DAKTOPOB
KaHIleporeHesa Ipu 1eJioM psifie Heolia3uii. B yactHocTH,
nokasana ocobas posb mytanuu BRAF B matorenese ma-
MUJIISPHOTO PAaKa MU TOBUIHOM JKeJIe3bl, U HA CETOHSAITHUIA
JIEHb 5TA MYTAIlUsI PACIEHUBAETCS KaK HAOOJIee Pacipo-
CTpaHeHHBI MOJIEKYISIPHBIN nedekt (39-69%) npu cro-
paanyeckoMm namuiasipuoMm PIIJK u, nanpoTtus, peakuii
[IPU paIMaIllMOHHO-UHAYTIMPOBaHHOM HanusuigpaoM PIIIK
[23]. B nocaennue roawsr auarnoctuka mytaiuii BRAF
u RET naunnaer BHeAPATHCS U B OT€YECTBEHHOM OHKOXU-
pypruu [24]. B CII6IMY omnpeznenenne BRAF Takxe nc-
MOJIb3YETCST B MPAaKTHKe dHAOKPUHHON Xupyprun [25].
ABTOPBI UCIIOJIB3YIOT JIJIsT UCCIIEA0BAHNST 00PA3IIbl TOHKO-
uronbubix 6uonratos (TAB) u mpoBoxar onpenenenue
BRAF V600E nocpeacrsoM pyTuHHON wiu real-time
[T P. IIpeaBaputenbHble pe3yabTaTbl, TOJyYEHHbIE TTPU
obcnenosanun 94 namuentos B CIIGIMY, cBUIETENBCTBY-
10T 0 100%-H0i1 crienuduIHOCTU 1 BBICOKOIN TUyBCTBUTEIb-
HOCTU JAHHOTO TEHHOTO MapKepa /i YTOYHSAIoNel nua-
raoctuky manuisipaoro paka K, uto nossossier 6osiee
paIMoOHAIbHO TIITAHUPOBATh XUPYPruyeckoe jJedyeHue mpu
HAJIMYUU JaHHOU TeHHOU MyTaIluu.

IMopobHas IUATHOCTHKA, OJIHAKO, UMEET CYIECTBEHHbIE
orpanudenus B cayudagx namusisipaoro PIIIK, Bosuunkaio-
1Iero B JIETCKOM BO3pacTe, MOCKOJbKy MyTainuu BRAF
B ATOM CUTYAI[MU BCTPEUAIOTCS NCKIIOUUTETBHO Peziko. Kak
[IPY pafiualliOHHO-UHAYITUPOBAHHOM, TaK U IIPU CIIOPa/1-
yeckoM nanuisipaom PITJK obHapyskuBaioTcs 1epecra-
noBku RET/PTC. 9To cBUIeTEILCTBYET O TOM, UTO BO3PACT
SBJISIETCS elllé OTHON BasKHOU JeTePMUHAHTON OHKOTE€HHO-
ro mporiecca B Tuponutax [12, 26, 27].

OpruM 13 HanboJiee M3yYEHHBIX TEHOB B IIJIaHE Pa3BU-
TSI OIyXOJielt siByisieTcs rer pd3. CUnTAETCs, YTO MY TAIIH
JIAHHOTO TeHa 06JIeryaloT MaJIMTHU3AIMIO KJIETOUHBIX KJIO-
HOB 3a CYeT CHIKEHM X eCTeCTBEHHOI rubesn (amorosa).
B pabore Granja et al. [ 28] nokasana rosblieHHast 4acToOTa
JTAHHOTO TeHHOTO BapuaHTa P (HOJIUKYJISAPHBIX 1 TTAITNJI-
sgpubix pakax 7K.

HopmanbHable TUpeougHble KJIETKU MIPU BO3IEUCTBUN
Ha HUX MOHU3UPYIOIEH paguainu, yiasTpahroseToBoro
obsrydeHus U Apyrux GakTopoB OTBEYAIOT yBEJUUEHUEM
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aKCIpeccur p53 1, TakuM 00Pa3oM, He MPOUCXOAUT MATO-
JIOTUYECKO KJIeTOUHO# rposindeparuu. Harporus, KieTky,
HecylIe MyTanTHble P53, IPU BO3/EICTBUY OTIPe/IeJIeHHbIX
BJIMSHUI OTBEYAIOT YCUIICHHBIM JIEJIEHUEM U CIIOCOOHBI K aK-
KyMYJIAIUU TeHeTUYeCKuX JeheKTOB, XapaKTePHBIX IS
KaHIeporetesa. Myraruu p53 daiiie Bcero 00Hapy KHUBaiOT-
¢ Ha no3aHux craaugax paka LLIJK, a coueranme ux ¢ aktu-
BaIluei ras CBUETEIbCTBYET O MOBBIIEHHON arpecCUBHOCTHI
paka. HactoTa BCTpeuyaeMOCTH MyTaluii p53 pasiudHa
B Pas3JMYHBIX reorpauuecKuX 30HaX U MOJKET ObITh CBsA3a-
Ha C HAJIMYUEM WJIM OTCYTCTBHEM HOAHOTO Neduiura. Tak,
B PermoHax ¢ HOAHBIM Ae(UIIUTOM MyTauu P53 pacipo-
cTpaHeHbl B 6oJibiieii crenenu |6, 29].

Kpowme Toro, cyniectBeHHas poJib B KaHIlepOreHe3e MOo-
JKeT OBbITh CBsA3aHA C TEHETUYECKON BapUabeIbHOCTBIO CHC-
tembl penaparyy JJHK, uTo 66110 10Ka3aHO B MOILYJISIUAX
smmbonmros y 6oabHbix ¢ PITIIK [30].

Ananuz myrtanuii B renax H-, K- u N-ras npoBoaniics
B 00pasIax omyxoJell ¢ pasJInyHOli TICTOJIOTeN U CTemne-
HbIO aHaTIa3uu. Yaie Bcero To4eqHblie MyTaIllU1 ras-OHKO-
reHOB HaGJIOAI0TCA B XUMUYECKU MH/YITMPOBAHHBIX PAKAX
B akcriepumente. Cunraercs, uro B kierkax [1[JK Tosbko
ras-MyTaluii HeJJOCTaTOUHO /IJIsI PAKOBOU TpaHchopMaiiiy,
Y OHM UTPAIOT POJIb BO B3AUMOCBSI3U C POCTOBBIMU (haKTO-
paMHu, 4TO MOATBEPIKAAETCSI OOHAPYKEHUEM ras-aKTUBUPY-
IOIUX MYTalluii B HOPMAJbHOU TUPEOUIHON TKAHU, OKPY-
JKarolieit ormyxoJib. HacToTa MyTaluii ras-OHKOT€HOB OYeHb
BapuabesibHa, YTO He TI03BOJISIET €€ MCIOJIb30BATh B MPO-
THOCTUYECKUX I1eJISIX, U 3aBUCUT OT HOHOM oOecriedeHHOC-
TH, BO3JIEACTBHSI KaHIIEPOreHHbIX BelecTs, 00ydenust [11].

sInepubie GENIKM C-MyC IPEACTABIIAIOT cO00I (PaKTOPHI,
peryJupyIoniye TPAaHCKPUIIITIIO TeHOB. PasyimuHble Hapyiie-
HUS CTPYKTYPBI C-IyC 0OHAPYKUBAIOTCS TIPU PA3TMYHBIX
OIIYXOJISIX U, B YACTHOCTH, IIPU paKe MUTOBUAHON JKeJie3bl
[31].

OpHako, HeCMOTPS Ha IOKA3aHHYIO TTPOTHOCTUYECKYTO
3HaunmMoctb aKcripeccuu renoB RET, BRAF u psana apyrux
reHeTUYECKUX MapKepoB, ollpe/ieieHre WHANBUIYATbHOTO
nporuosa saboesanusa upu PIIJK ocraercsa me 1o xonma
PelIeHHOiT IPpo6JIeMOii, TaK KaK JaHHble TeHeTHYECKIe Map-
KEPBI OITPEJIEJISTIOTCST Y YacTi OOJIbHBIX 1 JIUIITb B HEKOTOPOi
CTereH! OIPEeJIIOT arPeCCUBHOCTD OIYXOJH (TEMITbI POC-
Ta, METACTa3bl). ITO JIEJAET aKTYAJTbHbIM TIOUCK JIOTIOJIHU-
TEJIbHBIX TeHETUYECKUX KPUTEPHUEB, OTPAKAIONIUX B3aUMO-
JieiicTBUe HOPMAJIbHBIX U OIYXOJIEBBIX KJIETOK B YCIOBUAX
Pa3BUTHUST 3JI0KAYECTBEHHOTO 3a00JI€BAHIISI U ACCOITUMPOBAH-
HBIX € KJIMHUYECKUMU [TPU3HAKAME arpecCUBHOTO TEYEHUSI.

Hapymenus axkcnpeccuu reHoB
MPH HEOIUIa3UsIX MUTOBHIHOM sKeie3bl

B kauecTBe Hanboiee CyiecTBEHHOro COObITHUS B reHe-
3e narmusuisipaoro PIIJK pacecmarpuBaercst akTuBanius cur-
nanpHoro mytd RET/RAS/BRAF/MAPK [18].

B cBsa3u ¢ atum B kietkax PIIJK npoBoaures ornenka
AKCIIPECCUU TEHOB, CPe KOTOPBIX, BO3MOYKHO, Y/aCTCs
HAUTH U IMATHOCTUYECKU aKTyaJibHbie MAPKEPDI.

B yactHoCTH, MUKPOYUTIOBBIE METOIBI C OTHOBPEMEHHOM
perucrtparnueil yposieit MPHK mHOrux necaTkoB u coren
TeHOB [TO3BOJIAIOT OIIPEEJIATD CIIEKTPBI 9KCIIPECCUH, CIIETIN-
(uunbie qs paznnunbix rucrorunioB PIIIK, mporuosa me-
TACTA3MPOBAHUSA 1 OTBETA HA IIUTOCTATUYECKYIO TEPAIIHIO.

Tak, TpOBOAMJIOCH TIOJTHOTEHOMHOE MCCIe/IOBAaHUE TeH-
HOM 9KCIIPECCUM C IEJIbI0 CPABHEHMSI COOTBETCTBYIOIINUX
cuextpos kietok ITPIIK ¢ myranueit BRAF u 6es nee,
a takske B HopMasibhbixX kiaetkax [T[JK [18]. IIpu Tectuposa-
HUU aKcIipeccrun 539 OT/IeIbHBIX TeHOB 17 MMe i 3HaYnTe h-
HO ITOBBIIIIEHHYTO aKTUBHOCTD, ACCOIMUPOBAHHYIO C HAJTUYH-
em myTtamy BRAF. AKtuBari kacaiach, [IaBHbIM 0GPasoM,
reHOB, UMEIOIINX OTHOIIIEHNE K PEMOJICTMPOBAHIIO BHEKJIE-
TOYHOTO MAaTPUKCA, a/I'€3N1, MUTPALINN, MHBA3UN U METACTA-
3UPOBAHUIO KJIETOK. ITHU T€HBI MOKHO XapaKTePU30BaTDh KaK
PEryJsiTopbl KJIETOYHOTO 1INKJIA, A/ITe3UH KJIETOK, MeXaHU3-
MOB BOCITAJIEHUS 1 UMMYHHTETA, IINTOKWHOBOTO OTBETA, AKTH -
Baruu pertenrropa EGF (daxropa pocra anureniist), scTpores-
3aBUCUMOM MIepeiadl CUTHAJIA, MEXaHU3MOB B3aMOIEICTBIS
¢ yOUKUTUHOM, KACIIa3HOI 1[eIH U arperaiiui TpOMOOIUTOB.

Jpyroii o0LIMPHBII MeTa-aHAJII3 IKCIPECCHM TeHOB ITPU
PIIJK nokazai, 4To HEKOTOPbIE XOPOIIIO N3BECTHBIE T'eHbl,
YYacTBYIOIINX B KaHIlepOreHe3e W MPOTrPecCur OIryXoJiu,
CYIIECTBEHHO aKTUBUPOBAHDI B TKAHAX 3JI0KAY€CTBEHHBIX
nosooOpazosanuii I[IIJK [32]. Cpeau HUX — reHbl, KOHTPO-
JINPYIOIIUE PA3JINYHbIE 3TAIIBI IIPOTE0JIN3A, CBA3AHHDIE C JIN-
3MCOM BHEKJIETOUHOIO MaTPUKCA U MHBa3uel OIyXoJiu,
takue, kak SERPINA1, TIMP1. Takum 06pa3oMm, 1ejiecoo0-
Pa3Ho U3yyaTh jlajiee yPOBHHU MTOBBINIEHUS dKCIIPECCUT ITUX
U JIPYTUX F€HOB-KAHUIATOB B OUOJIOTHYECKIE MaPKEPDI
OITyXOJIEBBIX HOBOOOPA30BaHUIA.

WccnenoBanus MHOKeCTBEHHON 9KCIIPECCUU T€HOB Me-
TO/IOM OMOYUIIOB BBISIBIJIM CPYIITIBI TPAHCKPHUIITOB, KOTOPbIE
MO>KHO HCITOJIb30BATh IS TUATHOCTUKU 3JI0KAYeCTBEHHO
nsaMenennbix Tkanei IIDK, B nonosnenue Kk 0ObMHOM IIUTO-
siornueckoii quarnoctuke [33]. Ha nepsom artare aBTopbI
BbISIBUJIU 75 F€HOB, aKTUBAIIUSI KOTOPBIX MOKeT nuddepen-
[[MPOBATD 3JI0KAYECTBEHHBIE TUPEOUIHBIE KJIETKH OT 106PO-
KayeCTBEHHBIX HOBOOOpasoBanwmii. Jajee, ¢ mpuMeHeHneMm
kosmyectBertoii ITIIP BoisiBiienbl Tpy HanboJiee uxbopma-
tuBnbIX TeHa (HMGA2, MRC2 u SFN), cOBMeCTHbII aHAJIN3
KOTOPBIX obeciieurBas cuenuGuIHoCcTb 10 84% 1pu 4yB-
crButesnibHoctu 71%. Ciieflyer OTMETUTD, YTO aHATOTHMYHAST
OlleHKa 3TNX (hAaKTOPOB METOZIOM UMMYHOXUMUH OTJINYATIACH
6ouee BbICOKOH crenudmanocTbio (10 100%). Takum obpa-
30M, [TOUCK B 9TOM HAITPABJICHUU SIBJISETCS EPCIIEKTUBHBIM
B IIJIaHE TOBBIIIEHUS TOYHOCTH J€TEKIIMN MEJIKUX 04aroB
PIIIK u B ciryvasix ¢ HeorpeieJIeHHbIM JTUaTHO30M.

Yacrble reHHbIe TOJIUMOPHU3MbI
Kak ¢axropsi pucka PIIIK

Kaxk nzBecTHO, B reHOME YeJIOBEKA CYIIECTBYIOT COTHHU
TEeHHBIX BAPUAHTOB, KOTOPbIE MOTYT MOBBITIATh PUCK TTOSIB-
JIEHUS U IIPOTPECCUN PA3IMYHBIX OHKOJOIMYECKHX 3a00J1e-
BaHuil. B aTOM TIaHe nMeeTcs JINTIh HECKOJIBKO KPYITHBIX
MMOJTHOTEHOMHBIX nccemoBannii accormarinii PIIJK ¢ xom-
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KPETHBIMU 00JIACTSIMU TeHOMA. B CIMCKe TOTEeHINATbHBIX
FeHOB TIPE/IPACIIOIOKEHHOCTH K 3JI0KAYeCTBEHHBIM HOBO-
obpasoanusam K ceityac HacYUTHIBAIOTCS 1 HECKOJIBKO
FeHOB, UMEIOTIIUX OTHOIEHKE K TI€JIOCTHOCTU U CTaOUIIbHO-
ctu renoma [34]. B acriekTe oBbIIIEHHOTO PUCKA PAa3BUTUS
namsipaoro paka 17K gatie Bcero paccmarpusaior 1o-
suMopdHble BADUAHTBI T€HOB CUCTEMbBI [E€TOKCUKAIIUH,
a TAK)Ke eHOB, KOHTPOJUPYIOMIUX IIPOIECCH Perapanuu
IHK B xnerkax [35]. Kpome Toro, BBusy Bee GOMBIIETO
3HAYeHUs, KOTOPOE IIPUIAETCS PEMOIETMPOBAHUIO BHEKJIE-
TOYHOTO MAaTPUKCA [PHU OIYXOJEBBIX U BOCIHATUTETbHBIX
npoiieccax, 0OpaIaT BHUMaHNeE 1 Ha (DYHKIIMOHAIbHbIE
0IMMOPGU3MbI TEHOB, KOHTPOJIMPYIONIUX IIPOTEOJIN3 MEXK-
KJIETOUHOT'O BellleCcTBa. B 4acTHOCTH, MbI IIPOBEJIH HCCIIE0-
BaHUE aCCOMUAITIH MEKLY KIMHUIECKIMHU OCOOEHHOCTHSIMU
nanuigpaoro paka K u ¢pynkimonanpubiMu Bapua-
TaMU TeHOB MaTPUKCHBIX MeTasuionporentasd (MMP-1,
MMP-3, a takxke rena ACE). B yacrnocTu, Hamu BbISIBJIEHO,
uto rerotutt 5 A/5 A MMP-3 cBsizan ¢ paHHuM 1e610TOM
3abosesanus (Ha 10 Jier pamblie, 4eM y OCTaJbHBIX MaIK-
€HTOB), TOT/Ia KaK HOcUTeIbcTBO asess D rena ACE-1 ac-
COLIMKMPOBAHO ¢ PAHHUM 1e0I0TOM 3a00,/1eBaHsd 1 GOJIBIII-
Mu pazMepamu oryxosu [36]. B iesom, noskusioii Bospacr,
MYZKCKOH T10J1, pasMep o11yxoJiu 6oJiee 2 ¢M, HaJluane TeHo-
tunia DD rena ACE-I uiu coueranne renotumna 5 A reHa
MMP3 c annenem D rena ACE-1 sBaigioTcst cyiecTBeHHbI-
M1 (haKTOPAMH, aCCOIMUPOBAHHBIMYU C HEOIATOTIPUSTHBIM
TedeHueM 3a60JeBaHUs. DTO MCCIIEA0BAHUE TTOKA HOCUT
[PeBAPUTENBHBINA XapaKkTep U TPeOyeT MOATBEPKAEHUS
Ha 6OJIBIITNX BBIGOPKAX MAIIUEHTOB.

3akouyeHnne

[Tepeuucsiennblie Bbillie reHHbIE (PAKTOPHI UTPAIOT CY-
MIECTBEHHYTO POJIb HA PA3JINYHBIX HTANAX Pa3BUTHS, IIPO-
IPECCHU U METACTA3WPOBAHUS 3JI0KAYECTBEHHBIX HOBO-
00pa3oBaHuil MIMTOBUAHON KeJie3bl. XOTs HPAKTHYECKOe
MIPUMEHEHNe 9TUX 3HAHUI OTPAHUYEHO B HACTOSATIEE BPEMS
(Bauckimouennem myrtainit BRAF u RET), mocnenyrornme
HCCJIEZIOBAHIS MOTYT OIIPEIEJISTD 9TH WJIU JIPYTHE MAPKEPbI
HOTeHHHaJH:HOfI 3JIOKQUECTBEHHOCTU MHAMBHUAYAJIbHDBIX
omnyxoJieil. B wacTHOCTH, ompesiesieHne TeHHBIX BapuaH-
TOB METAJJIONPOTENHA3 TO3BOJUT MOJIYIUTh TTPECTABIIE-
HUE 0 PEIbHOM COCTOSTHUU OTTYXOJIEBOI ITPOTPECCUN U BbI-
SABUTDH TPYIIIIbI C arPECCUBHBIM TEYEHHEM OITYXOJIEBOTO
mpoiiecca.

Takum 06pa3oM, B HACTOSIUNA MOMEHT, C YYETOM CO-
BpeMEHHBIX B3IJIIIOB Ha aTuonartoreres nauddepeHimpo-
BanHoro paka IJK, a B yacTHOCTH, TATUTIAPHOTO paKa
MK, kiuHUYecKne KPUTEPUU TUATHO3a U ITPOTHO3a paKa
[I7K Bce yatie AOMOJHAIOTCS TOPMOHAIBHBIMY TTOKa3aTe-
JIIMU ¥ MOJIEKYJISIPHO-TeHeTHYecKUMU Mapkepamu [37].
Cpeiu GHOJIOTHYECKUX MAPKEPOB 3JI0KAYECTBEHHOCTH OITY -
xouteit ITJK HanboJiee peaibHBIMI J1J1s1 BHEJPEHUS SIBJISTIOT-
cst comarndyeckue myTaruu (Hanpumep, rena BRAF), koto-
pble BO3HUKAIOT Ha ITPOTSKEHWU XU3HU YeJToBeKa
U ABJISIOTCS IPUYUHOM 3710KaUeCTBEHHON TpaHchopManuu

TUPEOUIHBIX KJIeTOK. He ncKioyeHo, 4To cpejiv reHoB, akK-
THUBHO 3KcIpeccupyeMbix B omyxousix IIIJK, 6yayT BoisiBie-
HbI TAKKE, KOTOPbIe OY/IyT YKa3bIBATh HA TUII OITYXOJIU 1,/ UJTH
CTelleHb ee IIPOIPeCcCun.
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OHKOIMACMOPT-CKPUHUHI — CUCTEMA CTAHAAPTU3MPOBAHHOM
MOAEKYASAPHO-TEHETUYECKOI OLLEHKU COCTOSHUA TEHOB

AASA BbIABAEHUSA TPYTIN HACEAEHUA C MOBbLILWEHHBIM PUCKOM
PA3BUTUSA OHKOAOTUYECKMX 3ABOAEBAHUIA

M.U. 3APAMCKMUMN, E.E. 3YEBA, A.b. YYXAOBUH, A.B. YEPEAHUYEHKO, E.5. MOPO3OBA,
O.B. TAAKUHA, A.C. BEAbTIOKOBA, M.B. TOPYAKOBA, 1.10. CABYPOBA,

A.B. APTEMbEBA, K. 0. CAOBOAHIOK, E.b. PYCAHOBA, M.B. UBAHYEHKO,

M.E. BOPUCKOBA, Y.B. DAPA®OHOBA, M. A. bbIKOB, A. 0. CEMEHOB

F6OY BIMO CI16IMY umenn akaa. U.T1. lNaBroBa Munucrepcrsa 3apaBooxpaHenuns PO

Pe3ztome. B cmamve ompaxcervl 0CHOBHbLE NPUHUUNDLL PABOMbL HOBOU Mecm-cucmemovl « OHKONACnOPmM-CKPUHUNZ >,
paspabomanoil nis NOUCKA MALOKAEMOUHBIX NONYAAUULL KIeMOK ¢ MYMAUUAMU 8 OCHOBHBIX 26HAX, ONPEOCTTIOUUX PA3CU-
mue onyxo.1e6020 npoyecca. CoOMamuyeckue Mymayuu BuLsi8IsIUCH 8 2eHAX KIEMOUHBIX PEUENMOPOs K POCIOBLIM (hakmopam
(ERBB2, EGFR, FGFR3), 2enax enympuxnemournoeo cuznaiunza (PIK3CA, RAS, BRAF), paxmope mpanckpunyuu (GATA3)
u zene anonmosa (p53). C nomowspio dannoll cucmemovl npomecmuposan 6uonozuveckull mamepuali (Kpoev u 6uonmamol
mKaneil) OCHOBHHIX COUUATBHO SHAUUMBLX ONYXOIEL CUCTNEM 26MON0IIA, UUMOBUOHOU JHCeNe3bl, DAKA WK MAMKIU, KUlley-
HUKA, MOJOUHOU HCeNe3bl U NEZKUX.

JIns ucnonw306anus 8 WUPOKOL KIUHUYECKOU NPAKMUKe Mecm-cucmema 6blia adanmuposana Kk omeuecmeeHHomy 060-
PpYyoosanuio, a maxdice paspadoman psd MOIEKYIAPHO -2eHEMUUECKUX MEMOOUK, NO3GOLTIOUUX NOGICUMD YYGCMEUMETHOCTIL
U NPONYCKHYI0 CROCOOHOCI® OUazHOCMUYecK020 npouecca. Iloxasan xapaxmep nopanicenius OCHOBHbIX 2eHEMUUECKUX CUCTEM,
cneuuuunvLIL 015 ONYXOEU PASTUUHOZ0 NPOUCXOHCOEHUSL.

Knroueswvte cnosa: mecm-cucmenma, <« OHKONACNopm-CKPUHUHE >, MYMAUUsl, ONYXO0IEE01 NPOUECC, CUCTEMA 2eMON0I3d,
WUMOBUONAS HCENe3A, WEIKA MATKU, KUILEUHIUK, MOLOUHAS JCeNe3q, TezKue.

ONCOPASSPORT-SCREENING. THE SYSTEM OF STANDARDIZED MOLECULAR GENETIC
CHARACTERISTICS OF GENES EVALUATION FOR SCREENING OF THE POPULATION
GROUPS WITH THE INCREASED RISK OF MALIGNANCIES

M.1. ZARAISKI, E.E. ZUEVA, A.B. CHUKHLOVIN, D.V. CHEREDNICHENKO,

E.B. MOROZOVA, O.V. GALKINA, A.S. BELTUKOVA, M.V. GORCHAKOVA, 1.JU. SABUROVA,
A.V. ARTEMJEVA, K. JU. SLOBODNUK, E.B. RUSANOVA, M.V. IVANCHENKO,

M.E. BORISKOVA, U.V. FARAFONOVA, M. A. BIKOV, D.JU. SEMENOV

State budget educational institution of higher professional education

“Saint-Petersburg State Pavlov Medical University” Ministry of Health Care of Russian Federation

Summary. The article discusses the main principles of new test system “Oncopassport-screening”. This system was worked
out for screening of pauci-cellular populations of cells with mutations of main genes, which determine the development of
malignancy. Somatic mutations are revealed in genes encoding cellular receptors to growth factors (ERBB2, EGFR, FGFR3),
genes of intracellular signalling (PIK3CA, RAS, BRAF), transcription factor (GATA3) and apoptosis gene (p53). This test
was used for biological material (blood and tissue biopsy samples from main socially important tumors of hemopoiesis system,
thyroid gland, uterus cancer, intestinal cancer, mammal gland cancer and lung cancer. In order to be used in wide clinical
practice test-system was adopted to Russian equipment. Several molecular genetic methods are worked out in order to improve
sensitivity of diagnostic process and increase number of tests.

The article discusses the character of affection of the main genetic systems specific for tumors of different origin.

Key words: test system, «Oncopassport-screening », mutation, tumor development process, hemopoiesis system, thyroid
gland, uterus, intestine, mammal gland, lungs.
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BBenenue

OO6111en3BECTHO, UTO MHOKECTBO (haKTOPOB BHELIHEN
CPeJibl MOKET CIOCOGCTBOBATD 3I0KAYECTBEHHON TpaHC-
opmarum KJIeToK, a TakIKe MONABIATh DYHKITUH UMMYHO-
JIOTUYECKOTO HA/30DPa, IPEMSTCTBYIONNE PA3MHOKEHIIO
omnyxoJieBbIX KJ0HOB [1]. Tak, Hanpumep, mpu u3yvyeHnu
MOCJICZICTBUH KPYTTHBIX PAAUAIMOHHBIX aBapyuil OB BbI-
SIBJIEHBI JIelIKeMOTeHHbIE (D(PeKThI TaMMa-U3JIyIE€HIS Y JIUTI,
BBIKUBIIHX TTOCJIE SIZIEPHBIX B3PBIBOB, ¥ TOBBIIIEHIIE YaCTO-
TBI HOBOOGPA30BAHUH IIUTOBUIHON JKeJIE3bI MOCIIE aBapUH
YepuoObuibekoir ADC [2]. TTaToreHHbIH, 10303aBUCHMBbII
addekT sTHX haKTOPOB 0KA3aH 1 TPEGYET yueTa B KaueCTBe
CYIIECTBEHHOTO (haKTOPa PA3BUTHS 37I0KAYECTBEHHBIX HO-
BooOpaszoBanmii. To jke KacaeTcst U MHOTUX JIPYTUX KaHIe-
POTEHHBIX XUMHYECKUX BO3/EHCTBUI, BKJIIOYAS P IU-
TOCTATHYECKUX MEIUIIIHCKUX MPEapaToB, KOTOPbIE TIPU
BBEJIEHUU OKa3bIBAIOT MOIIHOE MyTareHHoe JeiicTBUe
Ha HOPMaJIbHbIE KJIETKI OPTaHU3Ma, BbI3bIBASI BTOPUYHbIE
3JI0KauecTBeHHbIe 3a00s1eBanus [3]. D herThl MyTareHHbIX
Y KaHI[ePOTeHHBIX (PaKTOPOB BHEITHEN CPEe/Ibl — OT/IeTbHAsT
U OYEHb BasKHAs 00JIACTh HKCIIEPUMEHTATHHON OHKOJIOTHI
Y OHKO3ITUIEMHUOJIOT N,

1o marubM [lomy I1IMOHHOTO PAKOBOTO PETUCTPA TOJIb-
ko B Cankr-IlerepGypre exeronto perucrpupyercst 6osee
18 000 6osIbHBIX C BIIEPBBIE B JKU3HU YCTAHOBJICHHBIM JIHa-
THO30M 3JI0Ka4eCTBEHHOTO HOBOOOPA30BaHUs. ITO OMH
13 CaMBIX BbICOKMX B Poccum ypoBHEll OHKOJIOTUYECKO
3aboseBaemMocTd. [IpuMepHO TPETh MAIIMEHTOB — HTO MOJIO-
JIbIE JIIOJTH, Y KOTOPBIX OHKOJIOTUYECKOEe 3a00IeBaHIe /I1a-
rHOCTHpYeTcs B 3-1 crajuu pazsutud. Ha atoii cragnm naske
MPaBUJIBHO TTOI00PaHHAST TePaIHist He BCEr/[a OKA3bIBACTCsT
s dexruBHoi. OAHUM U3 PelleHIil IIPOOJeMbl SBJISETCS
PaHHsIA JUAarHOCTHKA OHKOJIOTHYecKHX 3aboeBannuii (O3)
Ha OCHOBE OIEHKU MYTAIIMOHHOTO CTaTyca TeHOB, OIpejie-
JISTIOIIIUX OCHOBHbIE MHUIIMUPYIOIIIE MEXaHU3MBI OITyX0JIe-
BOii Tpanchopmalun kiaetok. [TogobHbie obcieoBaHus
B IpyTIax 6MOJOTHYECKOTO U COIMATBEHOTO PUCKA O CTaH-
JapTHOMY KJIMHUKO-Ta60PaTOPHOMY MPOTOKOJY MOMOTYT
KJIMHUIUCTAM BbIABJATh O3 Ha IOKIMHIYECKOM JTalle.

Ilenbio HacTosimiel paGoThl ObLIa paspaboTka HHPOP-
MATHBHOI CHUCTEMbI KOMILJIEKCHON MOJIEKYJISIPHO-TEHETH-
YeCKOIl OIeHKU MYTAIIOHHOTO ITOBPEKICHMS TEHOB, OIIpe-
NIeJISTIONINX paHHue aTansl pazsutus O3.

MaTepPlaJII)I U METO/1bI

XapakTepucTuKa MaTepuasa Jijisi UCCIe/J0OBAaHUS TIPH-
BejieHa B Tabmmie 1.

Bcee nanuentsr 06¢enoBamch Ha 6ase Ilenrpa sabopa-
toproii guarHoctuku CIIGTMY um. M. I1. ITaBaosa. B uc-
cienoBaHKs ObLIN BKJIIOUEHbBI HAIIMEHThI ¢ BepUdUIUPO-
BaHHBIMM JIMarHO3aMHU.

Boigenenne renomuoil JIHK us 6uosiornueckux obpas-
1L[0OB IIPOBOJWIIN C HCIIoNb30BaHueM Habopa «JHK — I'C»
(JAHK-Texnosorus, Poccust) corsiacHo MHCTPYKIUU TIPO-
usBoauTend. B pesysprare nosydanu 100 Mk BojgHOTO
pacTBopa, cogepzkaiiero ot 3 10 10 mxr JIHK. TTocie Bbzte-
nenus o6pasipl JJHK xpanunuch npu temmeparype —20 °C
JIO VICCJIeIOBAHUSI.

IIpoeeodenue IIIP ananuza

Ammmmdukanus nposoauiack Ha npudope «DTLite»
(/IHK-Texnouorust, Poccust) B peskriMe peasibHOTO BpeMeH!
(Real Time) 110 gBYXIIpaiiMepHOii cXeMe B IIPUCYTCTBUU MH-
tepkasupyioniero kpacurtesnd EVAGreen (Cunrou, Poccust).
Cuenududeckue 1mocje[0BaTeIbHOCTU MIPAMEPOB TIPU-
Bezenbl B Tabauie Ne 2. Peakumonuble cMecH ¢ IIpaiiMepa-
MU ObLIM packananbl B aBa S-syHounbix I[P crpuma
(110 0,2 Mu1) 110 caeyroniel mponncu:

Crpun 1: ERBB2, EGFR, PIK3CA, KRAS, GATA3-5,
GATA3-6-1, GATA3-6-2, BRAF

Crpun 2: TP53-5-1, TP53-5-2, TP53-7, koutpoun I111P-
cmecu (6e3 mpaiiMepos).

OO6umii aMIInUKAIMOHHbIN TPOTOKOJI ObLI CJIEIYI0-
TN

Mk Ne Temmepartypa IToBTOp
1 95 °C — 5 mun 1 1k
2 95°C — 15 cek, 61°C — 30 cex | 40 nukmioB
3 95 °C — 2 mum, 40 °C — 2 Mun 1 K
4 Or65°Cno95°C—0,1°C — 300 1ukI0B
110 4 cex

Ha 4-m nukiie ammmndukanuy ObLT peanrusoBaH IPOTo-
KOJI BbICOKOpaspetiaoteil kpusoii miasienus (BKIT) as
BbISIBJIEHUST [IATOJIOTMYECKUX [TUKOB, COOTBETCTBYIONIUX HA-
JINYUIO MYTAIUU B UCCJIEyEMOM T'eHe Win ero hparmeHTe.

Ta6Anua 1. Xapaktepucrtka AaGopaTtopHOTO MaTepuasa AAsi MICCAEAOBAHUSI

Hjj‘[';] Ho3soaoruyeckas popma IMauuenTor Tucronornyeckue OJI0KK
1 OcTpble JeHKO3bI 300 —
2 Pak muroBuHOI sKee3b 130 170
3 Pax 1wreiiku MaTku 120 150
4 Pak MoJ104HOI1 JKeie3bI — 210
5 Pak srerkmx — 170
6 Pak knmeynmnka — 160
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TabAnua 2. NMocAaeroBaT@ALHOCTH npaﬁmepoa, BKAKOYE€HHbIX B UCCAEAOBaHUE

Ten IJK30H IIpaiimep npsamoii IIpaiiMep oGpaTHbIii
ERBB2 2 ACATGGGTGCTTCCCATTC GCTCCTTGGTCCTTCACCTA
EGFR2 2 CAGCAGGGTCTTCTCTGTTTC GAAAATGCTGGCTGACCTAAAG
PIK3CA 10 ATCCAGAGGGGAAAAATATGAC TGAGATCAGCCAAATTCAGTTAT
KRAS 2 GTGACATGTTCTAATATAGTCACATTTTC GGTCCTGCACCAGTAATATG
BRAF 15 AGATCTACTGTTTTCCTTTACTTACTACACC | AATCAGTGGAAAAATAGCCTCAATTCT
GATA3 5 GATTTCACCCTCTCCTCTCTCCC AGCCCTGTTCTTGCTGATCC
GATA3 6-1 GTGGAACCCTTCTTGGTGTG AGTCCTCCAGTGAGTCATGC
GATA3 6-2 AAATGTCTAGCAAATCCAAAAAGTGCAA GTGGTCAGCATGTGGCTGGA
TP53 5-1 GCCCTGACTTTCAACTCTG CCTCACAACCTCCGTCAT
TP53 5-2 TGGCCATCTACAAGCAGTC CAGCCCTGTCGTCTCTC
TP53 7 GGCGCACTGGCCTCATCT AGAGGCTGGGGCACAGCA
Hocmamnaudurayuonnviii sman .
B pesyJsrare amMImnduKaIy 0IyYaauch KpUBbIE Ha- — s
KOILJIEHUSI MHTEPKAIMPYIOMIET0 KPACUTENs B Kask 10 MPo- T :

oy A— [ ‘

6upxe (puc. 1).

_|
[l

[re— [ S A0t AT, 17

-\ @ |8
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i
il
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e ——

O

Puc. 1. ®parment nporokosa I[P

s-a@EdE & nl_wwe
o T e -

ITocie nposenenus BKII nonyvanu auarpaMmmbl
(puc. 2), COOTBETCTBYIONINE HAKOTIIIEHWIO B IPOOUPKE CTie-
nndrIeckux HOPMATbHBIX (prc. 3) U MYTHPOBAHHBIX
(puc. 4) mpoxyxros ITITP.

——
S

B ERCTLTE
wea £ - @ o -

Puc. 4. ®parment nporokosa BKIT — nopma (1) u myrarmst (2)

sgEEEEsEE

Pesyabratsi

B Tabsmiie 3 nokasaHbl BbisIBJIEHHbIE TeHETUYECKUE Ha-
PYIIEHWS TeHOB, XapaKTePHBIE JIJIS PA3TUMYHBIX HO30JI0TH-
yeckux (opm omyxoseit. [ludpsr B Tabiuie yKasblBaOT
BCTPEYAEMOCTh MY TAIMK B IPOIIEHTAX K 0OIIEMY YHCITY Ma-
IIMEHTOB TI0 HO30JIOTHH.

i

Puc. 2. @®parment nporokosa BKIT
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Ta6Anua 3. BcTpeuaeMOCTb MyTauMii B UCCAGAYEMbIX T€HaX MPU OMYXOASX Pa3AMHHOTO MPOMCXOXKAEHUS

0.J1 PHIK PIIIM PMIK Pl PK

ERBB2 0 0 0 82,9 0 83,8
EGFR 0 0 0 0 84,7 88,8
PIK3CA 0 0 67,8 80,6 81,9
KRAS 0 66,3 52,5 0 0 37,5
BRAF 0 57,7 0 0 0 42,5
GATA3 42,7 0 0 64,3 49,4 38,1
TP53 0 54,7 56,7 69,5 59,4 56,3

[Tpumeuanue: OJI — octpsie setikossl, PIIIYK — pak muroBumanoii skenessl (manmuiisgpubiii ), PIIM — pax meiikn MmaTkw,
PMJK — pak mostounoii xene3br, PJI — pak nerkux, PK — pak kumeunuka.

Heo6X0a1MO0 OTMETUTD, YTO My TAllOHHbIE TIOBPEsK/Ie-
nwst rena TP53 BerpevaloTes mpakTHYeCKU IPU BCEX THIIAX
HCCTIEIyEMBIX OITyXOJIEl, B TO BpEMsI KaK MOPaKeHsI TEHOB
BRAF u EGFR 6o.Jiee crierududtbl 1J1st paka IUTOBUIHON
JKeJTe3bl M paka KUIIETHIKA, COOTBETCTBEHHO.

B oTHo1IeHUY HO30J10TUI TTPOCTEKUBAETCS CEAYIONIAT
KapTHHA — MPHU PaKe KUMIETHUKA TOBPEXKIAIOTCS TPAKTH-
YeCKU BCE MCCIIElyeMbIe TEHDI, & TPH OCTPOM JIEHKO3€ TOJIb-
KO TPaHCKPHUIIIIHOHHDBIE (DAKTOPHI.

BoisiBiieHme y manumeHToB crienuudecKux reHeTnde-
CKUX MapKepOB — MYTAIlUil SIBJISIETCS JOCTOBEPHBIM [Ha-
THOCTHYECKUM MapKepOM HaJTHunst pasandabix Tumos O3.
[TosryueHHbIe PE3yABTATHI YACTUYHO COBITAJH C JTUTEPATYP-
HBIMU JaHHBIMU. PacxosieHnst MOryT ObITh CBSI3aHbI C Ma-
JIOH BBIOOPKOIA.

Kpurepuu 1ocToBepHOCTH MeTOAA OBLIM BHIYUCIIEHbI
10 O0IIenpUHATOM MeToiuKe. TaKUM 00pa3oM, TyBCTBH-
TEJTBHOCTD TIPEIJIAaTaeMBIX METO/IOB MCCIEIOBAHUSI COCTABHU-
na 76%, cnenuduanoctb — 100% 1, COOTBETCTBEHHO, 111a-
THOCTUYECKA [IEHHOCTD cocTaBuia 89%.

Oo6cyskaenue

WccenepoBannble B IaHHOW paboTe T€HbI OTHOCATCS
K PasHBIM KJ1accaM GeTKOB. ITO OEJIKI MEKKIIETOUHOTO B3a-
UMOJIEHCTBUS, THPO3UHKUHA3BI, GETKY BHY TPUKJIETOUHOTO
CUTHAJIMHTA, TPAHCKPUTITAIIMOHHbIE si/iepHble (hakTopbl. Bee
9TH GEJIKM KpaiiHe BasKHbI JJIsI TPABUIBHOTO (DYHKIIHOHK-
poBaHust JIOOOH KJIETKU opraHusMa. IlepedeHnb uccieye-
MBIX T€HETHYECKUX CTPYKTYP BbIOpaH He ciydaiito. Jlemo
B TOM, 4TO JIFO0AsT KJI€TKA OPTraHu3Ma, B TOM YHCJIE U SIBJIsI-
IONIAsICsT MUTIIEHbIO JIJIS OMTyXO0JIEBOH TpaHchopMaiuu, pe-
TYJIUPYETCS [0 OTIPEIEJICHHBIM ITPABUJIAM.

Ien ERBB2

ErbB perientopsl naHauaibHO OBLIN OPE/IEIEHbI HA OC-
HOBAaHWM WX OHKOTEHHOTO moTeHNnana [4]. braromapst nx
BOBJIEUEHUIO B MEXAHWM3M OHKOTeHe3a OBLITH N3YIEHBI CTPYK-
Typa ¥ MEXaHU3MbI aKTHBAIuu perentopoB ErbB. Crssbi-
BaHHe JINTAHIA C BHEKTIETOUHBIM IoOMeHOM pettentopos ErbB
CTTOCOOCTBYET IMMEPU3ATINH PETIETITOPA U aKTHBAIIY BHYT-
PHKJIETOYHOTO IOMeHA THPO3UHKUHA3EI [ ]. AKTUBUPOBaH-

Hble perenTopbl GochOPUINPYIOTCS IPYT C APYTOM 110 PSLY
OCTATKOB TUPO3WHA U 3aMMYCKAIOT NaTbHEUITNI BHYTPUKJIE-
TOYHBIH 1Ty Th Tiepeiaun curHasia. ErbB penenrtopsr aktusu-
pYIOT pa3juuHble CUTHAIbHBIE Kackaapl. Cpenn HuX Ras,
PI3K/Akt u gpyrue myTu. AKTUBAIMSI THX My Tell BbI3bIBA-
€T, [10 OT/IEJIbHOCTHU UJTF COBMECTHO, TAKKE KJIETOUHBIE PeaK-
1uu, Kak rposudeparius, 1udhepeHmpoBKa, OABIKHOCTD
U BBIKMBAEMOCTD KiIeTOK. CUTHAbHbBIE KACKA/Ibl, KOTOPBIE
neiicTByloT Ha Boixoze ErbB penenropos, Obuim mpoanaiu-
3UPOBAHbI B IIEPBYIO 04epesb B KyJbrype GpubpobaacTos,
AMUTENNATBHBIX KIETOK W KJIETOK KapIIUHOMBI (MOJIOUHOH
JKeJIe3bl U KUTleyHnKa). TakuM 06pasoM, HAXOJKIEHIE MY-
TalMil B 9TOM TeHe XapaKTePHO /IS 9TUX 3a00JI€BaHMIL.

Ien EGFR

EGFR sBasiercst reHoM perenitopa TApO3uHKUHa3bl. ETo
KOHIIEHTPAIMS TOSBJSETCS B BBICOKOM YPOBHE Ha I0-
BEPXHOCTU MHOTUX 3MMHUTEJTNAJIbHBIX OHyXOJIefI (JIeI‘KI/IX,
KHIIIEYHUKa 1 T. I[.) 1 aKTUBUPYETCS C IIOMOUIBIO PA3JIMYHBIX
JINTAH/IOB, TJIABHBIM 00pa3oM ajib(a-haKkTopoM pocra U
(haxropom pocta anmepmuca [6]. Bsaumoseiictsue perer-
topa EGFR ¢ nmuranzomM nHAyIUpyeT TOMO-UJIN TeTepo-
AUMEPU3alNN, YTO IPUBOJANT K aKTUBAIIUN BHYTPUKJIETOY-
HOTO /IOME€Ha TUPO3MHKHWHA3DI. AKTI/IB&HI/IH PEIENTOPOB
peryaupyioT mpoJindeparuio, iuddepeHIMpoBKY 1 BbIKHU-
BaHWeE KJIETKH [7]. YauTbIBast UX BasKHYIO POJIb B POCTE OITY-
X0Jid, nHBa3uu u Mertacrasuposannu, EGFR curnanbubiii
Ty Th B HACTOSIIEE BPEMS PACCMATPUBAETCS JIJISI TEPATIEBTH -
YECKUX TIesTei.

Ien PIK3CA

Kaunnueckas snaunmocts myranuii B rene PIK3CA
M3YYaeTCsT HECKOIBbKO TTOCTEIHNX JIET, 0COOEHHO B KOHTEK-
CTe KOJIOPeKTaIbHOTO paka. OIHaKo Apyrue nccaeioBaTeIn
[I0Ka3aJii, 4YTO JJaHHble MyTalluy UTPAIOT TaKKe BaKHYIO
POJIb B Pa3BUTHUH JAPYTUX PAKOB — B TOM UMCJIe MOJOTHON
JKeJie3bl, TOJIOBHOTO MO3Ta, JKeJryika u jerkux. Ilocaenyio-
1re UCCJIe/JOBAHNS BBISIBUJIN TTOXOKME MYTAIlUNd B 3TUX
U MHOTHX JIPYTUX TUTIAX OITyXOJIeH.

Iern PIK3CA xommpyet p1100a, ocHOBHYIO KaTaanuTu-
yeckyto cyopeannuiy PI3Ko. Uz mstu p110o obiacrei,
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MyTauy ObLIY IEPBOHAYAIBHO HANIEHbI B AJAIITEP-CBA3bI-
BaiotieM fomene, C2, criupajbHOM J[OMEHE U JIOMeHe KUHa-
36l [8].

Ien KRAS

benok KRAS — aro Buyrpukierounast GTPasa, koro-
pasi ABJISIE€TCS TIEHTPATbHBIM IOCPETHUKOM PEIETTOPA TTH -
nepmasibuoro pakropa pocta. [Tosbiennie EGFR — KRAS
CUTHAJIMHTA COITPOBOKIAET OIYXOJEBYIO TIPOTPECCUIO TIPU
KOJIOpeKTaabHOM KaHteporenede. Mytanun KRAS npuso-
1t K orepe GTPa3Hoii akTMBHOCTH, CJI€/IOBATEHHO, AKTH-
BUPYIOT ee KOHCTUTYUTUBHO. KRAS MyTaiuu Berpedaiorest
B 30—60% ciyuaeB KOJTOpeKTaIbHOTO paka. Koppessiius
mexxy KRAS myrtaiusgmu B iepBUYHON OITYXOJIU U Pa3BU-
THEM METACTA30B BBICOKA. Pl yUEHBIX TaKiKe YKA3bIBAIOT
Ha 3HaUMMOCTb MyTaiuii B rene KRAS mipu omyxosisgx mu-
TOBUIHOM KeJIe3bl U paKe ek MaTK.

Ien GATA3

GATA — TpaHCKPUTNITAIIMOHHBIN (DaKTOP, KOOPAUHUPY-
€T KJIETOYHOE COo3PeBatue ¢ apecToM IIposudepaiy u Bbl-
JKUBAHUS KJIETOK. TAKIM 00pa3oM, poJib 9TOTO TeHa B PaKo-
BBIX OITYXOJISIX YeloBeKa Kpatine Boicoka. Cpenn Hanboree
3aMeTHbIX IIPUMepPOB — CTPyKTypHble MyTanuu B GATAT,
KOTOPBIE HAXOSITCS TIOYTH BO BCEX METaKapMOOIACTHBIX
Jieiiko3ax, y GOJbHBIX ¢ HeA((depeHIInPOBAaHHBIM PAKOM
MOJIOYHOI JKeJie3bl, TOJACTON KUIIKU U PAKOM JIETKUX.

Ien p53

ITo MHEHIO GOMBITMHCTBA UCCIIEI0OBATEEH, TIEHTPATTb-
HYTO POJTb B MHUIMATINT U PA3BUTHHU AMIOTITO3a UTPaeT HeloK
TP53 (Tumor Protein 53). [lanHnbiii 6e0K, 06aagaronmni
BBIPAKEHHOI OITyXOJIbCYIIPECCOPHOI aKTUBHOCTBHIO, TTPe/I-
craBJisier co0oIi saepHblii pocopoTenH, KOTOPbIl UrpaeT
OJTHY M3 LIEHTPAIBbHBIX POJIell B OTBETE KJIETKU HA TIOBPEXK-
JIeHNe, PETyJISIIINU KJIETOYHOTO ITUKJIA, & TAKIKE B IIPEOTBPA-
IIEHU Y HAKOILJIEHWS B OPTAaHN3Me AHOMAJIBbHBIX KJIETOK.

B ocnose matorenesa 6ospiunacTBa O3 JIEKUT MeXa-
HU3M OITYyXO0JIeBOI TpaHC(hOPMAINH KJIETKU-MUIIEHH, O]
HUM W3 CJIE/ICTBII KOTOPOTO SBJISIETCST HAPYIIEHWE PEryJisi-
IUU TIpolleccoB anonTo3a. CHUXKEHNe aronTOTHYeCKO
AKTUBHOCTH CO3/1aeT GJIaroOMPUSATHbIE YCIOBUS TSt HAKOTI-
JIEHWS B OPTaHU3Me OIMYXOJIEBbIX KIETOK.

OmHUM 13 OCHOBHBIX MEXAaHU3MOB CHIKEHUS YPOBHS
aTIoNTO3a SABJISETCS NHAKTUBAIIHS OIIYXO0JIbCYIIPECCOPHOTO
6enka TP53 BestegcTBIE My AU PasIMYHON JIOKAIU3aIN
KOJAMPYIOIIEro AaHHbii 6es1ok reHa [9]. Berpeuaemoctn My-
tanuii B rede p53 y 60sbHbIX O3 3aBUCUT OT HO30JI0THH
u coctasiisger ot 10 o 70% [10]. MyrarmonHas ”HaKTHUBA-
ST TeHa P53 CTPOTro KOPPEJUPYET ¢ KOMILJIEKCOM Kapuo-
TUMUYECKUX U IUTOr€HEeTUYeCKUX HAPYIIEHUH, NMEOIINX
CaMOCTOSITETbHOE HEGIATOTPUATHOE MPOTHOCTIHYECKOE 3HA-
YeHue.

B HacTosi1iee BpeMsI CYIIECTBYIOT /IB€ OCHOBHBIE TUIIO-
Te3bl, 0OBSICHAIONINE CBA3b MyTaIUil TeHa P53 ¢ ycToHYn-
BOCTBIO K XuMHoTepanuu. CoriIacHo nepBoil, HOpMaJIbHBIN

(«IMKUIT» ) TUTI TeHA OKA3bIBAET CYTIPECCUPYIOIIIEe JIEHCTBIE
Ha FeH MHOKeCTBEHHOU JIeKapCTBEHHOU yCTOUYUBOCTHU
(mdr-1), B To BpeMs Kak MyTaHTHBIN THII P53 — aKTUBHPY-
€T 3TOT T'eH, BbI3bIBAS COCTOTHUE XUMHOPE3UCTEHTHOCTH.
[pyrag runotesa ykasbiBaeT Ha TOT (haKT, YTO HEKOTOPbIE
XUMHUOTEPAIIeBTUYECKHUE ITPEapaThl, TaK1e Kak IPOru3BO/I-
HbIe aHTPAIMKJIMHOB, IUTO3aP U JIP., BO3/EHCTBYS HA MIPO-
riecenl pertnkanyu JJHK, nannmmpyrot npotece p53-oto-
CPEZI0BAHHOTO aTlOITO3a.

Taxum 06pas3oM, BbISIBJIEHNE MyTaluii B Tere p33 y OH-
KOJIOTMYECKUX TAIIMEHTOB MOJKET UMETh CAMOCTOSITEJIbHOE
KJIMHUYECKOE 3HAUEHUE B KauecTBe MapKepa HebIarompu-
SITHOTO TIPOTHO3a 3200 1eBanust. Kpome TOTO, ITaHHbBIE 110 MY-
TareHesy reHa p53 MOTYT BBICTYIIATh B KAUeCTBE [[OMOJIHH-
TEJLHOTO KPUTEPHS, ONPE/eNSIONero TepaneBTHIecKyio
TaKTUKY BeeHus 60IbHOro, onpeaess nokazanus kK TCTK
1 BBIGODP PEKUMOB KOHIMIIUOHUPOBAHYSI.

Ien BRAF

B paborax psia 3apyOesKHbIX KCCIeJoBaTe el OluchiBa-
ercsi mytarmst VO0OE B 15 sx3one rena BRAF (BRAFV600E),
Kak HanboJiee YacTO BCTPEUAOIIASICS TIPU HATMILISIPHOM
pake 117K [11]. Hanuuue nannoit myTtaiuu BeJIeT K JiecTa-
6mmmsaru B RAF-kmHa3HOM rene, 4To B KOHEYHOM UTOTe
NPUBOMUT K akTuBaiiuu MAP-KUHA3HOTO MyTH W MOBbI-
MIEHWI0 MUTOTUYECKOW W MPOJan(epaTuBHON aKTUBHOCTH
KJIETKH.

[Ipu mccraeoBaHUM TUCTOJOTUYECKOTO MaTepuasia
oT OOJIBHBIX, TIPOOTIEPUPOBAHHBIX TI0 oBoOAY paka ITJK,
nasnuune BRAFV600E myTatiuu oripeiesisiioch ¢ 4acTOTON
38-69% [12]. Psim aBTOPOB CBS3BIBAIOT HAWUYNE JAHHOM
MYTAIlUH B OILYXOJIH ¢ OOJIBIIE arpecCUBHOCTHIO TIPOIECCa
(Hanuure permoHAPHBIX METACTA30B, PA3BUTHE PEINANBA
B Teuenue 6 Jiet). Takske B 1ocJie/iHee BpeMsI TIOSIBUJICS PSiJL
I/ICCJIe[[OBaHI/IfI C JJINTEJIbHBIM OT/IaJICHHbIM H36JIIOI[€HI/I€M
nanuenTos (10 15—20 Jet), B TaKuX MCCIEI0BaHUSAX ObLIA
BBISIBJIEHA MTOJIOKUTENbHAS KOPPEJAIUA MEKY HAINIUEM
BRAFV600E myTaruu 1 60Jiee HeGIarompusiTHIM TIPOTHO-
30M TeueHust 3abosieBanust, [0 JaHHBIM ABTOPOB, 9Ta MyTa-
IHST TAKIKE aCCOUUPOBaHa ¢ GOJIBIIEN YaCTOTON 9KCTPATH-
POUIHOI MHBA3WH, TOPAXKEHUEM PETMOHAPHBIX JTMM((DOY3II0B
U HaJInuueM OT/JaJICHHBIX METaCTa30B. ABTOpr I9TUX HUCCJIe-
JIOBAHUI JIEJTAI0T BBIBOJL O HEOOXOMMOCTH OOJIeE ITTUTEIb-
Horo (6oJiee 5 JIeT) U TIaTeIbHOTO Hab I0eH s AlUEHTOB,
y KoTopbiX BbisiBiiena BRAFV600E myTariusi.

O/1HAKO CYNIECTBYIOT U IPYTHE UCCAEIOBAHMUS, aBTOPBI
KOTOPBIX HE BBIABJIAIOT CTATUCTUIECKN 3HAYUMOU Koppe-
JIATAU MEXIY 9TOU MyTalliell U arpeCcCUBHOCTBIO TEUEHU S
nporiecca. HebGobioe KOJau4ecTBO paboT OMPOBEPTAIOT
Hanmune cBsa3u Mmexxay BRAFV600E myranueii u mporao-
30M. Takke pAZOM aBTOPOB OTMEYAETCS 3aBUCUMOCTH
Bcrpedaemoctt BRAFV600E myrtanum ot Bo3pacTa naru-
enta. CpenHWii BO3pacT TaKMUX MAIIMEHTOB COCTABISET
46,7 rosa, a manuenTos 6e3 myranuu — 29,5 roza. 3aBu-
CUMOCTH OT PACOBON NMPUHAJIEKHOCTH UJIH M10JIa BhISBJIE-
HO He OBLIO.
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Pan crareit mocsdnieH uccaeoBaHNui0 BO3MOKHOCTHA
onpezienennst BRAFV600E myraruu B matepuasne TAD nipu
HEACHOM MO0 HeMH(POPMATUBHOM 3aKJTIOUEHUH [TUTOJIOTU-
yeckoro uccyaenoBanusd. Ha poonepainonnom atare 1mpa-
BUJIbHBIN IUArHO3 YAAJIOCh MOCTABUTH Y 76% TalueHTOB
[13]. IIpu aTOM OTIpEIEsISAICS TOMBKO OIMH JIOKHOTIONI0KH-
TeJIbHBIN pe3yJibraT. YyBCTBUTEIBHOCTD OTIPE/Ie/ICHUS Ia-
Ho# myTaruu B marepuasie TAD cocrasuia 83%, a creru-
puunocTs — 96%.

Taxum ob6pasom, onpeznenenie BRAFV600E myTamum
SABJIAETCS MEePCIIEKTUBHBIM MCCJIEJOBAHUEM JIJIT IMarHOC-
THUKH paKa IUTOBU/IHOMN JKeJIe3bl Ha J00TePAIIMOHHOM 3Ta-
mie.

PaspaGoTtanHble B UCC/IEJOBAHUY METOJUKN CyMMapHO
MIPENCTABIAIOT eIMHYIO AMArHOCTUYECKYIO TaHesb [ Jie-
TEKIUM MyTalliii B OCHOBHBIX I'eHaX, yYaCTBYIOIUX B PaH-
HUX 3Tallax OHKOTEHe3a TIPU OIyXO0JIEBBIX 3a60JI€BAHISIX
pazanuHoi okanusanuu. VcnosibzoBanue TaKOTo UarHoc-
TUYECKOTO MO/IX0/Ia TT03BOJISET COKPATUTh CPOKH TIPH TIep-
BUYHOI IMATHOCTHKE OITyX0JeBbIX 3aboeBanuii (O3). [Ipu
MIEPBUYHOM ITOCEIEHUH MAIMEHT TO0/IBEPraeTcs CTanapT-
HOM POy pe KJIMHUIECKOro 00C/IeI0BaHUs, IPY KOTOPOI
o0cJiemyeTces 1o CTaHAAPTHOM MIPOLEAYPE IIOMCKA My TALlHIA,
onpenensonux pazsurue O3.

[Tpu nmoBTOPHBIX O6palieHnsX 00CIe0BAHHOIO Mali-
enTa Ha (hoHe TIPOBOMMON TepaIy WU HAXOALIIETOCS O]
HabIoAeHIeM HEOOXOAMMO HOBTOPHOE Ha3HAYEHUE HCCIIe-
JIOBaHUSI paHee BBIABIECHHONW reHeTH4yecKkoil abeppalum.
IToT MapKep Oy/IeT MOKA3bIBaTh HA HAJIMYUE OCTATOUHOTO
OITYXO0JIEBOTO KJIOHA, CUTHAIU3UPYST 06 YCIIENTHOCTH [TPOBO-
JIMMOU Teparuu 1m0 yObIBAHUIO MJIH O HAYMHAIOIIEMCST Pe-
[U/IUBE [IPU MOSIBJIEHUN BHOBb.

3akiouyenne

Baskneiiieii oTiMunuTebHON 0COOEHHOCTHIO JUATHOC-
TUYECKOU cucTeMbl «OHKOIACIIOPT — CKPUHUHTY SIBJISIETCS
1 TOT (hAKT, YTO OHA MOKET ObITh UCIIOJIb30BAaHA JJIsI CKPU-
HUHIa OHKOJIOTUYeCKUX 3a00/1eBaHMil y JII0/Iel, He OlLyIIa-
1o1ux ceOd GONbHBIMU, T.e. 6e3 KIMHUYECKUX [IPU3HAKOB
3aboseBanus. K TakuM JII04sIM OTHOCSTCS TPYILIBI C OTSATO-
HIEHHBIM OHKOJIOTUYECKUM CeMEeTHbIM aHaMHe30M, YJICHbI
MasioobecieueHHbIX ceMell u T. 1. HeManmoBakHYIO POJIb
UrpaeT UCIOJIb30BaHue Pa3paboTaHHOIO aJrOpPUTMa st
IJIAaHUPOBAaHUA CEMbU B MEIUKO-TEHETUYECKUX IEHTPax.
[lnarnocTruka TeHeTUYeCKUX HaPYIIEHWH Ha CTaIuN 3apo-
JIBIIIIA B CEMbSIX, I/le OJIMH pouTesib nmeet O3, 6y/:[eT UIpaTh
KpaiiHe BaKHYIO POJIb B IIPEIOTBPALIEHUN POKIEHUS 3aBe-
JIOMO 6OJILHOTO pebeHKa.

VmenHo TakuM narueHTaM B IIepBYIO Ouepe/ib oKa3a-
HO uccienoBanue B cucreMe «Onkonacmnoprs. B ciaydae
[IOJIOJKUTEJIBHOTO Pe3yJIbTaTa MAeHTy CTABUTCS IMArHO3,
YTO MMO3BOJIUT HAYaTh PaHHIO 3(h(hEKTUBHYIO TEPATUIO,
He I0KUIASICh PA3BUTHUSI OCJ0KHEHUI. DTO, B CBOIO OY€PE]ib,
[I03BOJIUT CHUBUTB JI030BYIO HATPY3KY IIUTOCTATHKOB U JIPY-
IUX [IPENapaToB, OKA3bIBAIOIINUX KpaiiHe BPeIHOEe BIMIHIE
HA OPTaHU3M IAIUEHTa, 0COOEHHO B IETCKOM BO3PACTE.
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MHO®OPMATUBHOCTb ONMPEAEAEHUSA BUOIAEMEHTHbBIX MOKA3ATEAEN
METOAOM MACC-CMEKTPOMETPUN C MIHAYKTUBHO CBA3AHHOM NAA3MOMA
B AMATHOCTUKE OCTEONMEHNYECKOTO CMHAPOMA

Y AMKBUAATOPOB MOCAEACTBUIA ABAPMU HA YADC
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Pestome. Hccnedosarno cocmosinie KoCmuoll mxany yuacmuuxos iuxeudauuu nociedcmeuil asapuu na YA9C. Ipose-
0eno conocmasienue noKasameneil MUHePAaIbHOU NIOMHOCMU KOCMHOU MKAHU, OUOIIEMEHINHOZ0 CMAMYCA ¢ NOIYUEHHOU
003011 enewnezo obayuenus. Boisenen ociosnoil cnexmp 6uos1eMenmubly NOKA3ameiell, Haxo0suuiics 60 83AUMOCBAIU

Cc MuHepaﬂbHOlz NJLOMHOCMBIO KOCMHOU MKAHU.

Kniouesvte cnosa: iuxsudamopor asapuu na YAIC, dosa obyuenus, ocmeoneniist, 0CMeonopo3s, GUoNeMenmivlii Ouc-

banauc, macc-cnexkmpomempusi.

BIOELEMENTS DETERMINATION BY MASS-SPECTROMETRY
WITH INDUCTIVELY BIND PLASMA IN DIAGNOSIS OF OSTEOPENY
IN PARTICIPANTS OF CHERNOBIL ACCIDENT LIQUIDATION

I.E. USHAL, I.1. SHANTIR, M.V. YAKOVLEVA

Federal State Budget Institution «A. M. Nikiphorov All-Russia Center of emergency and radiation
medicine» Ministry of emergency situations of Russian Federation, Saint-Petersburg, Russia

Summary. Bone tissue of Chernobil accident liquidation participants was investigated. Such indices as mineral density
and bioelements concentration were compared with the irradiation dose obtained by the patient. The main bioelements indicators

related to mineral dencity of the bone were determined.

Key words: Chernobil accident liquidation participants, irradiation dose, osteopenia, osteoporosis, bioelements

disequilibrum, mass spectrometry.
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Nwan Huna Sosapdosna, x.6. 1., 1. c. HWJI snementroro anamusa HNO 6uonnaukanun
DI'BY «Bcepoccuiicknii IeHTp SKCTPEHHON 1 paananinonnoi Mmeaununabl uM. A. M. Hukudoposas MUC Poccun

tesL.: 607-59-27, e-mail: innaushal.mail.ru

[To nanubIM UccieoBaTeNel, y TMKBUIATOPOB IOCTIE -
ctBuii aBapuu Ha YAIC (JIITA) octeornopos pazBuBaercs
yaiiie, Y4eM y COOTBETCTBYIONIUX TPy Hacenenus 8, 9, 10,
14, 15]. B cootBetcTBUN ¢ mHbOpMalmeir HarmonaibHo-
ro perucTpa, 3a60/1eBaeMOCTh JIUKBUAATOPOB OOIE3HIMU
KOCTHO-MbIeuHO cuctembl B iepuoj 1991—-1998 rr. 3na-
YUMO BBIIIIE, YeM HaceJeHUus B 1eJIOM (COOTBETCTBEHHO,
6623 1 6500 za 10000) [8]. B crpykType 06miei 3abonesa-
emoctu JITTA 60s1e3HU KOCTHO-MBIIIEYHOI CHCTEMbBI U CO-
eIMHUTEIbHON TKaH! 3aHUMAIOT TPEThE MECTO, U Ha UX JI0JII0
npuxozaures 13,8% [13].

B pesyasrare nccaenoanus, mposesenHoro Bo @I'HY
BILOPM um. A. M. Hukucdoposa MUC Poccun, octeore-
HUYECKUI CUHAPOM BbIsiBJIEH Y 75—83% JIITA, nmposxusaio-
nmx B CeBepo-3araiioM peruoHe, co CPeJHUM BO3PACTOM

45 met [22].

CToJb NIMPOKOE PACIIPOCTPAHEHKE OCTEOIIEHUYECKOTO
CHHPOMA Y JaHHOI KaTerOpHUM rPakIaH MOKET ObITh 00Y-
CJIOBJIEHO I€JIBIM PSI/IOM IIPUYKH, B TOM YUCJIe, PA/IUAIIMOH-
HBIM BO3/IeHiCTBMEM, HEeXBATKON 9CCeHIMalbHbIX O1oaJie-
MEHTOB U ITePETPY3KOIl OpraHu3Ma TOKCUYECKUMU.

SHAYNMbBIM, HO MAJIOU3YYEHHBIM OCTAETCS 3HAUYEHUE
HapyIlLeHUil MUHEPAIbHOIO 0OMeHa B PAa3BUTHM OCTEOIIEHH-
4eCcKOTO cuHpoMa. B To ske BpeMs, /i TIOJTHOIEHHOTO
(hopMUPOBaHUS ¥ CBOEBPEMEHHOIO OOHOBJIEHUS KOCTHOM
TKaHu HEeoOXOAUMO afleKBaTHOe o0ecliedenne OpraHusMa
BCEMU HE3aMEHUMbIMM KOMIIOHEHTaMU, B TOM 4ucJie O1o-
s/IeMeHTaMK B HEOOXOAUMBIX KOJIUYECTBAX U B OLIPEAEIEH-
HOM COOTHOIIEHHUU.

B 1esioM, HeCMOTpsE Ha HECOMHEHHYIO PoJib G1oaJie-
MEHTHOrO ArcHaianca B GopMUPOBaHUH PA3INYHbBIX [ATO-
JIOTUYECKUX COCTOSIHUI, TaHHbIe 0 OM0JIEMEHTHOM <IIOPT-
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pete» JIITA na YADC He MHOTOUMCIIEHHBL, 2 OMO3IEMEHTHBIE
ocobennoctu y JITTA na YAIC npu ocTeoreHn4ecKoM CHH-
ZIpoMe He U3YUYeHBI.

B cB43u ¢ BbIIIIEN3/I0KEHHBIM, aKTyaJbHOW TPe/ICTaB-
JISIETCST T1€JTh UCCJIEIOBAHUSI — BBISIBUTH CIIEKTP OHMOdIIe-
MEHTHBIX ITOKa3aTesel, HaXOAAIUXCI BO B3aNMMOCBA3H
¢ MUHEPAJIbHOU TJIOTHOCTHIO KocTHOU TKanu (MIIKT)
y JIITA, a TaksKe OllEHUTH BJIMSIHUE HA COCTOSTHUE KOCTHOMN
TKAHU TTOJIy9eHHO JI03bI BHEIITHETO 00Ty YE€HHSI U TO/IA y4ac-
THUS B @aBapUITHO-BOCCTAHOBUTEIbHBIX PA0OTaX.

Marepuasbl 1 METOIBI

O6cteroBaHo 79 JTUKBUIATOPOB TIOCJIEACTBIUI aBapUN
na YASC, npoxuBaronux na repputopunt Cankr-Ilerep-
Oypra u JleHMHIpaACKOil 06JaCTH He MeHee MOCJIeHUX
5 sier. Cpeznnuil Bospact obciienoBaHHbIX — 57 =8 Jier.

MeTo10M 2-/1y4€BOi peHTIeHOBCKO abCOPOIIOMETPUI
y naruenToB onpenessaan MITKT.

Conep:xanve MaKpo- U MUKPOIJIEMEHTOB OTIPeIEISIN
B 2 6uocpenax: 23 ajemenTa B coiBoporke kposu (Na, Mg,
P, Al, Ca, V, Cr, Mn, Co, Ni, Cu, Zn, As, Rb, Sr, Ag, Cd, TI,
Pb, Hg, Se, I, Cs), 30 aemenToB B 11pobax BoJIoC (Bbiiie-
YKa3aHHBIX JIJIs1 CLIBOPOTKY KPOBH M I0NIOJIHUTENIbHO B, Be,
K, Ba, Li, Mo, Fe) ra kBafipymoIbHOM MacC-CIIEKTPOMETPe
C MHAYKTUBHO CBSI3aHHOW aproHOBOW IJaa3MoOu
(X-SERIES IT ICP-MS), B COOTBETCTBUY C METOINYECKH-
Mu ykazanugmu [1]. MeTtoa Macc-crieKTpoMeTpun 1mo3Bo-
JISIET OJIHOBPEMEHHO OIIPE/IEJISAT B OIHOM 1Tpode coeprka-
HUe MaKPO-, MUKPO- U YJIBTPAMUKPOITIEMEHTOB, YTO OUEHb
BayKHO IIPU OIIEHKE B3aHMOI[eﬁCTBHH U B3aNMOBJIUAHUA O/1-
HUX 9JIEMEHTOB C IPYTUME B OpraHusMe desoBeka. Heco-
MHEHHBIMH OCTOMHCTBAMU METO/A SIBJISIOTCS BBICOKAST
YYBCTBUTEJIbHOCTDH N I/IS6I/IpaTe.TH)HOCTI), IIPOCTOTA 1 TOY-
HOCTb KaJMOPOBKU 110 0OLIEA0CTYIIHBIM CTaHIaPTU3UPO-
BaHHBIM 00pasIiiaM, OTHOCUTEJNbHAsE CBOOO/IA OT B3AUMHBIX
q)I/ISI/I‘IeCKI/IX 1 XUMHUYECKUX BAUSHUN IIpy aHaJ/In3e.

Jlo3a BHeIIHETO OOJIYUYeHUsT TTOJlyuYeHa HaMu 13 Oasbl
MaHHbIX Poccuiickoro rocy1apCTBEHHOTO METUKO-/I03UMET-
pudeckoro peructpa. OaHOBpeMEHHO (DUKCUPOBAJICS TOJI
yUaCTUsI B aBAPUITHO-BOCCTAHOBUTEIBHBIX PabOTaX, TaK KaK
paziuaIinoHHast U XUMUYeCKast 00CTAHOBKA BOKPYT PEaKTOpa
B 1986 rojy cyImiecTBeHHO OTJIMYATACH OT TOCAEMLYIOUX
ger jgukBuaanuu asapun. Cpexu obenepoBannbix JITTA
56,3% npUHUMAIN YIACTHE B MEPOIIPUSTUSIX 110 JIUKBU/IA-
mu mocaencTeuii apapun B 1986 roxy, 32,4% — B 1987 romy
u 11,3 — B 1988 rony. loJisg IMKBUIATOPOB, TOJYYUBIITUX
BHEIITHIOW 103y 06ayueHus B auanazode 10,1-20 ¢38, co-

crasuia 11%, B tnanasone 5,1-10 ¢3B — 19% u B quamnaso-
e 0-5¢38 — 21%.

Pesyabrare! uccienoBanuii 06pabaThIBajIy € IIOMOIIBIO
nporpaMMHuoro obecredenust PlasmaLab 2.5.4.

JLJ1sT CTaTHCTHYECKOTO aHATN3a PE3YJIBTaTOB UCITOJIb30-
BaJsin rporpammel Statistica 6.0. B cBs3u ¢ tem, uto ucciie-
JlyeMble BEJTMIUHBI He TIOAYNHSTIOTCST 3aKOHAM HOPMaJIbHO-
TO pacrpejieJieHusI, HCIOJb30BAINCH HellapaMeTPHUIECKIe
METO/[bI CTATUCTUYECKOIO aHAJIN3A.

Pesyabratsl

[To pesysbratam 2-Iy4eBoil PeHTTEHOBCKOI abcoph-
MUOMETPUU IMAITMEHTOB PAa3A€/INAN Ha TPU I'PYIIIIbI B 3aB1-
cumoctu ot 3nayenuit MITKT: ocreonopo3 (13 yesnoBek);
ocreonenus (39 uesoBek); 3-1 — cpaBHEHUS — HOPMaJIbHBIE
snauenust MITKT (27 uenoBex).

[Ipn mccaemoBaHUM MATOJTOTUM KOCTHOU CHUCTEMBI
y JIITA BakeH acnekT BO3MOXKHOTO BIMSHUS TO/Ia yIaCTUS
U TIOJTY 9€HHOM /10351 00JIyYeHNUST Ha COCTOSTHIE KOCTHO TKa-
HU.

[l BBISBJIEHUST BO3MOKHOTO BJIUSIHUSI HA COCTOSTHIE
KOCTHOM TKaHM YYaCTHUKOB JINKBU/IAIIY TTOCJIE/ICTBIII aBa-
pun Ha YeproObLIbCKO#T ADC 103bI 00Ty UEHSI U TO/IA yUac-
TS OBLI TIPOBEJICH KOPPEJSIITMOHHBIN aHAJII3 ¢ TOMOIIBIO
HelmapaMeTpuiYeCKnuX METOJ0B CTaATUCTUKH. PeSyJIbTaT])I
KOPPEJISIIIOHHOTO aHaJI3a IPUBEEHBI B TaduIe 1.

[ToxazaTenn MuHEpaTHHOU MIIOTHOCTH KOCTHOU TKAHU
6I)IJII/I HHUJKE Y y4aCTBOBABINHNX B JIMKBUAAITNN HOCJIe,Z[CTBHfI
aBapuu Ha YADC B 1986 rozy, 110 cpaBHEHUIO C yUaCTHUKA-
mu 1987 u 1988 rozos (r = 0,31; p<0,01). Crenenn Boipa-
JKEHHOCTU OCTEONIEHMYECKOTO CHHAPOMA KOPPEJUPYET C TO-
JIy4eHHOI 10301 BHewnHero obsydenus (1= 0,29; p<0,05),
T. €. Ipu 60JIee BBICOKKX II0JIyYEHHbIX 03aX 00/1yYeHuUs Ha-
6uonatorcst 6osiee Huskue mokazarenu MITKT. TToayuen-
HbIE IAHHBIE COTJIACYIOTCS C PAHee TPOBEJAEHHBIMU B 9TOM
nanpasienun uccuaenoanusivu |14, 15]. Koaddurmentor
KOPPEJISIIIMN TO/[a YIACTUSI ¥ I03bI 0OIYYeHUsI ¢ COCTOSTHH-
€M KOCTHOI TKaHM 0YeHb OJIN3KH MO 3HAYEHHUTO, HO JI0CTO-
BepHOCTD Koppessituit MITKT Bbriie ¢ Tomqom ydacTus, 4to
CKOpee BCEro, CBSI3aHO € OTCYTCTBHEM HEOTIPEIEICHHOCTH
B GUKCUPOBAHUY JJAHHOTO TIOKA3ATEJIsI, B OTIMYUE OT JO3bI
00JIyYeHNSsT, 3aPETUCTPUPOBAHHON B Psijie CITyvaeB (hopMalib-
HO, TaK KaK JaJIeKO He BCEe JIMKBUAATOPHI ObLIM OXBaueHbI
MHANBUYAJIbHBIM JIO3UMETPUIECKUM MOHUTOPUHIOM. Hus-
Kue 3Hauenus: KoapuiineHToB KOppessium, BO3MOKHO,
CBSI3aHBI ¢ OOJIBIITUM ITPOMESKYTKOM BPEMEH, TPOTIIEIIIETO
C MOMEHTA Y4aCTHUA B JIMKBUAAITUN HOCJIC[[CTBI/IfI aBapumn

Ta6Anua 1. B3aumocssze MIKT, A03bl 06AyHeHHMS M TOAQ yHaCTUS

B3anMocBs3b rojia y4acTusi ¥ Oy Y€HHOM 0361 00 IyYeHus1/ Yucao KoadPpunuenr p
aHaJM3MpYyeMblii HoKa3aresb Ha0oeHuii Cnupmena R
Ton yaactusa/MIIKT 71 0,31 0,009
Jlosa o6mnyuenus/MITKT 47 -0,29 0,049

20



Hayuno-npaktuyeckuii skypHan «Kannuko-nadoparopusiii koncuuym»> Ne 1 (45) dperpasnp 2013

na YAIC, u nepexo/1oM BejLyIlei poJiu B IaTOJIOTUH K JIPY-
rum pakropam (06pas JKU3HU, COMYTCTBYIOIINE MATOJOTHN
U JIP.), & TAK)KE HEPABHOMEPHOCTDIO pacipejiesieHust o0cie-
JIOBaHHBIX HAIIMEHTOB 110 TO/LY YYaCTUA 1 TTOJYYeHHOU 103€
06yuenust. Hesbast nCKIIOUNTS, 4TO Ha nokazarean MITKT
MOBJIMSJIO HE TOJIBKO PAJAMAIIMOHHOE BO3/IEHICTBHE, HO 1 BECh
KOMILJIEKC HeraTUBHBIX (PaKTOPOB, XapaKTePHbIH /11 KPyII-
HOMACIITaOHOI aBapHH.

B rabuuiie 2 cBejieHbl JaHHbBIE O BIUSAHUE PA3IUYHbIX
(baxTOpOB HA MUHEPAJIBHYIO IIJIOTHOCTb KOCTHOM TKAHU.

B pesynbrarte nuccieoBanus yCTaHOBIEHO, YTO IEJIbIT
Psiz GUODJIEMEHTHBIX TTOKA3aTe il OKA3bIBAET PA3HOHATIPAB-
JIEHHOE BJIMSIHUE HA KOCTHYIO TKAHb, IPUYEM, [JIABHBIM 00~
pazom, MITKT koppesiupyeT ¢ cojiep:KanueM U COOTHOIIIe-
HUAME COJIeP/KAHIii O102JIEMEHTOB B CHIBOPOTKE KPOBH,
a He B IPoOax BOJIOC. BbISIBIIEHBI TIOIOKUTEIbHBIE KOPPE-
JIAIIMH COCTOSIHUSA KOCTHOM TKaHW U COAEPIKAHUS CIEyIO-
MUX ICCEHIUANBHBIX OMO3IEMEHTOB B CHIBOPOTKE KPOBU
00CJIeIOBAHHBIX: KAJIBIHSI, [MHKA U ME[[H, KOTOPbIE SIBJIs-
i0Tcs QyHKIMOHaAbHBIMU aHTaronuctamu (r=0,39,
p<0,001), mpu sToM HabmozaI0TCa GOJIEe BHICOKHE IIOKA-
3atesn MITKT npu cmeriennu aToro COOTHOIIEHUS B CTO-
POHY yBeJIMUYEHUS COJCPKAHMS IIMTHKA.

B o ke Bpems, ycTaHOBJIEHBI OTPUIIATEIbHBIE KOPpe-
aaiuu Mexxay MITKT u conepskanneM TOKCMYECKUX dJie-
MEHTOB B CBIBOPOTKE KPOBU: PTYTH U CBUHIIA.

B xoze viccneoBanust 0GHAPYKEHbI MOJIOKUTENbHbBIE
koppessatun Mexay MITKT u cooTHommenuem psija accen-
[[UATBHBIX U TOKCUYECKUX OUOJIEMEHTOB B CBIBOPOTKE KPO-
BU: KaJIbIIUI/CTPOHITNHN, KaJIbINN/aTIOMUHAN, Me/Ib/aJio-
MUHWI, MeJib/HUKEJIb, IINHK /aoMuaui, pocdop/KajaMuii.
B npakTrke aHAIM3a B3AMMOCBI3U OUOIIEMEHTHBIX MOKa-
3aresieil M COCTOSHUA 3/[0POBbS HEPEIKO BAsKHYIO POJIb UTPa-
eT ¥IMEHHO COOTHOUIEHUE CO/IEPIKAHUS JKUSHEHHO HE0OXO0-
JIMMBIX 2JIEMEHTOB U TOKCMYECKUX. B HEKOTOPBIX Cirydasx

CABUT COOTHONIIEHUH MPOUCXONUT PaHbIlle, YeM BBIXO
3a rPaHUIlbl HOPMBI HETIOCPECTBEHHOTO COIEPKaHIs GHO-
aJIeMeHTOB. VzaMeHeHune COOTHOIIEHUNH OMO32JIeMEHTOB,
B CUJIy UX aHTAaroHW3Ma IpHU BCACBIBAHWH, TPAHCIOPTE
U y4acTU B GMOXMMUYECKHUX MPOIECCaX, CO3/IaeT TPEI0-
CBLJIKY K Pa3BUTHIO MTATOJOTUYECKUX COCTOSTHUI.

Baxubl 1mosyyenHble HAMU 1 OTMEYEeHHbIe MHOTUMU
ABTOPAMM TTOJIOKUTEIbHBIE KOPPEJISIIMHA MEK/LY COOTHOIIIEe-
HUSMU SKU3HEHHO HEOOXOAUMbBIX OCTEOTPOITHBIX GUodIIe-
MEHTOB B CbIBOPOTKE KPOBU: KaJibiiuii/docdop, Kanbiiuii/
Maruui, MUHK/Me/lb. bruoasemMenTsl, BXOAsIME B TaHHbIE
COOTHOIIEHUS, ABJAIOTCSA (YHKIIMOHAJIbHBIMI aHTATOHU-
CTaMH, TI03TOMY JIJISI OPTaHM3Ma BaKHO HE TOJIbKO MX a0COo-
JIIOTHOE CcoJlepsKaHne, HO M OTHOCUTEJIbHOE.

HauGosee BoIpaskeHHas B3aMMOCBSI3b MUHEDPAIbHON
MJIOTHOCTH KOCTHOM TKAHU IIPOCJIEKUBAETCS CO CIEY IO -
MM [IOKa3aTeIMU GHO2JIEMEHTHOTO CTaTyCa: COJePIKaHIEM
IMHKA, a TAKKE COOTHOLIEHUSAMU IIUHKA 1 AJIIOMUHUS B ChI-
Bopotke kposH (r= 0,42, p<0,001 ur= 0,43, p<0,001 co-
OTBETCTBEHHO).

Hamu nosyyensl CTaTUCTUYECKT 3HAYMMbIE YMEPEHHbIE
koppessanun Mexky MITKT u comepskanuem B CbIBOPOTKE
kpoBu kasbius (r = 0,39, p<0,001), c cooTHOMIEHUSIMU
KaJIbIIUST C ACCEHIIUATbHBIMEI OCTEOTPOITHBIMU OHOJIEMEH-
tamu — chocchopom n maruuem (r= 0,31, p<0,007 ur= 0,31,
p<0,008) 1 cooTHOIIIEHNAMU KAJbI[Us B CBIBOPOTKE KPOBU
¢ TOKcHYecKuMHU OGuossieMenTamMu — crponmueM (1 = 0,40,
p<0,001), amomunuem (r = 0,37, p<0,002).

OO6Hapy:keHa TOJOKUTETbHAS JOCTOBEPHAST B3AUMO-
cas3b MIIKT u comepkanus Meau — OCTEOTPOIIHOIO OHO-
aneMenTa, B cbiBopoTKe KpoBu (1 = 0,36, p<0,003) u orpu-
naresjbHagd B3aMMOCBS3b C COJEPKAHMEM TOKCHYECKUX
3JIEMEHTOB B CBIBOPOTKe KpoBU — cBuHma (r = —0,35,
p<0,003) u prytu (r = —0,29, p<0,02). Takke ycranone-
na koppessiitnonnas cBsizb MITKT u coornonenust conep-

Ta6Anua 2. Bzaumocsszb MIKT 1 coaep)xkaHns 6103AeMeHTOB B NPOOax BOAOC

Bsaumocsazs MIIKT/ananusupyemsiii nokasareb Koaddpunuent Cupmena R P
MIIKT/Ca coiB 0,39 0,000
MIIKT/Cu cbiB 0,36 0,002
MIIKT/Zn cbiB 0,42 0,000
MITKT/Hg cbiB -0,29 0,010
MIIKT/Pb cwiB -0,35 0,002
MIIKT /coornomenue Ca/P cbiB 0,31 0,006
MIIKT /cootnomenue Ca/Mg cbiB 0,31 0,007
MIIKT /coornomenue Zn/Cu cbiB 0,39 0,000
MIIKT /coorromnrenne Ca/Al coip 0,37 0,001
MIIKT /coornomenue Ca/Sr cbiB 0,40 0,000
MIIKT /coorromenue Ca/Ni B mpobax BoJioc 0,23 0,047
MIIKT /coornomenue Cu/Al coiB 0,31 0,006
MIIKT /cootnomenne Cu/Ni ceiB -0,25 0,028
MIIKT /coortromenue Zn/Al cbis 0,43 0,000
MIIKT /coornomenue P/Cd cbiB -0,27 0,022
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JKaHUST B CBIBOPOTKE KPOBU ME/IU M TOKCUYECKUX DJIEMEH-
toB — amomunust (r= 0,31, p<0,007) u aukess (r = —0,25,
p< 0,05).

[TpakTHYECKU BCE TOJyUEHHBIE KOPPEJISIIUU MEKILY
MIIKT 1 61oas1eMeHTHBIMU TTOKA3aTe/ISIMU CBIBOPOTKHU KPO-
BU UMEIOT CPEIHIO0 3HAYUMOCTD TIPH BBICOKOW CTATHCTH-
4eCKOil I0CTOBEPHOCTH, YTO TOBOPUT 00 aJleKBATHOCTH X
UCIIOJIb30BAHUS KAK JOTMOJHUTEILHOTO KPUTEPUST TP IHA-
THOCTHKE U JIEYEHUH OCTE00po3a. B To jke BpeMsi, HaKOII-
JIEHHBIN OIBIT JTA0OPATOPUH CBHU/ETENBCTBYET, UTO MPU
OCTEOTIEHMYECKOM CHH/IPOME Y JKeHIiH Oosiee mH(popMa-
TUBEH aHAJIU3 He CHIBOPOTKY KPOBH, a ipod BoJioc. B xoze
UCCJIEIOBAHUN Y PsI/Ia MAIMEHTOK BBISIBIEHBI CJELYIOTIIE
0COOEHHOCTH OX0D/IEMEHTHOTO CTATYCA: IIPEBBIIICHNE KaJlb-
LUsI, MaTHUA, Maprafia, 6apusa B podax Boaoc, He 00y-
CJIOBJIEHHOE, UTO CJIE/[YET 13 aHAMHE3a, TPUEMOM MUHEPAIb-
HbIX 700aBOK. [lanmeHTkaM ¢ TaKuM OMO3JIeMEeHTHBIM
npodusem pekomengoanu uccienoBanue MITKT. B no-
JIaBJIoNEeM GOJIBIINHCTBE CJAyYaeB HabI0AT0Ch CHIKE-
HUE JIAHHOTO [TOKA3aTesIsl, B Psijie CIydaeB Pedb Iia yxKe
0 BBIPAKEHHOM OCTEOTIEHNIECKOM CHHIPOME — OCTEOIIOPO-
3e (rmoTepst KOCTHOI Macch 10 20%).

3akiouyenne

HOJIy‘{eHHbIe JaHHDbIC ITO3BOJIAIOT CAeJaTb BBIBO/IbI
00 nH(MOPMATUBHOCTH OIPEIETIEHUST OMO2JIEMEHTOB U UX
COOTHOIIIEHUT, B IEPBYIO OYEPE/Ib, B CBIBOPOTKE KPOBH, JLJIST
OIIEHKU PHCKA PA3BUTUSI M CTETIEHU TSIKECTH OCTEOTIEHITYe-
CKOTO CHHIPOMA y MYKYNUH-TUKBUIATOPOB MTOCJIEACTBUN
apapun Ha YAIC. 1151 51010 HanboIeE aleKBATHBIM SIBJIs-
eTcst MeTOJL TabOPATOPHOI IUATHOCTUKU — MACC-CIIEKTPO-
MeTpus ¢ MHAYKTUBHO CBSI3aHHOH T1J1a3MOH.

B pesysibrate ucciemoBaHust yCTaHOBJIEHO, YTO K Ha-
CTOSIIIEMY BPEMEHU BJIUSTHIE TOJA YYACTUS B aBAPUITHO-
BOCCTAaHOBUTEJIbHBIX pa60TaX n HOJIy‘{GHHOfI J103bI BHEIITHE-
r0 06JIyY€EH ST HEBEJIUKO.
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MEPBUYHBIA UMMYHOAE®ULNT Y B3POCADIX.
KAMHUKO-AMATHOCTUHECKME OCOBEHHOCTH

M.B. UBAHYEHKO, E.E. 3YEBA

I6OY BIMO CI16IMY umenn akaa. U.T1. lNaBroBa Munucrepcrsa 3apasooxpaHenuns PO
Kacheapa kAMHMYECKOH AQDOPATOPHOW AMATHOCTUKM C KYPCOM MOAEKYASIPHOW MEAULIMHBI
Aabopatopus KAMHU4ECKOH UMMYHOAOTUM U MOAEKYASPHOW AMAarHOCTUKM

Pestome. [luaznocmuxa oppanivix (pedkux) 3a601e8anuii mpacuyionio PacCMampusaemcs Kax npobiema neouampui.
Jleticmeumenvio, GOIbUUNCINGO BPONCOEHHDIX UMMYHOOCDUUUMOE MANUDECTUPYEM 8 ZPYOHOM U PaHEM OEMCKOM 803PAc-
me. O0Haxo cywecmsyom opmol NEPEUUHBIX UMMYHOOCDUUUMOE, C KOMOPHIMU MOZYM CIMOIKHYMbCsL DAY 83POCILOL Cemi,
npesxcde 6cez0 NYIbMOHOI0EU, OMOLAPUHLOI02U, UHDEKUUOHUCTIbL, 2ACTIPOIHMEPONIOZU. 3A0EPAHCKA YCMAHOBAEHUS OUAZHO3A
uMeem O NAYUEHMOB CEPLE3HDIE BANCON0ZUYECKUE, COUUATLHBLE U NCUXOLOZUUECKUE NOCIeOCMBUSL U COCIABISEM 6 CMPAHAX
EC 6 cpednem oxono uemvipex iem [10]. B Poccuiickoti Dedepavuu, necmomps na 603pacmaiowuil uimepec x npooieme
oppanivix 3a601€6aHUTL, U NEPEUUHBIM UMMYHOOCPUUUMAM 8 YACTIHOCTIU, NAYUSHINbL UACTRO 1e MOZYM NOJYUUMb A0eK8am-
HOl Medutunckol nomouu. Ilenvro dannozo 0630pa iumepamypol A6IACMCS YEEIUUCHUE HACTOPOICEHHOCTIU MEOUUUHCKOU
06WECMBENHOCU WUPOKOZO CNEKMPA CREUUATIHHOCIEN 8 OMHOWEHUU OUAZHOCTIUKI Hauboee PacnpoCmpaneHnoix Gopm
NePEUUHBIX UMMYHOOCPUUUMOEB Y 83POCABIX: 00Well sapuabenvioti ummynnoll nedocmamounocmu (OBHH) u cenexmusio-
20 depuruma ummynoziodyruna A (CAIgA).

Kniouesvie cnosa: obuasn sapuabenvias ummynias HeOOCmamouHoCmy, CeAeKMUBHbLIL 0eQUuuum ummynoziooyiuna A,
pedxue 3abonesanust, opQanivie 3a60esanust, 1adOPAMoPHast OUAZHOCTIUKA.

PRIMARY IMMUNE DEFICIENCY IN ADULTS. CLINICAL AND DIAGNOSTIC PECULIARITIES

M.V. IVANCHENKO, YE.E. ZUEVA

State budget educational institution of higher professional education

“Saint-Petersburg State Pavlov Medical University” Ministry of Health Care of Russian Federation
Clinical laboratory diagnosis department with a course of molecular medicine

Laboratory of clinical immunology and molecular diagnostics

Summary. The diagnostics of rare (orphan) diseases is generally considered a pediatric issue. Indeed, the majority of
primary immune deficiencies (PID) manifest during infancy and early childhood. However, several forms of PID with a later
onset can challenge any health profession, predominantly pulmonologists, ENT specialists, infection disease doctors, and
gastroenterologists. Diagnostic delay averages 4 years in Europe and has a negative health outcome, social and psychologic
consequences [10]. Despite growing interest in orphan diseases, and particularly in PID, adequate medical assistance is
commonly hard to access for patients in Russia. This review is addressed to the medical community of wide-ranging qualifications
to raise the awareness about the most spread forms of PID in adults, namely common variable immune deficiency and
selective IgA deficiency.

Key words: common variable immune deficiency, selective IgA deficiency, rare diseases, orphan diseases, laboratory
diagnostics.

[laHHble 119 KOppeCIOHAeHIH:

Hsanuenxo Mapeapuma Baadumuposna,

acriupaHT Kahepbl KIMHUIECKON Ja00PATOPHON AMATHOCTUKY C KYyPCOM MOJIEKYJISIPHON MEIUITMHBI
I'BOY BIIO CII6IMY umenu akaz. W.11. TlaBrosa Munucrepcrsa 3apaBooxpanenust PO

tei.: 8-921-896-28-83, email: ritaivanchenko@gmail.com

Beenenne HO 1 hyHJIAMEHTAIbHBIMU ACTIEKTAMU COBPEMEHHON Me 1~

Onucanns KINMHUYECKON KapTUHBI PasIndHbIX (JopM  LMHbL BbldgBieHne NMMYHOJIOIHYeCKUX [1e(eKTOB 110380~
NN/ nogsunucs B 40-50 rr. XX Bexa. CTpeMuTenbHoe —JIs€T yCTAHOBUTD (DYHKIUN COOTBETCTBYIOIIMX FeHOB 1 OeJl-
HapacTanue o0beMa 3HaHUHI 1 KJIMHIYECKOTO OIIbITa B JaH-  KOB B UMMYHHBIX IIpolieccax B HopMme. B 1970-e rr. B pamkax
HOIl 006JaCTH CBSA3aHO He TOJABKO ¢ TpakTuyeckumu, BO3 0510 chopMUPOBAHO OT/IEIBHOE COOOIIECTBO, OAHUM
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13 IJIABHBIX HAIIPABJIEHUN /IeATEIbHOCTH KOTOPOTO SIBJIS-
1orcst ITN/T — TUIS (International Union of Immunological
Societies).

B nacrosiiee Bpems juis Boigsienus [T/ TUIS npesn-
JlaraeT UCoJib30BaTh 10 MPOCTHIX KIMHUYECKUX TPU3HAKOB
[20]:

1. Hacrsie otutsl (8 1 6oJiee B redeHue roga)*;

2. Tszkenbie cunycuTsl (1Ba u 6oJjiee B TedeHue roga)’;

3. [laurensuoe (aBa u 6ojiee MECALEB) IIPUMEHEHNE

aHTUOMOTUKOB C HEZOCTATOYHBIM d(hpekToM*;

4. TTneBMOHUS He MeHee JIBYX pa3 B roa*;

5. Hapyienue nuiieBapenust B paHHeM J€TCKOM BO3-

pacre;
6. Penmausupyiomue riybokue abeieccehl KOxKU WIn
BHYTPEHHUX OPraHOB;

7. llepcuctupyiomuii KaHAUI03 KOXKU U CAUZUCTBIX
y pebeHKa B TeueHue mepBoro roja JKu3Hu;

8. TTorpebHOCTH BO BHYTPUBEHHOM BBEJIEHUN AHTH-
OUOTHKOB JIJIsI KyIIMPOBaHUs MH(BEKIINI*;

9. He menee 1ByX TsiKeNbIX MHQEKIMT B TOJT (MEHUH-
TUT, OCTEOMUEJIUT, TIEJLITIOJIUT, CETICUC)¥;

10. Hanuuue cemeiinoro anamuesa, (bakThl pAaHHUX
CMepPTEN OT TKETbIX UH(PEKITUIT,

[Tpu Hasmuny ABYX U GoJiee MPUSHAKOB U3 JAHHOTO Tie-
peura HeobxoauMo obcaenosanue Ha I1M]]. 3Besmoukoii
OTMEYEHbI IIPU3HAKU, XapaKTepHBIE I KINHUYEeCKON Kap-
tuabl OBUH.

[IpeacraBUTE M HMMYHOJOTUYECKOTO COOOIIECTBA CO-
3/1aJT1 PETHCTPhI MAIMEHTOB, KOTOPbIE 00BEANHIIOT UHPOP-
maruio o ciayvasax [TU]J] 8 CIIA, crpanax EC u apyrux,
B ToM uncie PD. ITo gannsiM EBponeiickoro coobuiectsa
o npobsemam I/ (European Society for Immunodefi-
ciencies, ESID) 3a 2011 rox 3abojieBaHusi ¢ IpeuMy-
[IECTBEHHBIM IeUITUTOM aHTUTE] OKA3aIUCh caMoii 06-
mUpHOH Kateropueil peructpa, a OBUH (21%) u C/lIgA
(10,4%) — maumbosiee pacpoOCTPAHEHHBIMEU HO30JIOTHUSI-
mu [14]. Skcneprsr ESID mnoguepkuBaioT, 4T0, HECMOTPSI
Ha BO3PACTAIONILYIO HACTOPOKEHHOCTD B iuarnoctuxe 111 /]
y B3POCJIBIX, OTCYTCTBYET TEH/ICHIINS K CHUKEHUIO JIMarHo-
cruyeckoit 3azep:xkkn OBUH. Takast cutyaiust Bo MHOTOM
OOBSICHSIETCSI TOCTETIEHHBIM XaPAKTEPOM IIPOTPECCUPOBAHMST
3a00JIeBaHUST: YBETNUEHHEM YaCTOTHI TOCITUTAM3AIUIT U He-
06XOIIMOCTH B CEPbE3HOI TepaIvu; JMardo3 4acTo ycra-
HABJIMBAIOT JIUIIb [TOCJIe PA3BUTUS OCJI0KHeHui [7]. B ne-
KOTOPBIX 1IeHTPaxX B EBporie B3pocJibie alMeHThI Oy Yasn
JledeHre B NeIHaTPUYECKUX OT/IEIeHUSIX B CBA3U C a/IMU-
HUCTPATUBHON /OPTaHU3AIMOHHON HEBO3MOKHOCTBIO €T0
MPOBEICHUS BO B3POCJION CETH.

Kinaceudukarusa [TN/] nepecmaTpuBaercs skcrepTa-
mu TUIS opu pas B 1Ba rojia. AKTyasibHast Ha CETO/IHSTITHUN
Jenb kinaccudukaius Oblia npeicrasiaena B 2011 romy [5].
OBUH u C/IgA Bxomsar B rpymy I11.2 — «nipeumyiect-
BeHHbIE ZIePUITUTBI AHTUTEJI C CYIIECTBEHHBIM CHUKEHUEM
YPOBHEI UMMYHOTJIOOYIMHOB KaK MUHUMYM J[BYX KJIaCCOB
1 HOPMAJIbHBIM WJIN HU3KUMU KOJIMYecTBaMU B-KieTok».
B Tom ke roay ESID omy6mkoBas HOMIaroBbiil AMarioc-

tndeckuil mporokost [IV /] st Bpaueii mmpoKoro crexkTpa
crieruanibaocteit [11]. Undopmarnius npejcraBiena B Bujie
TabJIMI], KOTOPBIMU YA00HO TOJIb30BATHCS, B TOM YUCIIE,
B J1a00paTOpHON 1pakTHKe. HecMoTps Ha cyliecTBOBaHue
TaKUX IIPOTOKOJIOB, B CBA3U C T€TEPOTEHHOCTHIO KIMHUYE-
CKOM KapTUHBI, KaXKIblii AUMATHOCTUYECKUI crydail Tpedyer
nepconamsuposanroro noaxoxa. B Cankr-Ilerepbypre
neiicTByer pabodas rpynmna o npobiaemam [T/, yaacTHu-
KM KOTOPOH (MMMYHOJIOTH, Bpa4K KJIMHUYECKOI Jiabopa-
TOPHO# JAMATHOCTUKHU, OUOJIOTH) PETYJISIPHO TTPOBOJST
BCTPEYU-00CY/KACHUS KIMHUYECKUX CTYYaeB 1 COIUATbHBIX
BOIIPOCOB.

Kpurepuu nuarnosa

Hcropuyecku OBMH 6bLia BblgesieHa KaK TPYIIIIA Iep-
BUYHBIX TUIIOraMMAarIo0yInHeMUI HeYyCTaHOBJIEHHOMN 9TH-
onorun. OBH u C/IIgA narorenetnvecku BeCbMa CX0KU;
ommcanbl carydau rporpeccupoBanust CAIgA 8 OBUH [10,
7, 23]. Dxcneptsr ESID u PAGID (Pan American Group
for Immunodeficiency) B 1999 roxny [9] pasaenniu Haxex-
HOCTD YCTAHOBJIEHUS IATHO3a HA TPU YPOBHS: OKOHYATEJIb-
HBII, BEPOSATHBIN 1 BO3MOKHBIN, U TPEJIOKUIN JIJIST KaK-
JIOTO U3 HUX OT/AesbHble KpuTepuu. OKOHUATEbHbBIE
kputepun quarsoza OBH ne ycranos/ieHbl.

[uarnoz OBUH y manmenTta My>KCKOTO WU JKEHCKOTO
I10JIA CYUTAETCS

A) eeposimubim PN 3HAYUTENBHOM (KaK MUHUMYM
Ha 2 CTaHZAPTHDBIX OTKJIOHEHUA OT CpeJHNX BO3PAaCTHBIX
3HaueHuit) camkenun yposaeii IgG u IgA;

B) 603modictvim ipr 3HaUMTEIBHOM CHU)KEHUH YPOBHEN
UMMYHOTJI00YInHOB ogHoro 13 KiaaccoB (IgG wim IgA
nim [gM).

B o6oux cirydasx HeOOXOIUMO COOTBETCTBUE TPEM JI0-
TTOTHUTE/IbHBIM KPUTEPUAM!

1. Hauasio 3a60JieBaHUs TIOCJIE TIEPBBIX JBYX JIET KU3HU;

2. OTcyTCTBHE U30TeMAarTJTIIOTUHUHOB WUJIU,/U HAPYIIIe-

HUe OTBETA Ha BAKI[MHAIIMIO;
3. UckimoueHne BTIOPUIHBIX IPUYUH FTUIIOTaMMAario0y-
smaaemun (eM. Tabr. 1),

[uarno3 C/IIgA y manuenTa MyKCKOTO UJIH JKEHCKOTO
I10JIA CTAPIIE YEThIPEX JIET CINTAETCST:

A) okonuamenvroim ipu yposHe IgA cbIBOPOTKU HUIKE
0,07 r/J1 ¥ HOpMATLHOM YPOBHE UIMMYHOTJIOOYJIMHOB JIPYTUX
KJIACCOB;

B) eéeposimuvim ipu cHikenun yposHst [gA Gosiee uem
Ha 2 CTaHIaPTHBIX OTKJIOHEHWA OT HOPMAJIbHBIX BO3PACTHBIX
3HAUYEHUI.

B 06oux cirydasix oTBeT Ha BakiuHaimo o 1gG nomken
ObITH cCOXpaHeH (CM. HIIKE).

PaccmoTpum panHbie Kputepuu 6osiee noapodHo. Pe-
3YJIBTaThl UCCAEAOBAHMUSA YPOBHEH UMMYHOIIOO0YJIUHOB
cozep:kaT pedepeHTHbIE MHTEPBAJBI, COOTBETCTBYIOMNIHE
Bo3pacty naruenTa. HuHsist 1 BepxHsisi paHUIbl BO3PACT-
HOTO peepeHTHOro Juarna3oHa COOTBETCTBYIOT —2 u +2
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crtannaptTubix oTkjaoHeHus (SD) oT cpennero 3HaueHust
B BBIOOPKE, TO €CcTh Pazbpoc BHYTPH pehepeHTHBIX MPAHUIL
cocrasiger 4SD [16]. Taxum o6pas3om, A1 pacyera 3Hade-
Hus 2SD HeoOX0AMMO HAWTH Pa3HUIY MEKIAY BEPXHUM
1 HIKHUM pedepeHTHBIMU 3HAYeHUSAMY U Pa3/Ie/IuTh Ha 2.
Hanpuwmep, y B3pocsioro naruenTa yposenb IgG cocrasiis-
er 3,5 r/1, a 6uosornyeckue pedepeHTHbIE 3HAYEHUS 1151
gty crapiire 10 et — 7,0-15,0 [2]. 2SD = (15 - 7)/2 = 4.
Ecnu u3 nusknero pedepenTHoro 3nauenusi Boraectb 2SD
(7 — 4), To MBI TOJIyunM, uTO ypoBenb 1gG y nanuenTa
CHIZKEH, OJ[HaKO MeHee, ueM Ha 2SD. Takum oO6pasoM, JaH-
HbIl coryvait He coorBeTcTBYeT kputepuio OBUH, ognako
B CBSI3H C [TOCTENEHHBIM XaPAKTEPOM Pa3BUTHsI 3a00JI€BAHUST
HEO6X0IMM MOHUTOPUHT YPOBHEH MMMYHOTJIOOYINHOB
He peske 0IHOTO pa3a B 6 MecsieB. /lelicTBUTENBHO, Y JIUIT
MOIPOCTKOBOTO M B3POCJIOTO BO3pacTa CHUKEHHE YPOB-
ng IgG pacuenuBaercs Kak:

— ymepennoe — 3,0—6,0 v/,

— 3uauuresabnoe — 1,0-29 r/m,

— peskoe — menee 1,0 r/m4.

B nacrositiiee Bpems He CyIIecTByeT eIMHOrO CTaHaapTa
OLIEHKH CIIeIM(UIECKOTO MOCTBAKIIMHAIIbHOTO MUMMYHUTETA.
[l TaHHbIX 11eJ1el TIepCcreKTHBHO MCIIO0Ib30BaHNE OTHOCH -
TeJAbHO HE30MACHBIX BAKIIUH, HE COJEPKANINX OaKTepUalib-
HBIX KJIETOK ¥ He UMEIOIUX OTPAaHUYEHUN K TIPUMEHEHUIO
y B3POCJIbIX, 3a MCKJIIoYeHneM GepemerrocTu: «[THeBMo-23»>
u cToJOHSYHOTO aHaTOKcuHA. CyIecTBYIOT KOMMePUYECKU
JOCTYITHBIE HAOOPBI, TO3BOJISIIONIIE OIPEAETSITh UMMYHO-
robymHbl kiacca G, creruduutble K aHTUTeHAM JIaHHbIX
BakiH MeTo1oM MDA, pa3pabaThIiBaIOTCSI TECTDI JIJIS OTIPe-
nenenust IgA u IgM [8]. UccaienoBanue tutpa anture
K TOJIMCAXapUIHBIM aHTUTeHAM HPOBOJAAT 10 W CIYCTS
3—4 nenenu nocye Bakiuuaiyu [12]. C yuetom crangapr-
HOTO CPOKA PEBAKIIMHAIIUHU, OIIPe/IesIsieMble TUTPBI AHTUTE

JIOJIKHBI COXPAHSATBCS B CBIBOPOTKE B T€UEHUE TISATH JIET.
PesxuM BBe/IeHUsT CTOIOHSIYHOTO aHATOKCHHA U OI[EHKU Ha-
pacTanus OCTBAKIIMHAIbHBIX TUTPOB 3aBUCUT OT BO3pacTa
narMenTa U BpeMeHU IPebIIyIINX peBakinHanuii. Bos-
MOJKHO UCIOJIb30BaHue KoKHOiT pobbr ITnka.
W3oremMarrioTHHUHBI CBIBOPOTKHU UCCIENYIOT B UMMY -
HOCEPOJIOTHYECKUX JTAOOPATOPHUSIX € MOMOII[BIO PEAKIIUU
CO CTaH/IAPTHBIMU APUTPOIIUTAMU (KAUECTBEHHAS PEAKIIHS ).
B nanpHeiiieM BO3MOKHO MPOBeleHNE PEAKIIUN COJIEBOM
arrJIIOTUHALMY JIJI YTOUHEHUS TUTPA U30TeMarrJioTHHU-
HOB. B HOpMe TuTp HaTypasbubix antutesa (IgM) o u P
y B3pocabix juil — 1:14 u 1:8 coorBercTBenHO [1].
[Tomumo ycTanoBJieHUST 3HAUUTEIHLHOTO U CTOMKOTO
CHUJKEHUST YPOBHSI MMMYHOTJIOOYJIUHOB JIJisl TUATHO3a
OBUH xpurepuasibHbIM SIBJISIETCS UCKJIOYEHUE €r0 BTO-
puunoro xapakrepa. Cocrosnus, 3a601eBaHus U JieKap-
CTBEHHbBIE CPEJICTBA, IPUBOJIAIIIE K BTOPDUYHOMY CHIKEHUTO
YPOBHEN MMMYHOTJIOOYIMHOB, Ipe/cTaBaeHbl B Tabsuie 1.

TunoramMmmarao0ynHemMun,
HHyIIPOBaHHbIE JIEKAPCTBEHHBIMHU CPECTBAMU

Ornucan ciyyaii cHumkenns yposus [gG1 npu qmmresn-
HOM T1€POPATLHOM ITPUMEHEHUH METUIITTPEIHN30JI0HA Y T1a-
eHTKH ¢ 6poHxuanbHoi actmoit [12]. Takxke nabioza-
JIOCh CHUKEHUE YUCIa IMUPKYIupyonux B-kietok (4%),
umMmyHOTI00yInHa cyOkimacca G1, orcyrerBue crienudu-
YeCKUX MHEBMOKOKKOBBIX aHTUTEJ TTOCJE BaKIIMHAIIUT
U yMepeHHoe cHUKeHue T-XeamnepoB, XOTS aKTUBAIMUA
T-numboruTos in vitro 6bLTa cOXpaHHA. 3a UCKITIOUEHM-
€M XPOHUYECKOTO CUHYCHUTA, Y TAIMEHTKN OTCYTCTBOBAJIN
KJIMHUYECKUE TTIPOSIBJICHUS IMMYHO/1e(DUITNITA, OTHAKO (HOp-
MaJIbHO JIMaTHO3 COOTBeTCTBOBAJN Kputepuam OBIH.
ABTOpaM yJaoch OKa3aTh HOPMAJIU3AIHNIO TIOKa3aTesei
MMMYHUTETA B TeUEHUE JIBYX JIET B Pe3yJbTaTe CHUKCHUS

Ta6Anua 1. MpUuMHBI BTOPMUHOM rMNOTaMMarA0GyAMHeMMuM
(Conley M.E., Notarangelo L.D. u Etzioni A. [9] ¢ usmenenuamn)

Ipuymnsst |

IIpumepsn1

3aboeBaHus U COCTOSTHUS

Nudexmms

BUY n BOb-undexnus, Bpoxaennbie KpacHyxa, ToKcormazmos, [IMB-undexims

OHKOJIOTHST 1 OHKOTE€MATOJIOTHST

Omyxouu B-KIeTouHOro IPOUCXOXKIEHNUS, THMOMA,
COJIM/THBIE OILyXOJIM, B TOM YUCJIE PAKOBas KAXEKCHUs

I[Toreps Genka

Hedpornueckuii cunapom, oxoru, muMdocTas, TsKeas quapest

JIeKapCTBeHHbIe cpeacrsa

AIITI/II"I/IHepTeIISI/IBIIbIe KaHTOHpI/IJI

[IpoTuBoMasnstpuiinbie

XJIOPOKUH, TPUMaKUH

HpOTI/IBOpeBMaTI/I‘{eCKI/Ie Count 30J10TQ

HIIBC

Denknobenak, cyrbhacanaznm

HepopaﬂbeIe TJIIOKOKOPTUKOU/IbI

Metummpeannzoson [12]

HpOTI/IBOBHI/IJICHTI/I‘ICCKI/IC

Kapbamasenut, heHUTOUH

XeJIaTI/IpyIOIJ_[I/Ie Alr'€HTblL [lenunumnamun
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JI03bI U OTMEHDBI Tiperiapara. [10j06Hoe BJIUsTHIE MOTYT OKa-
3bIBATh KAaK BBICOKUE, TAK ¥ HU3KUE 03bI [I€POPATHHBIX
(1O He UHTAISIIINOHHBIX ) TJIIOKOKOPTUKOUIOB [IPH JJINTE -
HOM IIPUMEHEHUH.

Mexanusmbl, Jie;kaiiyie B OCHOBE JaHHOTO (heHOMeHa,
He sicHbl. BeposiTHO, HEKOTOPbIE JIeKapCTBEHHbIE CPENICTBA
MOTYT BJIMSITh Ha TI03/(HIe 9Taribl auddepeniposku B-kiie-
TOK. BpicoKOpeakTuBHbIe CYIbMIUAPUIHbIE TPYIIIbL JIEKap-
CTBEHHDIX CPEJICTB MOTEHIIUAIBHO CIOCOOHBI POPMHUPOBATDH
UMMYHHBIE KOMILIIEKCHI, TPOBOLUPOBATH UMMYHHYIO JIHC-
PeryJisiuio U ay TOUMMYHHbIE TIpoiiecchl. B rosioBute cy-
YaeB I10cJie OTMEHBI IIPerapara ypoBHY AaHTUTE] BOCCTAHAB-
JINBAIOTCS /10 TIEPBOHAYAJIbHBIX 3HAYEHI, OJ[HAKO MOKET
oTpeOOBATHCSI 10 HECKOJIBKUX JIET. Y OJHOTO MAIMEHTA
TUMIOTaMMArI00yJIHHEMIST MOXKET BO3HUKATD TP UCIIOJIb-
30BaHUU PABJIMYHBIX JIEKAPCTBEHHBIX CPE/CTB, YTO CBUJIE-
TEJIbCTBYET O MPeIPACIONOKEHHOCTH K (hapMaKoJIorinye-
ckoit nuayknum [18].

Oo6mas BapuaGesbHasi IMMYHHAST HEZIOCTATOYHOCTh

I[TepBoe coobIIEH e O TTAIIEHTE, CTPAIABIIEM THITIOTaM-
MarjiobyJuHeMueil U BBIPAKEHHOU CILIEHOMeraineii,
TO ecTh MMeBIeM Kianuudeckuit perorunn OBUMH, 6buio
cenano 6putanckum Bpauom Olhagen 8 1953 roxy [18].
Kak camocrogrenbprasg Hozosornueckasd equnniia OBIMH
ObL1a Beienena B 1973 roxy auis muddepeHnuanum ot apy-
I'MX BPOXKIEHHBIX UMMYHOZE(PUITUTOB, TPOTEKAIONINX C Ha-
pyIlIEHUEM CHHTe3a aHTHTeN. 3a00JIeBaHIe HOCUJIO TaKKe
Ha3BaHUeE MO3[HEN TUIOraMMarjao0yJInHEMUH, JUCTaMMa-
riobymnemun u cungpoma Giedion—Scheidigger [7]. B va-
crosiee Bpems B MKB-10 zannomy 3a00/ieBaHIIO COOT-
BeTcTBYyeT Ko/l D83.

OBUWH — camag yactas popma [I1/]; pactipocTpanen-
HOCTb CHJIBHO BapbUPYeET: CPe/ld €BPOIIEHiIEeB OHA COCTAB-
sistet okosio 1:25 000 [7, 21], onHako oveHb PeiKo BCTpeya-
erca cpenu adpuranies u Mourosounos. OBUH — ato
JINATHO3 UCKJTIOYEHN, KOT/Ia TEHETUYECKY IO TIPUYUHY THUIIO-
raMMarJio0yJIMHEMUN YCTAHOBUTD He YIIaeTCs, U, BEPOSITHO,
[IPEJICTABJISIET COOOI IPYIIITY U3 HECKOJIBKUX 3a00I€BAHUI.
YaurerBast G0JIBIION CIIEKTP BHEITHUX TPUYUH HE[OCTATOU-
HOCTHU YPOBHST UMMYHOTJIOOYJINHOB, C OJTHOU CTOPOHBI, U Ha-
sinane Tsprensix hopm T, Tpebyrorux TpaHCIIAHTAIITH
KOCTHOTO M03Ta, ¢ ipyroil, OBUH mporekaer Takum obOpa-
30M, 4TO JlaJieKO He cpady (opmupyercs npejcraBicHue
0 CHCTEMHOM XapakTtepe 3a00JIeBaHus, a HE O HECKOJIbKUX,
MoBTOpAOMUXCS anu3onax unpeknuu. Kiraccuduka-
nus [UIS Brmmouaer wHerskessie popmbr OBUH, mipu ko-
TOPBIX cojiepKaHue cbiBOPoTOYHBIX IgA 1 1gG MoxeT co-
cTaBaATb 3—7 1/ [21].

Kiaunnyeckas kaptuHa

OBUH wmoxer MaHU(bECTHPOBATh B JII0GOM BO3pacTe.
VY GospIIMHCTBA MAIMEHTOB JIHATHO3 yYCTaHABJINBACTCS
BO 2—3 JieKajie KU3HU, OJHAKO PEIUANBUPYIONIE HHpEK-
K HAOTIOATOTCS € IETCKOTO Bo3pacTa. CyIecTBYIOT TPH
nuka auarnoctuku OBUH: 2-7, 25-30 u 50-60 ser [10].

OxoJio TpeTu nanuenToB coctapsioT aetu [21]. Tlonbirku
CBA3ATh KJIMHUYECKUH (heHOTHIT U TabopaTOPHbIE HAXOKH
OKa3aJIiCh GE3YCIEITHBIMU, YTO PENOIAraeT yyacTre B [a-
ToreHe3e HeMHMEKIIUMOHHBIX OCJIOKHEHUN HEU3BECTHBIX
FeHOB, OTJIMYHBIX OT THUOJIOTUYECKUX FE€HOB UMMYHOIe(u-
nura. B 6puranckom nccneposanun (n = 58) 50% nanueH-
toB ¢ OBUMH umesnu nuiib nHGEKIIMOHHYIO MATOJOTHIO,
34% colryTCcTBYIOIIIE OpraH-cienuduieckiie ayTOnMMYH-
Hbie 3abosieBanust, 17% — ayTOMMMYHHbBIE IIUTOIEHUH,
16% — nosmkIoHaIbHYIO0 JIMdOIporbepariio, 5% — 9H-
Teporaruu [6].

Nudexknmonnpie NposiBICHUS

Knuanveckuit crieKTp MHMEKITMOHHBIX TTPOABICHUIM
OBUH Becbma mimpok. HanboJiee yacto y naiueHToB pas-
BUBAIOTCs MHMEKINH JbIXaTeIbHbIX 1y Teii  JIOP-opranos:
PEIUINBUPYIOIIHE CHHYCUTHI, TOH3UJIUTDI, OTUTHI, GPOH-
xuThl. B CIITA mHEBMOHMIO TUATHOCTUPYIOT Y TPETH TAIH-
entos [10]. BozOypureniu IHeBMOHUY MOT'YT ObITh THITUYHbI-
mu (Streptococcus pneumonia), arunnanbivu (Mycobacteria)
U ONIMOPTYHUCTHYeCKUMU, Hartpumep, Moraxella catarrhalis,
Pneumocystis jiroveci, Haemophilus influenzae |7, 10, 18, 21].
Bosmozken ctapr OBUH B Bujie nneBMOHUM, MEHUHTUTA,
cenruriemun. Mudexuus, soisannas Mycoplasma pneumo-
niae, OKa3ajaach OAHON 13 HanbOoJIee YaCThIX IIPUYMH [THEB-
monuu nipu OBUH [18]. Haemophilus influenzae moryt
NMEepCUuCTUpOBaATb B MUHJAJIMHAX U a/ICHONIHDBIX BETETaI[UAX
B TeUeHNE HECKOJBKUX JIET, IasKe TP a/IeKBATHOM TePATTHH.

XpoHUUYECKON MUKOTIIIa3MeHHOH nH(peKIMei CycTaBoB
crpagaT okoJio 10% marreHToB. B GOJIBITHHCTBE CTyYaeB
JUINTEJIbHO BOBJIEUEH OJIMH cycTaB (KOJIEHHBIH, JOKTEBO),
OJTHAKO BCTPEYAETCS MEJICHHO TEKYIIUH MTOJTUAPTPUT, KO-
TOPBIIT MOKET OBITH HEBEPHO PACIIEHEH KaK PEBMATOM/HBIH.
B cBs3u ¢ ompenensionieli pobio aHTUTEN TPU TAHHBIX WH-
(hekIusAx TeueHue Mpoiecca MOKeET ObITh 3aTSKHBIM U
OCJIOKHATBCS JlecTpyKineil Tkaneil. CyIecTByIOT CBUjie-
TEJIbCTBA O TOM, UYTO ITOBbBIIMEHHAA BOCIIPUMMYNBOCTD K M-
KOTLTa3MeHHOUW MH(EKIUN CBI3aHA ¢ HU3KUM YPOBHEM
MaHHO3-cBsi3bIBatomiero jektuaa (MBL) [10, 21]. ¥ namu-
erroB ¢ OBUH 13 cHHOBUAIBHON JKUIKOCTH ObLIA TAKKE
soigesiena Ureaplasma urealyticum [18].

Oxoi10 20% MaIrmeHToB CTPAIaoT XPOHUIECKOH arape-
efl, He CBSI3aHHOI HU C KAKUMU U3 TUIINYHBIX dTUOJIOTIYE-
CKMX areHToB [21]. ¥ HEKOTOPBIX MAINEHTOB YIAeTCS BbI-
asutb Helicobacter pylori |7], Salmonella, Shigella
u Campylobacter. Y 19% nanuenTos ¢ aucuerncueii B 610-
[ITaTax TOJICTOTO KUIIEUHUKA 0OHAPYKUBAIOT TPAHYJIEMBI;
y MOJIOBUHBI — U3MEHEHUS, XapaKTepPHbIE [T TeJTMaKUN
[10]. [TompITKM 10KA3aTh MH(MEKITUOHHYTIO ATHOJIOTHIO BOC-
MAJTUTENBHOM G0JIE3HN KUIIETHUKA OCTAIOTCST GE3Y CITEITHbI-
MU, OJIHAKO y MbIllIel, HOKayTHBIX 110 reram WJI-2 u NJI-6,
B CTEPUJIbHBIX YCIOBUSX 3a00J1eBaHme He pasBuBaercs [ 18].
B 6I/IOHT3T3X TOJICTOTO KMIIIE€YHWKA BbIABJIAIOT YBEJIMUECHUNE
CoJIepKaHUS UHTPANUTETUATBHBIX TUM(MOITUTOB, Y HEKO-
TOPBIX PA3BUBAETCS TSKeJasd SHTEPONATHS C IeTU/[PATAI -
eil u morepeil aJeKTPoanTOB. BocnanutenbHbIil mporiecc
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MOJKET 3aTpParuBaTh UCKIIOYNUTEIbHO TOHKUN KUIIEYHUK,
YTO IPUBOIKT K MaIbaOCOPOLIK KIPOB U BUTaMUHOB [21].

[ManueHTs ¢ HEOCTATKOM UMMYHOTJIOOYJIMHOB Yalie
BCETO UMEIOT HOPMAJIbHBIN UMMYHHUTET K BUPYCHBIM MH(EK-
IIUAM, TAKMM KaK KOPb, IApOTUT U BeTpgaHas ocna. Mckio-
YeHMe COCTABJISIOT 9HTEPOBUPYCHL: OMUCAHBI CJIyYau dHTe-
POBUPYCHBIX MEHUHT09HIIE(PATUTOB, MUOKAPAUTOB (BUPYC
Kokcakun) u nepmaromuosutoB [21]. Jng nanuenton
¢ OBUH c orgroiiennbivM ceMeitHOM aHaMHe30M XapaKTep-
Ha MOBBINIEHHAS BOCIPUMMYNBOCTD K BUPYCHBIM U OIIIOP-
TYHUCTUYECKUM HHQEKIIUSIM, UTO [TPEoIaraeT KOMOUHU-
pOBaHHbBII XapakTep uMMyHogedunuTa [6].

OcnosxHeHust MHPEKITUOHHBIX MPOIECCOB
u ipyrue (HenH(pEeKIHOHHBIE ) IPOSIBIEHUS

V¥ 30-50% nanuentos ¢ OBMH passusaercst 6poHXO-
sKTaTHYECKast OOJIE3HD JIETKUX, BHE 3aBUCIMOCTH OT HAJIH-
YU 3aMEeCTUTEIbHON Tepanuu, 4TO, BEPOSATHO, CBS3aHO
C TJIOXUM MTPOHUKHOBEHUEM B JIETKHE TIPENapaToB NUMMY-
HOIJI00YJIMHOB TP 3aMecTuTe IbHOI Tepanuu [21]. 20-25%
UMETOT XPOHUYECKOe BOCTIAJICHHE PA3IMYHBIX OPTaHOB, TIpe-
JKJIe BCETO JIETKUX, TIeYeHU U CeJIe3eHKH, 9acTo ¢ rpaHyJie-
MaTO3HBIMU U3MeHeHUSAMU [6]. MexaHn3M BO3HUKHOBEHUS
rpaHyJieMaTo3a HEM3BECTEH, OJIHAKO ObLJIA TIOKa3aHa CBSI3b
€ro pasBuUTHs ¢ UHQEKIMel BUPYyCOM repiieca 8-ro THUIIA
U HeOJIArOIIPUSITHBIM ITPOTHO30M [7, 22].

AyToMMMyHHbBIE 3200I€BaHMs

HeraTuBHas ceseKIust 1 KOHTPOJIb ayTOPEAKTUBHBIX
KJIOHOB, KaK 1 CUTHAJIbl HA BBIKUBAHUE U TIPOJTH(EPAIIHIO,
OCYIIECTBIISIOTCS Yepe3 B-kieTounbrii pertenitop. B ciaydae
HapyIIeHust ero (hOPMUPOBAHUST BO3MOKHO 0OpasoBaHue
B-kJyeTok ¢ 0JJHOBPEMEHHO BBICOKUM ayTOPEAKTUBHBIM
U HU3KUM TIpoJidepaTuBHaM ToTeHInasoM. Takum obpa-
3oM, ipu OB H B-kiieTounast HeiocTaTOUHOCTD M Ay TOVM-
MYHHTET He TOJIbKO He UCKII0YAIOT, HO ¥ COTTY TCTBYIOT IPYT
APYTy. AyTOUMMYHHBIE 3a00/I€BAHNST WA MX KOMOMHAIIH
pasBuBaiotcs y 20—50% maruentos [7, 10, 18, 21]. Ipexae
Bcero (20% TmanmeHToB) 9TO IUTOMEHNT: TEMOJTUTHIECKIE
aremMuu, TpoMOoTIUTOTIeHNH, HeliTporenun [21]. AyTonM-
MyHHBI€ MTposiBeHns1 Takke BKiodaioT CKB, PA, cuapom
[Terpena, 1epMaTOMUO3UT, IIEJTUAKITO, MTHCYJINH-HE3aBUCH-
mbrit C/l, tTuponnnt. Kpome TOro, BO3MOKHO pa3BUTHE Te-
naruTa, GUIMapHOTO IUPPo3a, cuHapoma Tuitena—bBappe,
MAPOIOHTUTA, TIEPHUTITMO3HOM aHEMUH ¥ JIPYTOI MTATOJIOTHH.
B 1ies1om anmbIe OCTOKHEHNS PA3BUBAIOTCS Yallle, YeM TIPU

CJUIgA.

JlumponpoandepaTuBHbIii CHHAPOM

Y NoJ0BUHBI MAMEHTOB HAGIOAAI0TCS JTuMbOoaIeHO-
narust 1 crieHoMeraus [2]. TunepciieHnsM Mosker ObITh
CaMOCTOSITEIbHON TIPUYUHOM HeHTpoTeHnn u TpoMboTIe-
HUW; THOT/IA TOKa3aHa crutenakTomust [21]. BosamoskHa nH-
ubTpanys MOTMKIOHATBHBIMU TUMQPOIUTAMY BHY TPEH-
HUX OPraHOB, HANIPUMED, MMeYeHU M MOYEK, YTO MOKET
MPUBOUTH K PA3BUTHIO X HepocTaTtouHocTu [7]. Jlumdo-

nposiudeparsi HOCUT JOOPOKAYECTBEHHBIN XapaKTep U,
BEPOSITHO, TAK)Ke CBsI3aHA C repreTudecKoil nHdeximen

[10].

OHKoJIoTHYECKHE 32001€BaHHS

Perpociiektunbie ucciepoBanus ¢ 1970-x rr. BoIsIBUIIN
yBeJINYeHe YaCTOThI PAKA JKeJIYIKA 1 TUMGbOM Y B3POCJIBIX
narmenToB ¢ OBUH [7]. Onenku pucka pasBuTus OHKOJIO-
IUYecKuX 3a00JI€BAaHUN CUIIBHO BAaPbUPYIOT B Pa3HbIX UC-
crenoBanusax. B mociennee Bpemst muM(bOMBI CTATH JIOMU-
HUPYIOIel TpUInHOil cMeptu nareHTos [21]. Haubosee
TUNWYHO Pa3BUTHE 9KCTPAHOLYJISIPHBIX B-KI€TOYHBIX JIMM-
(bom maprunanbHOI 30HbL. B oTsimdme ot iumgom npu apy-
rux [TV /T, onyxoJieBbie KaeTKu 00b4HO AuddepeHnnposa-
HBI, CEKPETUPYIOT UMMYHOTJIOOYIHbI 1 BOB-HeraTuBHBI
[7]. Boicokuii puck pa3BUTHS paKa JKeJy/Ka, 10-BUIUMOMY,
oObscusgercs nepceucrennueii Helicobacter pylori.

JluarHocTHka

Juarnocruky OBUH HeoOGXoanMo HaYMHATH € TIIA-
TEJIbHOTO aHaJIM3a HCTOPUK OOJIE3HU TTAI[IeHTa U IO Me/IU-
KaMEHTO3HOI Tepary U UCKJII0YEeHUS] BTOPUIHBIX TPUINH
runoramMmariobyuaemui. CJieyommM maroM Auardoc-
TUKU SIBJISIETCS OTIeHKA CIen(puIecKkoro MMMYHHOTO OTBe-
Ta MO0 OTHOIIEHNTO K T-He3aBUCUMBIM MTOJINCAXapUTHBIM
aHTUTeHaM U T-3aBUCUMBIM OEJIKOBBIM aHTUTEHAM, UCCJIe-
JIOBaHUE TeMATTTIOTHHUHOB.

lnbdepeHnmaabHyo IUaTHOCTUKY TIPOBOJIST € X-CIIeTT-
JIEHHO#T araMMaryio0y inHeMueit (MyTaliuy IPOTEnHKUHA3bI
Bpyrona), runiep-1gM-cunapoMoM, XpOHUYECKOH TpaHy.Jie-
MaTO03HOI OOJIE3HBIO, CEIEKTUBHBIMU Je(UIIUTAMUA UMMY-
HOTJTOOYTMHOB ¥ KOMITOHEHTOB KoMIteMenTa [7, 11].

JluarHocTuueckue nmoaxopl K Bpisisaennio OBUH
METO/IOM NPOTOYHO! HUTOMETPHUHU:
nupKyIupylonme B-kierku

B nacrosiee Bpemst HanboJiee J0CTOBEPHBIM CTOCOOOM
HOJTBEPK/IEHUST IUATHO3a SIBJISIETCSI 0OHAPYIKEHIE HapYy-
HeHus o3HuX TanoB aAuddepentuposku B-kiaetok. [ep-
Bast saGoparopHas kiaaccudukanus OBUH, ocHoBanHas
Ha (YHKIIMOHAIBHOM TeCTUPOBaHUU B-KieToK, Obliaa co-
3mpana B 1980-x rr. Bryant u coaBT., ojlHaKO He MOJTy4YnJIa
IIMPOKOTO PACIIPOCTPAHEHUS B TUATHOCTHUKE B CBSI3U C OT-
CYTCTBHEM BOIIPOM3BOIMMOCTH METOAUKH. Briocienctsun
UJIEI0 MCCIIEIOBAHNST B-KII€TOK J1JIsT IMarHOCTUKY U KJIAaCCH -
ukarmu cryvaeB OBV H ucnosib3oBasu 1Be ipyrue rpyi-
el Bo Opaiibypre [13] (Tepmanusa) u Ilapusxke [19].
B 2008 roay ux ycuns ObLiu 00beAnHEHbI B 00IIYIO IIPO-
TOYHO-IUTOMETPUYECKYIO KIACCH(MUKAIIMIO 0/l HA3BAaHUEM
EUROOClass, kotopast obeciiednBaeT TakKe IPOrHO3 0CI0MK-
Henuii OBIH [22]. B ucciegosanuu yyacTsoBaiu 6oJee
300 marmenTos crapie 10 JeT.

Llenbio co3manus KaaccuDUKAIMY SBJISAIACH HEH-
TUUKAIUI MapPKEPOB-UMUTATOPOB KIMHIMYECKUX IIPO-
apnennit OBUH: cnsmenomeranum, mumdoanenonatun,
IPaHyJIeMaTO3HOH GOJIE3HU 1 ayTOUMMYHHBIX COCTOSTHUIA
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(tabur. 2). Kinaccudukaliys npeanosaraeT OleHKy HeCKOJIb-
KUX CyOIOMyISIuil HUPKYJINPYIOMNX B-KIeTok: 3pesibix
B-kserok namsartu, Tpansuropubix u CD21low B-kierox
[22].

Bosee uem y 75% narmentoB ¢ OBUH BoisiBiIstiocsh
CHUIKeHUe yncya B-KiIeTok maMaTu, 4To 1nojpasymeBaeT
IUCHYHKINIO TePMUHAJIBHBIX 1[EHTPOB, KPUTUYHBIX LIS
T-3aBHUCMMOrO0 UMMYHHOTO OTBETa, U KJIMHUYECKH COIPO-
BOXK/IAE€TCSA yBEJIMYEHUEM YACTOTLI Pa3BUTHSA TPaHyJieMa-
TO3HOI Oosie3ru U crteHoMerasmu [15]. Causkenme KoJu-
yecTBa B-KileTOK namsaTu He ABJISETCS TATOTHOMOHUYHBIM
st OBH u xapaktepHO /171t CUHPOMA TUIIEPUMMYHO-
rinobymnemun M, curapoma Buckorra—Ounapuya, X-cren-
JIEHHOTO JIMM@OoTTposiiepaTuBHOTO CUHAPOMA M UJIAOIATH -
yeckoii CD4-mumbonennn [22]. kcrnancus TpaH3UTOPHbBIX
B-k7erok acconmupoBana c sinMdoaieHONaTHENR U TaKKe
Habogaercs npu X-cuenaenaom JaumbonpoandepaTus-
HOM cunzipoMe u uauonatudeckoir CD4-mumbornennn.
Veemuuenne yuciaa CD21low (6onee 10% cpemu Bcex
B-kueTok) siBsigeTcss MapKepOM CIIJIEHOMETaJIniy; XapaKTep-
bl 6ostee nosanss Mmanndecranus OBH u cymecTsennas
3ajlepKKa yCTaHOBJIEHU iuarnosa [22].

Uccaenoanus T-mumdonuros
U IPYTUX UMPKYJIUPYIOINX KIECTOK

Y HEeKOTOPBIX MAINMEHTOB HAOIIOMAeTCsS YMEPEeHHAsT
CD4 T-knerounas mumdornenus. ¥ 30% mammeHToB OHA
corpoBoxkaeTcs otHocuTesbHbIM CD8+ T-nmumborintozom
4acTo 3a cyer 1mephOPUH-COAEPKANNX AKTUBUPOBAHHBIX
KJIETOK, KOTOPbIE MOI'YT ObITh OTBETCTBEHHbI 32 HEHTpOIIe-
HUIO U BOCHIAJIMTEIbHYIO 60e3Hb Kumeunuka [7, 21]. Bos-
MOXKHO Takske HapyIierue T- u B-kneTouynoro B3auMomeii-
CTBUS, TIpoJinpepaliuy U CUHTe3a ITUTOKNHOB T-KJeTKamu,
akcnpeccun CD40-nurania; B HacTosIlee BpeMsl HeU3Be-
CTHO, CBA3aHbI JIX OHNU C XPOHUYECKNMUN I/IH(I)CKL[I/IE[MI/I NJIn
nepsuvns 7, 15, 21].

B nemaBuem mcciepoBanuu B Bennkobpurtanuu [6]
¢ oIIpeieIeHreM abCOIIOTHBIX 3HaYeHUI T-K/IeTouHbIX cy6-
MOTIYJISAIIMI Y MTAIIMEHTOB € XOPOIIO JOKYMEHTUPOBAHHBIMU
npossienuamu OBIUH Obuin BbIABIEHBI CIELYIOIIE OT-
KJIOHeHUS B T-KIeTOUHOM 3BeHe MMMYHUTETA:

— CHukeHue MMMYHOPEryJSATOPHOTO WHJEKCA,
3a cuer yMeHblIeHus Kak obmero unciaa CD4+
T-knerok, Tak u yBesnuenns konnuects CD8+.

— Cuwxenue sxcripeccuu mosiexyst CD27 u CD28 kak
CD4, tak u CD8+ T-numdorurax, 4To CBUETEb-
cTByeT 006 UX akTuBauuu 1 1uddepennpoBaHHo-
cTu. BeposTHO, 9TO ciieficTBUE YBEJTUYEHUS KOJIH-
yectBa crenudunueckux T-mumdornuron (IIMB,
B2b) [15, 21].

— Cuwmxenue uncia (posyiukyasipHbix T-KiIeTok npu
HAITYMK XPOHUYECKON IPAaHyIeMATO3HOM O0JIE3HN.

— Cumwxkenne KoamdectBa T-peryssgaTOpHBIX KJIETOK
(Tper) npu siumdonposrdepalium, ayTOUMMYHHOM
[TONEHUHN U JIPYTUX 2y TOUMMYHHBIX 3200/1€BaH -
ax. JlaHHbIll (heHOMEH MOKeT OBITh CJIeNCTBUEM
cekBecTpanyu Tper B caiiTax XpOHUYECKOTO BOCTIa-
JIeHUS, OJTHAKO HEU3BECTHO, HACKOJIBKO OHU IPe/I-
CTaBJIEHBI B rpaHysiemax [15].

Y nanueHToB U3 rPYNIIbl ¢ U30JIMPOBAHHBIMU MH(]EK-
[HOHHBIMH TTPOSIBJIEHUSIMU He ObLIIO BBISIBJIEHO CYIIECTBEH-
HBIX OTKJIOHeHU# T-KyleTouHOro 3BeHa, 4To Mpejroiaraer
cBs3b aHoMasuit T-TuMMOIUTOB ¢ pa3BUTUEM OCJIOKHEHUI
OBUH B 6oblieii cTenenu, 4eM ¢ naTorene3oM e uimura
HUMMYHOTJIOOYIMHOB.

edexror Bpoxnennoro ummynutera npu OBUH 3a-
tparuatotT TLRY, npoxykiuio NJI-12 u NJI-17u MBL [7].

I'eneruka

OBUH, 110 otipeiesieHrto, TIPEICTABISIET COOOMU TPYIIITY
IUIIOraMMaraio0yJInHeMUii ¢ HeyCTaHOBJIEHHOM MOJIEKYJIsIp-
HOU IPUYNHON. B ¢BA3U ¢ 9TUM BBIIBJIEHTE HOBOTO 3HAUM -

Ta6Amua 2. KaaccupmkaumonHo-nporHoctnieckas cxema EUROClass?2

Tun B—: <1% unpkynupymomux B-kiaetok

Tumn B+: >1% tupkyaupyiomux B-kietok:

1. TTogrum CD21 low: >10% CD21!oV B x1eTox:

accoruuposan co CM

a.smB*: >2% CD27%/IgD~/IgM~ pekoMOUHAHTHBIX B-KJIETOK TTaMsTH

b.smB™: 2% CD27"/1gD~/IgM~ pekoMOUHaHTHBIX B-Ki1€TOK MamsiTu

accoruupoBan co CM u I'b

L. TrHi: 9% CD38hi/IgMhi rpansutopnbix B-knetok

acconuuposas ¢ JIA

I1. TrNorm: <9% CD38hi /IgMhi tpansutoprbix B-kaetox

2. Moarun CD211°Y 5 mopme: <10% CD21!° B-knetox

a.smB*: >2% CD27%/IgD~/IgM~ pekoMOMHAHTHBIX B-KJIeTOK namsiTi

camblii HU3Knii puck I'b

b.smB~:<2% CD27*/1gD~/IgM~ pekoMOUHAHTHBIX B-KJIeTOK MaMsITH

accoruuponan co CM u I'b

L. TrHi: 9% CD38" /IgMhi rpansutophbix B-knetok

accoruuposat ¢ JIA

I1. TrNorm: <9% CD38M /IgMM tpansuropubix B-kierok

CM — cruienomeranus, JIA — nmumoaznetontus, ['B — rpanysemarostas 6oJe3Hb.
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MOT0O TeHeTUYeCKOro fleheKTa IPUBOJIUT K BBIIEJICHUIO €TO
B OT/ZEJBHYIO HO30JIOTHYECKYIO (hOPMY, OTHOCANILYIOCS
Kk Toii 5)ke rpytite [ITN]] — «npeumyitiiecTBenHble eUITbI
AHTUTEJI C CYIECTBEHHBIM CHUKEHUEM YPOBHEH MMMYHO-
IJI00YJIMHOB KaK MUHUMYM JIBYX KJIACCOB Y HOPMAJIbHBIM
WIN HU3KUMU KoJindecTBaMu B-kieToks». B ¢Bs3u ¢ tpya-
HOCTSMM OPraHU3AIUU TeHETUYECKOTO TECTUPOBAHNUS,
B IIPAKTUYECKOM CMBICJIE UX MTO-TTPEKHEMY MOKHO PaccMar-
puBath B coBokynHocTu. HecMoTps Ha Bee ycuius, uccie-
JIOBaTEJISAM JIUITh OTYACTH YAAJIOCHh TPOBECTH TapaJljiesin
MeKLy TeHeThudecKnuMu fiehekramu, atanamu auddepeniim-
poBku B-kierok n ux ummynogenorunom. Hiske mpejcras-
JIEHDBI CBEJICHUS O TeHeTHYeCKUX /eeKTax, BhIABICHHBIX
na cerozus B rpynie OBUH, 3a uckimouenvem nedexton
CD20 u CD81, cBenenuiti 0 KOTOPbIX B JJAHHBII MOMEHT
HeIoCTaTouHo. B siurepatype omnucano He 6Gojiee aecstu
He CBA3aHHBIX JIPYT C JIPYTOM CJIy4aeB BBIABICHUS TAHHBIX
nedexToB [5].

TI'en CD19

Bce usBectnbie cerogus myTarun CD19 npuBoasT x 1io-
Tepe C-TepMUHAIBHOTO CUTHAJILHOTO JOMEHA U CHIYKEHUIO
nin orcyteTBuio akcpeccnn CD19 ma B-kierkax [10].
Ixcrpeccuss CD20 (Broporo JsinneiiHoro mapkepa B-kie-
TOK) 11pu 3ToM coxpanna. Orcyrcrsue CD19 yBesinunBaer
[OPOT 4YBCTBUTETHHOCTH B-KI€TOYHOTO perentopa, 4ro
[MPUBOIUT K HAPYIIEHWIO OTBETA HA PEBAKIIMHAIIIIO, CHIKE-
Huto B-kierounoi nposmdeparuBHOi cioCOGHOCTH in Vitro
u yncsia B-kimerok namatu. OTMEYaoT TakKe CHUKEHIE
yucia CD5+ B-kmetok (B1) [7]. TeTeposurorhsie HocuTe-
JIU MYTAIMK He UMEIOT KIMHUIECKUX TIPOSIBJIEHUN, OTHAKO
ypoBenb akcipeccur CD19 y nux cuusken. Bo Bcex ornu-
CaHHBIX CJIydasx 3a00JeBaHe MAaHU(ECTUPOBAJIO Y JETEM,
B IIEPBYIO OY€PE/[b, TACTPOMHTECTHHAIBHBIME ITPOSIBIEHH-
AMU ¥ penuauBupyonmmu ntgeximsamu [10].

Ien ICOS

Pernterirop T-muMbOIUTOB HHAYIUOETHHBI KOCTUMY-
JiTOp HeobxoanM B-kireTkam Ha craguu auddepeHnupos-
KM B IIJIa3MaTHYeCKIe KJIEeTKU U B-KJIeTkr mamMsTH, a Takke
It ipoJinepalini 1 MepekJIoueHns KIacCoB UMMYHO-
rnob6yuHoB. B 1% cygaes OBUH ynanoch BLISIBUTH YHH-
BepCaTbHBIN fedeKT AaHHOTO TeHa, KOTOPBIH MPUBOANT
K OTCYTCTBHIO eT0 aKcpeccnn Ha T-kreTkax. s raHaOTO
nedexta xapakTepHbl MaHudecTtanus 3aboaeBaHUs
BO B3POCJIOM BO3pacTe, CHIKEHIE Yrcia B-KIeTok maMsTn
n IgM-B-knetok namsartu, sumdonHas TUTEPIIa3us
n cimenomeranus [ 10, 18].

I'en TACI

VYBesyeHe 9KCIIPECCHH JAHHOTO periernTopa Ha B-kiret-
Kax MapriHaJbHON 30HBI U TPAH3UTOPHBIX B-KileTkax mH-
nymmpyetcst curaammarom ¢ CD40 n mosepxuoctroro IgM.
Pousp TACI st pazButust B-ksieTok 1BOMICTBEHHA: C OJTHOM
CTOPOHBI, PETIENTOP HEOGXOIMM JIJISI IEPEKITIOYEHNS KITaCCOB
Ha [gA, a ¢ ipyroit — yyacTByeT B HETATUBHOW PEryJIsIIuu

B-kierox. Tpauauropabie B-KaeTku mpu 9ToM 0ObIMHO CO-
XPaHHBI, OJIHAKO MOKET CHUKATBHCS KOJIMYecTBO B-KieTok
namsitu. HanboJsiee mocTossHHBIMU JTAGOPATOPHBIMU CUMII-
TOMaMu ObLIN HAPYIIIEHIEe OTBETA HA TOJINCAXapU/HbIE aH-
TUTE€Hbl U COXPAaHHOCTh ypoBHs IgM [7]. BosbimmncTBo
cnyuaeB OBUH c necbexrom TACI quarnoctuposasiu y a-
nuentoB 30—-70 net. [IpakTnyecku Bce nanueHTsl ¢ edex-
toM TACI crpasaioT periuiuBUpyonmuMu nHOEKITUIMU
CO CMEII[EHUEM B CTOPOHY MHKAIICYIMPOBAHHBIX OaKTEPU,
y TpeTu pazBuBaeTcs JuMdorposirndepaTuBHbI CUHIPOM,
y 4eTBepTH — ayroumMmyHHbie coctosuusd [10]. Kinnnunye-
ckag KapTuHa MoxeT coorBercTBoBaTh Kak OBUH, Tak
u CAIgA. Y 30% Habmonamich «Msrkue» (GOPMbL ay TOUM-
MYHHBIX COCTOSTHUI 1 IuMOG PO epaTuBHbIN CHHAPOM
OTPaHUYMBAJICS CIIEHOMETAINEH U TOH3UIIIPHON IUtep-
iazueit [7].

I'en BAFF-R

[lannas moBepxHOCTHAsT MOJIEKyJa B-kieTok, Kak
u TACI, oTHOCUTCST K CeMENCTBY PelenTopoB (hakropa He-
kposa omyxouau (DHO). MssecrHo, uro BAFF-R Heo6x0-
IUM 1719 BouKUBaHUSA B-kietok. [lokazana xoppesdmus
BAFF-R co cumkenuiem uncia nupkyaupyomumux CD21+
u CD38+ B-kitetok [21]. MyTaruu ObLIN BBISIBJIEHBI TAKKE
nipu CKB u peBmarounom aprpute [12]. CBenenus o Kin-
Hu4yeckoM heHoTute iedekTa perenTopa orpaHuIuBaOTCs
MPEPACTIONOKEHHOCTHIO K MH(BEKITHUSIM, B TOM YKCJIe TPUO-
KoBbIM [ 18].

IMepeuncaentnie nedexTsl 00BICHAOT He Oosee 25%
cnyuaes OBUH, napyrue MexaHu3Mbl pasBUTHST 3200/1€Ba-
HUST OCTAIOTCST HEM3BECTHBIMU [7]. Y GOJIBIIMHCTBA TAl[H-
entoB OBUH u C/IIgA Boznukarot criopagniecku. OTsro-
IIEHHOCTh CEMEHOTO aHAMHE3A Y/IA€TCs BHISIBUTD He GoJiee
yeM y 20%, IpuYeM TUITHYHA CUTYAIUS, KOT/IA B TOKOJTEHITH
poautesneit nuarnoctupyior OBUH, a'y nereii C/IIgA [18,
21]. Bepositno, OBUH u C/I1gA siBsisgioTcst TpOSBIEHUAMA
OJTHOTO U TOTO Ke 3ab0JieBaHIist. B TakoM ciryuae, OHU OJIK-
HBI OBITH 00YCJIOBJIEHBI AJIIEJIBHBIMU BapUAHTAMI U Baph-
abeJIbHOIL DKCIpeccreil OAHUX U TeX JKe TeHoB. [l 0boux
3abosieBaHMH TIOKa3aHa cBs13b ¢ Bapuantamu HLA 1T (DR
u DQ) u 111 (nokycwi renoB C2, C4A, C4 Bu CYP21) knac-
COB, OJIHAKO KOHKPETHBIE FaIlJIOTHITBI IPEAPACIIONOKEHHO-
CTHU He ycTaHosJiensl [7, 18].

CenexruBHblii nedpumur IgA

Wcropust ceJIeKTUBHOTO JeuIinTa UMMYHOTIO0Y I -
Ha A (CAIgA) mavamace B 1964 rony, Korna y 1ByX KJu-
HUYECKHU 3/I0POBBIX Bpaueli-1abopaHTOB OBLIO CIydailHO
BbIsIBIIEHO oTCcyTcTBHE IgA [18]. Briocnenctsun 6b110 O-
Ka3aHo, UYTO JaHHBIN TeeKT 9acTO COMPOBOK/IAET TOBHI-
NIEHHYI0 BOCIIPUUMYUBOCTD K WHDeKusaM. Pacmpocrpa-
HenHocTh C/IIgA — nanbosee Boicokast cpeau [T/, co-
craszster 1:700—1:600 310pOBBIX JINIT ¥ CUIIBHO BApbUPYET
B 3aBUCHMOCTH OT 3THIYECKOI TPUHA/IE;KHOCTH, HO B CPe/l-
HEeM, BBIIIE CPE/IN MPEACTaBUTEEH eBPOITEOUTHON PaChI
U HIUKe B asuatckoi momyJisi [ 17, 23]. 3abosieBanue Mo-
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KeT MaHu(ecTupoBaTh B JIOOOM BO3pacTe U MPOTEKATH
6eccumnToMuO. OTHOCUTENBHASI MSITKOCTD KIMHUIECKUX
IIPOSBJIeHNIT 3aTpyAusIeT uccaegobanus B obmactu CAIgA
u TpebyeT UCTOJIBb30BAHUSI METO/IA CJIYIali-KOHTPOJIb.
CoiBopoTounbiii (MoHOMepHBIN) IgA He criocoben ax-
THUBUPOBATD KACKA]] KOMILJIEMEHTA U aKTUBUPYET (haroiuThl
uyepe3 Fc perenTopsl, 9To 0OeCiiednBaeT BhIBEIEHUE UM-
MYHHBIX KOMILJIEKCOB U3 KPOBOTOKA (€3 PA3BUTHSI BOCIIATIE-
nus. Kpome toro, IgA nunrubupyer xeMoTakcuce HeiTpodu-
JIOB, CBs3bIBasi ux xemoarrpakTauTsl [23]. Hopmanbuas
MUKPOOUOTA UHTECTHHATILHOTO TPAKTA, JIBIXATEIbHBIX U MO-
YETI0JIOBBIX ITyTeN OKPY’KeHa CeKpeTOpHbIM [gA, KOTOpPbIi
NPENATCTBYET ajare3un u nenerpaiuu Gakrepuii. Cun-
Tes IgA MoxkeT ObITh Kak T-3aBUCUMBIM, Tak 1 T-He3aBUCH-
MbIM U TIPOUCXO/IUT, B IIEPBYIO OUepeib, B JIUMGMOUTHBIX
TKaHSX, ACCOIMUPOBAHHBIX ¢ TKaHsAMu KuiitedHuka (GALT).
Hecmorpst Ha KpUTUYHOCTH POJIU CEKpeTOpHOTo [gA, Heko-
topbie naruenTtsbl ¢ C/[IgA He MMeIoT HUKaK1X CUMITTOMOB.
Bosmozxkno, yacts pynkuuii [gA komnencupyercs yBenu-
yeHreM KoHIleHTpaiuu IgM, sBOJIOIIMOHHO, CTPYKTYPHO
1 (QYHKIMOHATIBHO GJIMBKOrO KJIacca MMMYHOTJIOOYJIMHOB.
B octose 3ab0ieBanys ekuT gedekT cospeBanus IgA-
npoaynupyiomux B-mumdoruros. B-kierku skcripeccupy-
ot IgA, onHako oHn UMeIOT (DEHOTUIT HE3PEJbIX KJIETOK
u koakcipeccupyior IgM u IgD u He criocobHbI HOPMUPO-
BaTh [gA-cekperupyioliue miazmatTuyeckue kietku. [Ipu
CIIgA 6buin onucanbl gedexTsl B-kieTok, aucdyHKinm
T-xennepoB u T-peryssitopoB [23], olHAKO OTKJIOHEHUI
B T-kxerounbix cyonomyasaiuax nanueatos ¢ CAIgA 06-
HapyskeHo He 6b110 [6]. Bo3MOKHO, TaTOreHeTUYeCKH 3Ha-
yuMbl Hapylienus B cucrteme nutokunos (UJI-4, NJI-6,
NJI-7, NJ1-10, TGFP u NJI-21) [23]. Tenetnueckue nedek-
Tbl 1 TUT HacseoBanus 1pu C/IIgA yeTko He yCTaHOBJICHDL
bBesyciioBho, cyiectByeT natorenerudeckast cBsa3b C/IIgA
n OBUH, sarparusaiomias cuctemy TH® u ux perento-
POB-yYaCTHUKOB IIEPEKTIOUEHUST KJIACCOB MIMMYHOTJIO0Y -
noB (TACI, BAFF u APRIL). Kpowme toro, 6bL1a BbIsBIEHA
accotmanus c onpezenenubiMu ramtorunamu MHC kiac-
coB II (DRu DQ) ulll (C2, C4A, C4 Bu CYP21) [7, 18].

Kiaunnyeckast kaptuHa

65—70% a1 ¢ gepunmTom IgA He UMEIOT KITMHUIECKO
cumnromaruku [17]. B manudectubix hopmax KiamHIYE-
CKasl KapTHHA 3a00/I€BaHUsI BKJIIOYAET PEIUIUBUPYIOIIHE
WHQEKIUY JABIXaTeTbHBIX My Tel (IIPeskie BCer0 BEPXHMUX ),
aJuIeprudecKue U ay TOMMMYHHbIe TposiBiienust. Cpeiu BO3-
Oyauresell MHMEKIMN AbIXaTebHBIX TyTel TPeoIaganT
Haemophilus influenzae n Streptococcus pneumoniae.
B0o3MOKHO pa3BUTHE BTOPUYHOI OPOHX09KTATUYECKOiT 60-
Jie3uu. [acTpOMHTECTUHATIBHBIE TPOSBIEHIS BKIIOUAIOT
NMOI11M03, Ma/IbabCOPOIUIO, HEIIEPEHOCUMOCTD TJIIOKO3bI,
1eJINAKUIO, SI3BEHHBIH KOJTUT M HOLYJISAPHYIO JUMMOUI-
nyio runepiiasuio [23]. B xoze uccienoBans, npoBejieH-
noro B Mcaanaun, Hu y onnoro nanuenta ¢ C/IIgA (n=32)
He GbLJIO BBISIBJIEHO [eTUaKUT; MH(EKIUH TaCTPOMHTECTH-
HATBLHOTO U YPOT€HUTAILHOTO TPAKTA BCTPEYAIUCH He Jallle,

YEeM B IPYIIIIE COMIOCTABJIEHUSI. Y YeTBEPTH MAIIUEHTOB ObLIK
BBISIBJIEHBI Ay TOUMMYHHBIE 3a60JeBanust: PA, capkoun/io3,
NEePHUIMO3HASA aHEMUS], ICOPUA3, TUPOU/IUT, TPOMOOITUTO-
nexuryeckas mypiypa. JlocroepHo vaiie Betpedanuch rput-
KOBbIE 3a00/1eBaHNA KOKI 1 HOrTel [17].

Auteprudeckue mposiBJIeHUsT — OPOHXUATBHAST ACTMA,
aTONMUYECKUN IepMaTHUT, aJJIEPrUYecKU pUHUT, KOHBIOHK-
TUBHUT, NIUIIEBas aIeprust — Oblau 3apukcupoBanbl y 84%
narenToB ¢ C/IIgA. Oxouo 25% cayuaeB C/IIgA nuarnoc-
TUPYIOTCA B XOJl€ UMMYHOJIOTHUECKOTO 06CIeI0BaHUs
Ha IIpeJIMeT Ay TOMMMYHHOM 11aTOJIOTUN U aJljIeproJioruye-
ckoro obcinenosanus [17, 23].

AyTOMMMYHHbBIE COCTOSIHUSI — OJ[HO U3 HauboJiee yac-
ThIX kmHU4eckux rnpossienuit C/IIgA [18, 23]. Bepostho,
JlaHHbIN (heHOMEH C TTOBBIIIEHHON TPOHUIIAEMOCTbIO CJIN-
3UCTOH PECIIMPATOPHOTO U KEJIYI0UHO-KUIIIEYHOTO TPAKTa
U TIePEKPECTHBIM pearupoBanueM. ¥ MallleHTOB BbISBIIS-
I0TCS AHTUTEJIA TIPOTUB TAHTJIMO3U/I0B, KApAUOIUIINHA, (hoc-
(atuanicepruna u KoJslJIareHa, aHTUHYKJIeapHble aHTHTeA.
Hawubosiee pacnpocTpaHEHHBIM COCTOSTHHEM SIBJISIETCSI
UAMOTIATIYECKAst TPOMOOIIUTONIEHUYECKAs Iy PITypa, 3aTeM
CJIe[IIOT TeMOJIMTUYeCKad aHeMUs, PEBMATOU/THBIN apTPUT,
TUPOU/IUT, CUCTEMHAs KPacHasd BOJTYAHKA U aCUMIITOMATH -
YyecKoe MPUCYTCTBUE PA3JINYHBIX Ay TOAHTUTE.

[To pesyJisTaTaM JUIUTENbHBIX HAOMIOACHUH Y Mal[ieH-
ToB ¢ C/IIgA He GbLI0 BBISIBJIEHO YBEJIMYEHNE PUCKA Pa3BH-
THUSI OHKOTEeMaTOJIOTHYecKUX 3a00JeBannil, I3BeHHOi 0O0-
JIe3HU UM paka skeayzaka. bojee Toro, Hu y KIMHUYECKHU
3I0POBBIX JIUII, HU y MAneHToB ¢ [gA-meduiiurom He ObLIO
oKazaHo yBesndyenue turpa crenududeckux [gG npotus
Helicobacter pylori, uto cBUAETENBCTBYET IPOTHUB IIPE/IIO-
JIOKEHUS O KJTI0UeBOH posin [gA B UMMyHHUTETE K JJAHHOMY
mukpoopranusmy [18]. [To apyrum gaunubiM, y HECKOJIbKUX
MAIMEHTOB CTAPIIETO BO3pacTa Pa3BUBAIICH TACTPOMHTEC-
TUHAJbHBIE U JTUMGBOIUTAPHBIE OHKOJIOTUYECKE 32a00I€Ba-
nus [23].

JlnarHocTuka

[MokazanueM st ob6caenoBanust va npeamer CJIIgA
SIBJISIIOTCSI PEUAMBUPYIOIINE TACTPONHTECTHHAIbHbBIE NH-
dekinu u uHGEKIUK JAbIXaTeJbHbIX ITyTel, B COUeTaHUU
C AJUIEPTUYECKUMU U aYyTOUMMYHHBIMU COCTOAHUAMMN. III/Ia-
THOCTUKA OCJIOKHSIETCSI T€M, UTO JIJist OOJIBITHHCTBA Jia-
6oparopuii guarnocrudeckuii mopor CIIgA (0,07 t/a)
SIBJISIETCSI TAKKE U TIOPOTOM JIeTeKInu anaanta. bosee pac-
[IPOCTPAHEHHOE COCTOSIHIE, KOT/Ia KOHIeHTpariust [gA Bbiiie
0,07 r /1, HO HUIKE IBYX CTaHIAPTHBIX OTKJIOHEHUH OT Cpe/I-
HEro BO3PACTHOTO 3HAYEHUs], HA3BIBAETCS MAPIUATIHHON
HegocrtatounocTbio IgA [23]. JlanHoe cocTosinme 4acTo co-
[IPOBOK/IAETCSI CHIKEHUEM COIEPIKAHUS CEKPETOPHOTO IgA,
OJIHAKO Y€TKAasT KOPPEJISIIs He YCTAHOBJIeHA. Y TPETH Iia-
[MEHTOB OOHAPYKUBAIOT MOBbINIEHHBIE YPOBHU CYOKIAC-
coB IgG 1 u 3. B xayecTBe MOTOJHUTENBHOTO KPUTEPUS
MOJKHO HCIIOJIb30BaTh oTcyTcTBHE cyOkaacco I1gG 2 u 4
[18]. IToBpexaenus TACI paciienuBaioTcst Kak (hakTOpPbI
tsokectu Teaenus OBUH u C/IIgA. Kpome Toro, ¢ mipen-
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pacrojioxkennocTbio k CIIgA Gblin accomnpoBaHbl OIpe-
nenennble ramotutbl MHC.

Hedunur IgA obparumoro xapakrepa MOKeET pas-
BUBATHCA BCJEACTBUE ITPUMEHEHUS HEKOTOPBIX JieKap-
CTBEHHBIX CPe/ICTB (KAITONPUJI, BAJIBIIPOEBAas KUCJIOTA,
D-nenvnusiaMuH, Kapbamasernnt, noyrnpoden) u 1eiicTBIs
nH(pEKITMOHHBIX areHToB: Bupyca kpacuyxu, [IIM B, Tokco-
IJIa3Mbl, 4TO TPEOYET UCKIIOUEHUST JAHHBIX TIPUUHH.

Antn-IgA anrurena

Y 60% nauuentos c OBUH u totampubim C/IIgA ompe-
nenstiores antu-IgA anturena kinacca G (G1 u G4). Takke
OTIMCAHO MPUCYTCTBUE aHTUTEN KjaaccoB M u E. [Tprmanabt
UX MOSIBJICHUSI HE YCTAHOBJIEHBI, OJJHAKO OHO MOJKET OBITH
CBS3aHO C TPAHCIIAIIEHTAPHBIM MPOHUKHOBEHUEM MaTe-
punckux IgA B Tkanm miona, HLA-denoTunom nmm asnmo-
tutioM ramma-itenu IgG. BoLio 3auKcupoBaHO HECKOJIBKO
cIyvaeB aHA(DUIAKTUIECKIX PEAKITNH TIPU BBEJICHUH TIpe-
[apaToB UMMYHOTJIO0YJIMHOB, 3PUTPOIIUTOB, TPOMOOIUTOB,
cozlepsRaBIUX cyenoBbie kommuectBa IgA. Ilepen remo-
Tpanchysueit namuenTam ¢ IgA HeZI0CTaTOUHOCTDHIO MTOKA-
3aHO OIpejleJieHre CIelndUIecKIX UMMYHOTJIOO0YIMHOB
kiacca E npotus IgA. JIocTymHOCTb TAKOTO UCCIEI0BAHUS
BeCbMa OTPaHUYEHA, HO, K CYACThIO, B KAYeCTBE CKPUHUHTO-
BOI'O TecTa MOXKHO ucciienosarb 1gG k IgA [23].

3akioueHue

Anroput™ fieficTBUH Bpaua-KIMHUIIACTA TTPH TT0/103pe-
nun Ha Hasmyue OBUH BkittouyaeT maru, repeyucieHHbie
HIKE.

1. Pa6ora ¢ aHaMHecTHYECKUMH JanHbiMu. Heobxo-
JMMBbI UCKJII0YeHre 3a00IeBaHUI U COCTOSHIIA, IPUBO/IS-
MIAX K BTOPUYHON THIIOraMMario0yIHHEMIH, J1eTaTbHbIN
aHAJN3 UCTIOJIb3YEeMOI MeIUKaMEHTO3HON Teparu, TIia-
TeJIbHBII cOOP CeMEIHOro aHaMHe3a.

2. Ocmotp. Ocob6oro BHUMaHUS TPEOYET OCMOTP JINM-
bonHOM TKAHN: TUM(OY3I0B, MUH/IAJINH, CETE3EHKHU U CO-
OTBETCTBUS UX COCTOSIHUS COCTOSTHUIO TIAITMEHTA, a TaKKe
OCMOTP TIEYEHH, CyCTABOB, KOKH U HOTTEH, TAPOJIOHTA.

3. JlaGopaTropHO€e U HHCTPYMEHTATIbHOE 00CIEn0Ba-
Hue. KirtoueBbiM 1ab0paTOPHBIM TECTOM SIBJISIETCS HCCIIE0-
BaHMe YPOBHSI UMMYHOTTO0YTHHOB. [lambHetiee 06ceno-
BaHUe BKJIIOYAET OIEHKY MOCTBAKIIMHAILHOTO UMMYHHUTETA
U/ WA U30TeMarrIiOTHHUHOB, CYOITOIYJISIIIHOHHOTO COCTa-
Ba JINM(DOITUTOB, ITUPKYIUPYIOMNX B-KieTok. MuHnMasIb-
HOE HHCTPYMEHTAJIbHOE 00C/IeloBaHue: peHTIeHorpadust
OPraHoB TPY/IHOM 1oJiocTH, Y 311 opraHoB OPIONIHOM 110J10C-
i, ©B/I.

5. Koucyapramun ummyHodsiora. MimmyHosior opranu-
3yeT BepuUKaImio [uario3a 1 quddepeHnnanuio ¢ 1py-
rumu hopmamu [TU]T, HasHauaeT JOMOTHUTETBHOE 00CIe-
JloBaHue (B TOM YHUCJIE€ TEHETHUECKOE TECTUPOBAHME), 1a€T
3aKJII0UeHne /7151 0OPMIIEHNS] MHBAJIUTHOCTH.

6. Perucrpamms cayvas [IU/. K coxkanenuto, H1 0JTHO
u3 3aboseBanuii rpymnmsl [1V/] He BOIILIO B HiepedeHb Op-
(aHHBIX 3a60JI€BaHWIl, YTBEP/KACHHBIN TOCTAHOBICHUEM

[IpaBurtenscrBa PMD B anpene 2012 roga. B cBsi3u ¢ atim
cerozts perucrpuposath ciaydan [T1/] neobxoaumo B Pe-
ructpe P/IKB (Mocksa) [3], co3nantom ripu yuactuu ESID,
a Takke B J[MarHocTnyecKoM MeJIMKO-TeHeTHYeCKOM 11€HT-
pe (Canxr-Ilerepbypr, yir. Toboubekas, . 5) u Harponasib-
HOH accolyanuy Opranusanuii 6oJabHBIX PeAKIME 3200716~
BaHusiMM «leHetnkar.

7. Odopmienune uuBamuaHoct. Obecriedenue maiu-
entoB ¢ OBUH noporocrosiiiumu ripenaparamMmu 3aMecTu-
TeJIbHOU Teparuu MOKET OCYIIeCTBAAThCA B pamMKax Vnau-
BHU/IyaJbHOTO MakeTa peabuiuranuu wHBaguga. s
HaIpaBJeHud TanuenTa Ha MeanKo-coInanabHyIo 9KCIep-
TU3Y 1 pa3paboTKK peabuIMTaI[IOHHOTO IIaKeTa Pelaoliee
3HaYEHUE UMeeT 3aKII0ueHne UMMYHOJIOTa.

ITpob6iiema auarHocruku u jtederust ITVJT, kak u qpyrux
opdannbix 3aboseBanuii, B Poccun nMeer BbhIpaKeHHbIN
COIMAJIbHBIN XapaKTep U OCJOXKHAETCSA HEJ0CTATOYHBIM
YPOBHEM OCBEJIOMJIEHHOCTH U HACTOPOKEHHOCTU MEIAIIMH-
ckoit obmecrsennocru. Kasapiil coayuaii IIN/] Tpebyer
MEePCOHATM3UPOBAHHOTO TOX0/Aa U COBMECTHOMN paboThI
HECKOJbKUX CIeIMaJnCTOB. Takoi Koorepaiiiu BO MHOTOM
CIIOCOBCTBYIOT AEATETBHOCTD PAOOUUX TPYIII (B TOM UUCIe
B Cankt-IlerepOypre) 1 001eCTBEHHBIX OPraHU3aLUiL, IPO-
BejieHue KoHdepeniuii (HapuMep, B paMKax MPOEKTa
EUROPLAN, npasauosanus [Jus penkux 3abo/ieBaHuii).
Axryanbubie cBefierust o [T/ goctymibr Ha mHdOpMaIm-
OHHBIX ITopTajsax B Poccun u EBpore:

http://www.rarediseases.ru/ — nHhopMaIOHHbIN ITOP-
TaJl 10 PeKUM 3a00JIEBAHUSIM, <JIEKAPCTBAM-CHUPOTAM» U
PEIKo IIPUMEHSAEMbIM MeIMITNHCKNAM TeXHOTOTusM (CaHKT-
[Tetepbypr);

http://www.nacgenetic.ru/ — HaunonanbHas accoiu-
alyst OpraHusaIuii O0JIbHBIX peKUMU 3200 eBaHusIMU «[e-
neruka» (Cankr-Ilerepbypr);

http://www.rare-diseases.ru/ — Becepoccuiickuii Coros
ob6uects manmenToB (MockBa);

http://www.fondpodsolnuh.ru/ — ®omz oMoy ze-
TAM € HapyleHusaMu nMmyHuTeTa «Ilogcommyxs;

http://www.esid.org/ — Esporneiickoe coobiecTBoO
1o npobreMaM UMMYHO/e(DUITITOB;

http://www.iuisonline.org/iuis/index.php — Mesxmy-
HapoaHbIi COI03 IMMYHOJIOTHYECKUX COOBIIECTB.
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COBPEMEHHBIE TEXHOAOTUM AASl KAMECTBEHHOTO AHAAU3A KATMTUAASIPHOM KPOBU

T.T. CKOPOXOAOBA', C.B. MATYLLKMHA', A.A. TPULLEHKO?
T LleHTpaAn30BaHHasi KAMHUKO-AMArHOCTH4YecKasi Aabopatopusi, ueHTp «OXpaHbl MaTePUHCTBA U AETCTBA»,

r. KpacHosipck

2 OIbY «®MeAreparbHbIi LEHTP CEPAEYHO-COCYAUCTOM XMpPYypruu» Munsapasa Poccun, r. KpacHosipck

Pe3srome. Asmopvl cmamou 0ensimcest COOCMEEHHBIM ONbLIMOM NOJYUCHUS KAUECMBEHHBIX 00PA3U08 KANULLSPHOL KPOBLL.
Tokasanvl npeumyuyecmea UcnOAL308AHUS KOHMAKMHO -AKMUBUPYEMBIX TaHUemos u mukponpooupox ¢ K29/TA dust npo-
Be0eHUSL 2eMAMOI0ZUYECKUX UCCIe008AHULL KANUILISPHOU KPOBIL.

Knrouesvte crosa: npeananumuueckas pasa, KanULIsApHAas KPOb, 2eMamoi02us, IaHuen, npooupKu.

MODERN TECHNOLOGIES FOR PRECISE ANALYSIS OF CAPILLARY BLOOD

T.G. SKOROKHODOVA', S.V. MATUSHKINA', D.A. GRISHENKO?
T Centralized clinical diagnostic laboratory, center of mother and child care, Krasnoyarsk
2 “Federal center of cardiovascular surgery” Ministry of Heath Care of Russia, Krasnoyarsk

Summary. The authors share their own experiences of obtaining capillary blood samples for precise analysis. The advantages
of contact-activated lancets and microtubes with K2EDTA have been demonstrated for hematological analysis of capillary

blood.

Key words: preanalytical phase, capillary blood, hematology, lancet, containers.

JlaHHbIe 17151 KOPPeECIOH/IeHINH:

Ipuwenxo ocon A., 3aBeyronuii KIMHIKO-AMarHOCTHYecKoii taboparopueit OTBY
«DeepabHbBIN MEHTP CEPAEUHO-COCYTUCTON XUpyprun» Munsapasa Poccun (1. KpacHosipek),
[Tpesugent KpacHospcKoil KpaeBoii accommalui ClennaaicTOB MeAUIIMHCKOM 1ab0opaTopHON JUarHOCTUKH.

660022, . Kpacnosipck, yii. Kapaynbnas, 1. 45
test./dakc: (391)226-8230, mo6: +7-902-942-7687

B kimnuueckoil npakTuke J0BOJIbHO YACTO BO3HUKAIOT
CHUTYAIMHU, KOT/[a HEBO3MOKHO B3sITh KPOBb JIJIsT JTaOOpaTop-
HbIX MCCJIe/IOBAaHUI 13 TIepuepUIeCKUX BeH. ITO, IPeK/ie
BCETrO, HEJOHOMIEHHbIE €T 1 JETU II€PBOTO roja KU3HH,
TIOJKHJIBIE JIIOAM U TYYHDBIE ITAITUEHTDI, HaXOAAIINECA B KPH-
TUYECKOM COCTOSTHUM. J[JIst 3TOTO CyIIECTBYIOT CUCTEMBI,
IpeaAHa3Ha4Y€HHbIC JIJIA B3ATHA, TDAHCIIOPTUPOBKH 1 ITOCJIE-
JYIOILEro MccaeoBaHus KaluiapHuoii kposu. HanboJib-
MU CIEKTP MUKPOTIPOOGUPOK (MUKPOTEIHEPOB CO BCTPO-
€HHBIM KOJIJIEKTOPOM) JIJISI B3ATUS KANUJJISPHONW KPOBU
C TEM JKe CIIEKTPOM PEAreHTOB, UTO U JJIst IPOOUPOK, TIPe/I-
Ha3HAUEHHBIX [IJIS B3ATUS BEHO3HOU KPOBU (32 MCKIIOYeE-
HEEM TIPOOUPOK JIJIST KCCIIEI0BAHIS TEMOCTA3a), TIPOU3BO-
nutes kommanneil «bexron /lukuncons. Kak msBectHo,
J1abopaTopHOe UCCJIEI0OBAHUE JEJTUTCS HAa TPU OCHOBHBIX
ATala; MpeaHaTuTHIeCKuil (BHEJa0OPAaTOPHBIN ), AHATIUTH-
YeCKUH U TIOCTAHAJIUTUYECKUN. AHATUTUYECKUI dTall He-
MOCPEICTBEHHO CBsi3aH ¢ (hyHKIMe 1abopaTopuu, U OH
JIETKO KOHTPOJIMPYETCSI CIEIHaIncTaMy JTabopaTopHii, a wc-
ITOJIb30BaHNE COBPEMEHHDBIX CUCTEM /IJIA TUATHOCTUKHA (aB-

TOMATHYECKUE AaHATU3aTOPBI, TUATHOCTHUECKHE HAOOPDI,
KOHTPOJIbHBIE MATEPHUAJIBI ¥ KATMOPATOPDI) CBOASAT K MUHU-
MyMy OIIMOKK Ha JJabopaTopHoM sTatie. [Ipeananuruyeckuii
aTal B HAMMEHBIIEH CTEIIeHN MOKET KOHTPOJMPOBATHCS
JabopaTtopueii, T. K. 3HaUNTEIbHAS YaCTh 9TOTO JTAIA OCY-
MIECTBJSIETCS COTPYAHUKAMU JIeUeOHBIX YUPEKITEHUI.
M uMeHHO ¢ 9TUM dTaloM CBa3aHo 10 93% ommubok npu
MTPOM3BOJICTBE AaHAIM30B [5].

[TenTpasM3oBaHHAS KIMHUKO-IHATHOCTHYECKasT J1abo-
patopus 11eHTpa «OXpaHbl MATEPUHCTBA U JIETCTBA» BBITIOJI-
Hs1eT uccsieoBanust st 40 jieqeOHbIX yUPesKIeH i ropo/a
Kpactuostpcka. [ToaTOMy 04eHb OCTPO CTOUT BOIPOC Ipa-
BUJIbHO¥ MOATOTOBKN MAIMEHTOB 1 B3ATUS OMOJIOTHIECKO-
ro MarepuaJa y jgereii. KoHTposb npeanaiutuieckux ax-
TOPOB SIBJISIETCSI KITIOUEBBIM JIJIst 00ECTIEUCHNUST KAUeCTBEHHDIX
Pe3yJIbraToB. 3a CYeT CHUKEHUS YMCIa OMnO0K Ha JTI0O0M
aTalle MpeaHaTUTUIECKON MOATOTOBKU MOKHO CYIIIECTBEH-
HO YJIy4HIUTH Ka4€CTBO I/ICC]ICZ[OB&HI/II‘/)I, CHU3UTH KOJINYECTBO
MOBTOPHBIX P06, COKPATUTD PACXObI pAOOYETr0 BpeMeHU
U CPENCTB Ha 00Ce0BaHue MaueHToB. HeMamoBaKHbIM
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SBJISIETCS TICUXOJIOTUUECKUN U (PU3nIecKuii JuckoM@opt
MAIUEHTa, KOT/[a BCTAET BOMPOC O TIOBTOPHOM IOJIYYEHIH
6uromarepuasa (1etu u 6epeMeHHbIe KEHIITHDI ).

B IIK/IJI BBIIIOJIHAIOTCS UCCIELOBAHUS IS IeTel aM-
6yIATOPHO-TIONMKIMHIYECKOM CITysKOBI TOPO/IA, 4TO COCTAB-
nger 43% oT Bcex BBIIONMHAEMBIX ucciaegoBanuii. 11 57%
BBITTOJIHSIETCS JJIsT AIIUEHTOK JKEHCKUX KOHCYJIBTAINN rO-
poza.

[IpoBeneHHbI aHAII3 OTOPAKOBAHHBIX TEMATOIOTYE-
CKHX TIPOD 3a TO/[ TIO3BOJINJI OTEHUTh YaCTOTY BOSHUKHOBE-
HUS OMUOOK Ha TIpeaHaIuTYeckoM arare. VcenenoBanus
reMorpaMM B cpefiHeM B Mecsiii cocTaBistioT 17 500. /s
BBITIOJTHEH VST TEMATOJIOTHYECKIX UCCIIEIOBAHIIA MbI HCIIOJIb-
3yeM KalluUISIPHYIO U BEHO3HYIO KPOBb. [eMaToIornyecKue
UCCJIEI0BAHSI U3 KAITUJLISIPHON KPOBU MBI [TPOBOJIMM TOJIb-
KO y JieTeii, u ata 101 cocTabiser 58%, a 42% cocraBJisier
UCCJIeJOBAHIE BEHO3HOW KPOBU (3TO JIETU CTAPIIErO BO3-
pacta u skeHCKoe Hacesienue). [TpotieHT Gpaka rmpu nosryde-
HUM KaIUJISIPHOI KPOBU cocTaBuI 2,2%, IPU BEHEITY HKITUN
nporent coctasui 0,7%. Takum 06paszom, TPOLEHT OMINGOK
[IPU B3STUH KAITUJJISIPHON KPOBU B TPH Pa3a BBIIIIE, YEM TIPH
B3SITHH BeHO3HO#. OCHOBHBIE IPUYUHBI HU3KOTO KAaueCTBa
B3AThIX IIPO0G KPOBH: CI'YCTKU B IIpo0e 1 HapylleHue o0beMa
npo6bl, KOTOPOE MPUBOAUT K HAPYIIECHUIO COOTHOIIEHUST
KpOBb-aHTUKOAryJsTHT (puc. 1).

2,5% T
| <—]
2 0% O CrycTok
y (o]
1.5% - | H YBenu4yeHue
' I o6bema npobbi
1,0% O YmeHbLueHne
1 obbeMa npobbl
0,5%
0,0% — T f
KanunnspHas BeHosHas
KpOBb KpOBb

Puc. 1. OcHoBuble MPpUYMHBI HU3KOTO Ka4€CTBa B3ATHIX Hp06 KpoBH

[Tpo6bl, MOTyYeHHBIE CO CTYCTKaMH, COCTABUJIN HAH-
GOJIBITIYIO IOJTIO OMTHOOK KaK TIPH TIOJIYYEHIH KIS PHOT,
TaK U IPY MOJYIeHUN BEHO3HOI KpoBH. CTYCTKOB B KaInJI-
JIIPHO#T KPOBH GBIJIO MOJYYEHO B TPH pasa HObIe, YeM
B BeHO3HOI1. YeM MOKHO OOBACHUTD JaHHbIH (haKT?

* KoHTaKTHOIT aKTHBAaINel CBEPTHIBAHUS TIPH B3SITHH
KanmmJISIPHOM KPOBH;

* BBIX00M TKaHEBOTO TPOMOOTIIIACTHHA TTPU JIaBJIe-
HUU TAJThIIa;

* OTHOCHUTEJIBHO JUTNTEIBHON IT0 BpEMEHU MPOTIeTy-
POt B3SITUSI KPOBH;

* HeGonpumm 06beMoM TIPOOLI U B CBA3H C 9TUM
MPOGJIEMATIHYHOCTBIO TIEPEMETITHBAHST,

* HemoctaToyHbIM 1 HECBOEBPEMEHHBIM TI€PEMETITH -
BaHMEM MTPOOUPKHL.

BenosHast KpOBb CUNTAETCS JTYUIIUM MAaTEPUATIOM JJIST
mabopaTopHbIX rccaenoBannii. [Ipu n3BecTHON cTaHAapTH-

3aI[MU [IPOIIECCOB B3ATHS, XPaHEHUS, TPAHCIIOPTUPOBKHI
BEHO3HOI KPOBH yIaeTCst JOOUThCS MUHUMAJIbHOI TPaBMa-
TU3AIMK U aKTUBAIIUN KJIETOK, TPUMECH TKAaHEBOM JKIIKO-
CTH, TIPU 9TOM BCEr/la UMeeTCd BO3MOKHOCTb IOBTOPUTD U/
WJIN PACIIUPUTH aHA/IU3 (HAIpuMep: IIPU HU3KOM I'eMOTJI0-
OuHe HA3HAYUTDH PETUKYJIOIMTBI) U, KAK CJIE/ICTBIE, MUHH-
MU3MPOBATh HEOOXOMMOCTH TOBTOPHBIX MPOIELY] B3ATHS
KpoBU (OYeHb BaKHbIN (DAKTOP /IS JleTell) U BJIUSTHUE
Ha IPABUJILHOCTb ¥ TOYHOCTD PE3YJIBTaTOB.
BssiTre KanmsuisapHoil KpoBU 151 1aO0PaTOPHBIX UCCIIE-
JIOBAaHWH BO3MOKHO B CJIEYIONINX CUTYAIUIX:
* IPU 0KOTax, 3aHUMAIONIUX OOJIBUIYIO ILIOIIAb
MTOBEPXHOCTH TeJsia NaINeHTa,;
* IIPU BBIPAKEHHOM OKUPEHUM MAIUCHTA;
* [IPU YCTAHOBJIEHHOH CKJIOHHOCTU K BEHO3HOMY
TpomMObO3y;
* y HOBOPOXK/IEHHDIX;
* IIPU HACTOMYMBOM JKEJaHUU POJUTEIEH.
Anaromuueckoe CTpoeHre KpOBEHOCHOW CUCTEMBI JIeTel
o0ycaBauBaeT HeOOXOAUMOCTD IIPABUJIBHO CLEIaTh BHIOOD
MecTa IMyHKIUKA 1 MEIUITMHCKOTO HHCTPyMeHTapud. B re-
MUATPUYECKON MPAaKTUKe BO3MOKHO B34THE KATUJLISIPHON
KPOBU U3 TTAJIBIA, IATKU U B PEIKUX CIy4adX U3 MOUKH yXa.
[Tynxius masplia He 0JKHA TPOU3BOJUTHCS Y MJIA/ICHIIEB,
TaK KaK 3TO MOKET IIPUBECTH K TOBPEKIEHUIO KOCTHOM TKa-
HU. B Takom ciyyae OAXOASIIUM MECTOM TIPOKOJIA IS
HoJIydeHust 00pasiia siBJsIeTCsT MSITKA Y TUCTAIbHON YacTh
MIATOYHON KOCTH. B CBA3M ¢ 3TUM TIPEICTABIAETCS BAXKHBIM
KCII0JIb30BAHKE aBTOMATHYECKUX JIAHIIETOB, TapaHTUPYIO-
[IUX HU3KYIO TPABMATHIHOCTH U COOJTIOIEHIE HYKHOM TJTy-
GUHBI TPOKOJIA, B 3aBUCKMOCTH OT THUIIA BBIOPAHHOTO JIaH-
nerta. Mexay oObeMoM [MoJaydaeMoil KpoBH U TJIyOUHOI
IIPOKOJIA CYTIECTBYET IIPsIMast 3aBUCUMOCTb. B cBsi31 ¢ aTUM
THII JIAHI[ETA JI0JKEH OA0UPATHCS B COOTBETCTBUU € MEC-
TOM IIPOKOJIa K 00beMOM I10J1y4aeMoro obpasia. Kommanus
«bekTon [lukurcons» TpoU3BOAUT OJHOPA3OBLIC JIAHIIETHI
C Pa3HbIM TUIIOM ITPOKAJIBIBAIOIIETO YCTPOMCTBA: UTJIA UK
JIe3BHE, a TAKsKe ¢ PasHOl riyOuHoii ipokosa. KonrakrHo-
aktuBupyembie Janiersl BD Microtainer® ¢ kopiycom
(hroseroBoro 1Beta nNpezHa3HAYEHbI 71 TOJIYYeHNs OHOM
KaIuli KPOBU M TaPAaHTUPYIOT OTCYTCTBIE GOJIEBOTO CUH/I-
poMa y maiueHToB He MeHee, ueM B 90% ciydaes [2], Toraa
kak Jraniersl BD Microtainer® ¢ kopirycom rosry6oro 1se-
Ta e IH3HAYEHbI J1JIs1 1oy derws 710 0,5 MJI KpoBU U 00ec-
MIeYMBAIOT CKOPOCTh KAIMJIJISIPHOTO KPOBOTOKA HE MeHee
2 mkii/c [1]. [lyig B3sTHS KanWJISIPHON KPOBU Y HOBOPOXK-
JICHHBIX [TPE/IIIOYTEHNE T0JIKHO OT/[ABATHCSI KOHTAKTHO-aK-
tusupyembiM BD Quikheel™ ¢ sie3Buem, ocy1ecTBasonmm
MOJIYKPYTOBOE PeXyIiee IBUKEHUE, YTO TI03BOJISICT TIOTY-
YUTh XOPOIIUI TOK KPOU U3 paHKu He Menee, yeM B 90%
cayyaes [7].
VuuThIBasg BO3paCTHbIE OCOGEHHOCTH OBEAEHUS AeTel
BO BpeMs TIPOIIEYPbI B3ATUSA KPOBU (ITOIBMKHOCTD, 9MO-
[MOHAJIBHBII CTPECC U T.]1.), CIefyeT 0OpaTuTh BHUMAHHUE
Ha MOCJIE[0BATEIBHOCTD 3a0IHEHUsT TPOOUPOK. [[Jist Kop-
PEKTHOTO 3a060pa KalUJISPHON KPOBU HAuaTh CJELyeT
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¢ TIPOOUPOK ¢ AHTUKOATYJISTHTaMU (HA TeMaTOJIOTHYECKITE
HCCIIeZIOBAHM ), A 3aTEM UCII0JIb30BATh MUKPOTEHHEPHI NI
NPOGUPKHU JIJIs1 TIOJYUEHUS CBIBOPOTKHU UJIU TLTA3MBI, IPE/I-
HA3HAYEHHOU [Jis1 OMOXUMHUYECKUX, UMMYHOJOTHYECKUX
1 IPYTUX BUJIOB MccejoBaHuil. Tak, HarpuMep, UCII0JIb30-
panue npobupku BD Microtainer® PST™ ¢ kopiycoMm siu-
TapPHO-KEJITOTO IBETA TAPAHTUPYET CTaGUILHOCTH 06PasIOB
IJIa3MbI I aHAIN3€ KPOBU Ha OUIpyOuH He MeHee 24 ya-
COB TP KOMHATHOU Temrepatype [4]. Heobxoxumo orme-
TUTD, YTO UCCIIE/IOBAHME FeMAaTOJOTHYECKIX TTOKa3aTeel,
TPy KPOBU, IIIOKO3bI U HEKOTOPBIX JPYTUX GHOXUMU-
YeCcKUX IMoKasaTesell y eTeil BO3MOKHO U3 KalWJLIIPHON
KPOBH, HO MCCJIEIOBAHME [TOKA3aTes el CUCTEeMbI TeMOCTa3a,
TOPMOHOB HEOOXOAMMO MPOBOJUTH TOJHKO M3 BEHO3HOU
KPOBH.

OTKJIOHEHUST OT CTAHIAPTOB TIPH B3SITHU IIPOODI, TPAHC-
MOPTUPOBKE U XpaHeHur 06pasiia, a Takxke GakTopbl, CBs-
3aHHBIE C MAIMEHTOM, MOTYT IIPUBECTU K HEBEPHBIM WJIH
HETOYHBIM Pe3yJIbTaTaM aHaJIU30B U, CJIe/[0BATEIBHO, K T10-
CTaHOBKE OIMOOYHOTO IMArHO32. M bl TIOCMOTPEIN BIUSHUE
obbeMa 110JIydeHHOTro 06pasiia Ha Pe3yJ/IbraThl HCCIeI0Ba-
Huii. B3sitre kanuiisspHOit KPOBU ITPOU3BOINIJIOCH O/THOMO-
MEHTHO y OJIHOTO mainuenTa B Mukporeiinepsl ¢ K29/[TA
u K39/ TA pasubix npoussoputeseil. [Ipo6bl 6b11M B3SAThI
C y4eTOM PeKOMeH/IAIN TPOU3BOAUTENECH U ¢ HApyIlIeHueM
o6beMa, Kak 3To 4acTo GbiBaeT Ha npakTuke (puc. 2, 3).

Puc. 2. ITpo6ui ¢ K29/ITA ¢ metkamu st B3situst 250—500 MK KpOBH

Puc. 3. TIpo6si ¢ K3DTA ¢ metkamu juist B3sttust 500 MKJI KpOBU

N36biTox DI TA, He3aBUCHMO OT KOHI[EHTPAIIUU, Hera-
TUBHO BO3/IEICTBYET HA APUTPOIUTDI, BHI3bIBAST CHAUATIA UX
CMOPIIMBAHUE, A 3aTEM C TeYEHUEM BPEMEHH 1 HaOyXaHue,
YTO IIPUBOJUT K YBEJIUUYEHUIO CPEIHErO 0ObeMa U yMeHblIe-
HUIO CPETHETO COIEPIKAHUSI TeMOTJIOOUHA B OTHOM 3PUTPO-
rure. Kpome toro, uctiosbzosanue K239/ITA B npobupkax
BD Microtainer® corpoBosk/aeTcs: oTcyTcTBrEM (hOpPMU-
poBanusa MUKpocrycTkos [6], a mpobupka BD Microtainer®
MAP ¢ K25/ITA, npennasnauennas CreiuagbHo JIJis aB-
TOMaTHYECKUX aHAIU3ATOPOB KAIMJLIIPHON KPOBH, 0bec-
He4rBaeT PUCK 06Pa3oBaHUsI MUKPOCTYCTKOB He Oosee 2%
[6] 1 cTabrIBHOCTD reMaTOIOrMYeCKUX IIOKA3ATE el He Me-
Hee 12 yacoB npu XpaHeHuu 1Ipod Ipu KOMHATHON TeMIie-
parype [3]. Ilpu aTom BbIsiBIeHHDIE B XOJi€ TIPOBEIEHHBIX
HAMU MCCJIeJI0BAHUN HapyIlleHust HaunboJiee BHIPASKEHDI
B npobax ¢ K3D/ITA. HapyiueHre cOOTHOIIEHUST KPOBb-
AHTUKOATYJITHT TIPUBOAUT K HaOYXaHUIO TPOMOOIIUTOB U UX
pacIIeJIeHII0, YTO BbIPAYKAETCS B YBEJIMYEHUH X KOJIH-
4ecTBa, T. K. 06pasyionmecs pparMeHThl UMEIOT I0CTATOUHO
KPYITHbIE Pa3MEPbI 1 MOTYT OBITh MOACYUTAHBI KAK HOPMAJTb-
Hble KpoBgHble mactTuHku. Takske K39/ TA BoisbiBaer
yMeHbIIleHre 06IIero KOJIMYecTBa JeHKOIMTOB U UX Jlere-
HepaTHBHbIE U3MEHEHUsT. B CBs13U ¢ 3TUM crefryet oOpariarh
BHUMaHUE HA UCIIOJIb3yeMbIIl aHTUKOATYJISTHT, HA TOUHOE
cobJI01eH1Ie PEKOMEHJOBAHHOTO IIPOU3BOAUTEIEM 00beMa
obpasiia, a TakKe Ha TIATEJbHOE ¥ CBOEBPEMEHHOE Iepe-
MeLINBaHKe IIPOOBL

[Ipu nenTtpanusanuu uccjiefoBaHUll B3siTHE KPOBU
B HAMMEHbIIIEN CTEMEHN MOKET KOHTPOJUPOBATHCS JTabo-
partopueii. 3a4acTyio BBIGOp MaTepUaia 1 MeCTa MpoKoJa
ocymectnisgercs nepconanom JIIIY 6es yuera TpeboBanmii
J1ab0paToOpKu, YTO BEIHYKAAET OTOPAKOBBIBATH 4aCTh 00pas-
1oB. B namteii ta6oparopuu pazpaboTanbl KpUTEpUN OTKa-
3a B IIPOBEIEHUN UCCJIEOBAHMII B CJAEAYIONUX CIydasIX:
B34TBHIN MaTepuas HaXOIUTCSl B HECOOTBETCTBYIOIIEH Mpo-
6upke (T.e. He € TEM HATIOJHUTENIEM); HAJUYUE CIYCTKOB
B IIpO6E C aHTUKOATY/ITHTAMU; HECOOTBETCTBIE 00beMa IIPo-
6b1 (omyckaercst orkionerne +10%); remosius npo6sl (Kpo-
Me HMCCJIe[IOBAHUIl, HA KOTOPbIE TeMOJII3 BJIUSHUS He OKa-
3bIBAET); OTCYTCTBHE IITPUX-KOJA HA HAIPABIEHUU WU
POGUPKE; OTCYTCTBUE TIEPEUHS UCCIEJOBAHUI 1 T. I,

Tak kak nporenypHas MeIUIITHCKAs CECTPA HE BXOIUT
B 1rtar J1abopaTopun, a 3a KOHEUHBIH Pe3yJIbTaT mepej ma-
IUEHTOM OTBEYaeT MMEHHO J1abopaTOpHsi, HEOOXOAUMO BbI-
paboTrarh YeTKME HHCTPYKI[UH:

* 10 BBIOOPY TIPOIEAYPHI B3ATUS KPOBU (BEHO3HASA
WJIM KaTWJIISIPHAs );

* 10 BBIGOPY MEAMIIMHCKOTO UHCTPYMEHTAPUS JIJIst
B3SITUSI KPOBU (UTJIA C OIIPE/IeJIEHHBIM TUAMETPOM,
JIAHIIET ¢ Pa3HBIM TUIIOM U TJIyOMHOI MTPOKAJIbIBA-
IOIIETO YCTPOUCTBA);

* 110 BEIOOPY IPOOUPOK 1 MUKPOTERHEPOB ¢ HEOOXO-
JIIMBIM HATIOJTHUTEJIEM;

* 110 [10CJIEJOBATEIbHOCTH UX HAIIOJHEHUS.

HemasoBaxkHbIM curtaeM 06ydeHne MeAUIIMHCKUX CeCc-
Tep Ha Kypcax MOBbIIeHNsT KBAIN(MUKAIUY IIPHeMaM U TIpa-
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TabAmua 1. Pe3)'AI>TaTbI CPaBHUTEABHOIO aHaAU3a reMaTtoAOrM4e€CKmuXxX nokasareaem npu B3I TMU pa3HOro ob6bema

KanuAASIPHO#I KpoBKu B Npooupku ¢ K29ATA

O6beM 1po0bl, peKOMEH I0BaHHbII
Hapymenue o6beMa npoob
K23/TA TIPOHU3BO/IUTEIEM % M3MeHeHuUst

500 MKa 250 MKa 120 MK 60 MK
MCH 27,0 26,8 24,9 26,0 3,0
MCV 771 78,2 79,3 79,5 3,0
Tematoxpur 33,0 33,2 33,4 33,1 0,3
TpomGoIHTHI 170 173 180 183 7,0

Ta6Anua 2. Pe3yAbTaThl CPAaBHUMTEABHOTO QHAAM3A FEMATOAOTMUYECKMX MOKa3aTeAel Npu B3sTUM Pa3HOro oobema

KanuAASIPHOM KpoBu B Npooupku ¢ K3DATA

O6beM po6bI, PEKOMEHIOBAHHBIN
Hapymenue o6bemMa nmpoob
K39TA [POU3BO/IUTEIEM % M3MEHEeHHsI
500 MK 250 MK 120 mx 60 M
MCH 27,7 27,2 27,6 26,6 4,0
MCV 73,5 76,0 75,7 77,0 5,0
TemaTokpur 31,0 31,6 31,0 31,7 2,2
TpoMGOTIUTHI 174 180 186 186 7,0

BJIaM 3a60pa KaluJIspHON M BEHO3HOU KPOBHU C HC-
MOJb30BaHNEM BAaKyyMHBIX CUCTEM U MUKPOTEHHEPOB,
¢ TIocJietyIoniei Bpiiaveii ceprudpukara.

Coburiozierne TIpaBUIl MPeaHaJTMTHYECKOTO aTarna 103-
BOJIMT CBECTU K MUHUMYMY OIITUOKH 1ab0PATOPHBIX UCCITIe-
JIOBAHUIL.
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PEAAU3ALMA TPEBOBAHMIA CUCTEMbl MEHEAXKMEHTA KAYECTBA
B OPTAHN3ALUMAX 3APABOOXPAHEHWA: USMEPEHUE MNMPOAYKUMU U TTIPOLIECCOB,
AHAAU3 N YAYHUIEHUE

0.B. SMAHY3Ab', A.A. XOTUH?

1 TBOY BIMO Cr6IrMY umenu akaa. M.T1. NasroBa MuHucTepcTBa 3ApaBooxpaHeHus PO
Kacheapa kAMHMUECKOV AADOpPaTOPHOI AMATHOCTUKM C KYPCOM MOAEKYASIPHOW MEAULIMHBI

2 JkcnepT cUCTeMbl MeHeAKMeHTa KauecTBa Poccuiickoi accounaummn MeAMUMHCKOM AaBopaToOpHO#
AMArHOCTUKH

Pestome. B nacmosuyeii cmamoe npooosicaemest 06cygcoenue 0CHoBHbLX mpebosanuii cmandapma no CUCmemam me-
nedacmenma xauecmea ISO 9001-2008 (anarozuunviii poccuiickuil cmandapm — FOCT ISO 9001-2011), kax ocnosonona-
2aiouezo cmandapma 0Nt Yayuuenus OessmesbHocmi 11000l OP2anU3auUL, 6 MOM YUCLe — U 0L OP2AHUSAUULL 30PABO-
oxpanenusi. B uacmumocmu, paccmampugaromes mpebosanis no UsMePeHur, AHAIU3Y U COBEPULEHCMEBOBAHUI) C UebIO
OeMOHCIPALUL COOMBEMCMBUSL NPOOYKUUU U NOBLIUEHUS PESYTbMAMUEHOCTNU PYHKUUOHUPOBAHUS CUCTIEMbL MEHEONCMEH -
ma kauecmsa (CMK).

Knroueswvte cnosa: cucmemot menedxncmenma xavecmea. CMK. Menedxcmenm kauecmesa 6 30pasooxpanenuu. Menedac-
menm kauecmsa meduyunckux ycaye. ISO 9001-2008. TOCT IS0 9001-2011. Hsmepenue, ananus, yiyvwenue. Monumopume
u usmepenue npoyeccos u npodykuuu. Koppexmupyiowue deticmeus. Ipedynpencoarowue deticmeus. Buympennuil ayoum.
Ynpasnenue necoomeemcmsyioweii npooyxuuetl.

REALIZATION OF QUALITY MANAGEMENT SYSTEM DEMANDS IN HEALTH CARE
ORGANIZATIONS: MEASUREMENT OF PRODUCTS AND PROCESSES, ANALYSIS
AND IMPROVEMENT

JU.V. EMANUEL', A.L. KHOTIN?
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2 Expert of quality management system of Russian Association of medical laboratory diagnosis

Summary. Present article continues the discussion of the main demands of standard for quality management systems 1SO
9001-2008 (Russian standard — TOCT ISO 9001-2011) as a main standard for improvements in organization activity in any
field including health care. The demands for measurement, analysis and improvement are discussed. The main target for the
discussion is to improve the results of quality management system use.
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B npenpbiaymmux padorax [1], [2], [3] Mbl 00cyskaamn, opraHusanuu, KpoMe yIIpaBaeHHs IIPOU3BOACTBEHHBIMU
KaK B COOTBETCTBUH ¢ TpeboBanusmu ctangapra ISO 9001-  mpoueccamu, crangapt (paszaen 8) Tpedyer emé u JOmoIHu-
2008 [4] paspabaThIBaTh CHCTEMY MEHEKMEHTA KA4eCTBa  TeJbHOIO BHEAPEHUS IIPOLECCOB MOHUTOPUHTA, U3MEPEHNS,
1 YIIPABJISITH € €€ TIOMOIIIBIO ITPOIECCAME CO3/IAHUS TIPOJIYK-  aHAJN3a U COBEPIIEHCTBOBAHMSI, HEOOXOIMMbIX JIJIST:
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—  W3MepeHUs POAYKIIUHU C 1eJIbIO OTIPe/IeJICHUS CO-
OTBETCTBUS eé YCTAHOBJIEHHBIM TPeGOBAHUAM (TeX-
HUYECKUM, 9KCIIyaTAIlMOHHBIM 1 MHBIM XapaKTe-
PUCTUKAM ¥ [TapaMETPaM, KOTOPbI€e ObLIH 3asIBJICHDI
KaK OTJINYUTEbHbIE CBOMCTBA JIAHHOU TIPOLYKITUN );

— obecneyenns coorserctBust CMK ycraHOBIIEHHBIM

K Hell TpeOOBAHMSIM U HEIIPEPBIBHOTO COBEPIIEH-
CTBOBaHUS €€ Pe3yJIbTaTUBHOCTH.

Taxkum 06pasoM, 3/1eCh TOBOPHUTCS YIKe O MOJHOM KOHT-
poJie u ipoaykiuu, u Bcex anementoB CMK, uto, ectect-
BEHHO, TPeOYeT IOMOJHUTENBHDIX yCuIuii u 3aTpat. O[HAKO
CJIe/lyeT 3aMETHUTD, YTO OYEHb YaCTO SIBHO HEJIOOIIEHUBACTCS
POJIb TAKMX U3MEPEHUI U KOHTPOJIS, KOTOPBIE, IO CYIIECTRY,
[IPECTABJIAIOT COOOM He 4TO MHOE, KaK [J0Ka3aTeIbHy10 Gasy,
HEOOXOIMMY IO B CAMbIX PA3JINYHbBIX CUTYaIUsX. Tak, Hapu-
Mep, u3MepeHue MPOAYKIUK SIBJISETCS OCHOBAHUEM Kak
JUUISL TIPOBE/IEHNS B OPTaHU3AIMN KOPPEKTUPOBOYHBIX Me-
POIPUATHI 110 CO3AHUIO TTPOAYKIINH, TaK U JIJIF J0Ka3a-
TEJBCTBA MOTPEOUTEIIO, YTO TOCTABJISIEMAsT eMY TIPOLYKITUST
COOTBETCTBYET YCTAHOBJEHHBIM TPeOOBaHUSAM. A nU3Me-
penue mpoiieccoB u apyrux ajgementoB CMK cayxur
HE TOJIBKO JIOKA3aTeJTbCTBOM 3(D(hEKTUBHOCTHU 1 PE3YJIBTATUB-
HOCTHU IIPOIECCOB, HO U SBJSIETCS OCHOBAHUEM JIJId
VJIyYIIeHUI TPOU3BOACTBEHHOMN e TeJIbHOCTH B OpraHu3a-
1un u camoii CMK. Takum 06pa3om, 0CHOBHOM CMBICII 9TO-
ro TpeOGOBaHUSI CTAHOBUTCSI TIOHSITHBIM U3 U3BECTHOTO BbI-
paxKeHUs: «YIPaBAATb MOXKHO TOJBKO T€M, YTO MOXKHO
u3MepuTh» [5].

3aMeTum, 4To /71t GOJIBITMHCTBA OPTaHU3ATIU I 3/[PaBO-
OXpaHeHus TPOAYKIIUEN ABIAIOTCS MTPel0CTaBseMble Ha-
CeJIEHHIO Pa3HO0OPAa3HbIe YCIYTH 110 IMATHOCTUKE, JIEYEHUTO,
npodusakTike 3a60JeBAaHUN 1 UHBIM CBA3AHHBIM C HUMHE
mpobsiemam. TIporieccsl uaMepenust Takux ycuyr (1o cpas-
HEHWIO C UI3MEPEeHHEM JIPYTUX BUJIOB ITPOLYKITIH, HAITPUMED,
TOBAPORB), UMEIOT CBOM OCOOEHHOCTH, Ha KOTOPbIe U Oy/eT
obpaieno ocoboe BHIMaHIHE.

Ilajiee MbI paccMOTPUM TPEOOBAHUSI 1T0 BCEM BHIAM MO-
HUTOPUHTA, U3MEPEeHU, aHAIN3a U YJIYYIIeHU N B TAKOU Ke
1OCJIEZI0BATEIHHOCTH, KAK OHU IPUBe/IeHbI B cTangapte ISO
9001-2008, a Taxke peay3aliio STHX TpeGOBAHUI IPUMe-
HUTEJIBHO K OKa3bIBaeMbIM yciyram. U enié pa3 oTMeTum,
4TO JJAHHbIE TPEOOBAHUSI SIBJISIIOTCS 00SI3aTEIbHBIMU TTPH
paspabotke u Baeapernn CMK.

1. VnosnerBopenue noTpeGuTest

JlaHHbINl TapaMeTp CBUETEJNbCTBYET IIPEXK/e BCEro
0 HOTPEOUTEIHCKUX CBOMCTBAX YCIIYTH M O BOCHPUITHH €€
norpebutesieM. Bo3HUKaeT BOIPOC: B UeM CMBICI JAaHHOTO
TpeGOBaHUS U KaKie HECOOTBETCTBUS 3/1€Ch MOTYT OBITH?
KoneuHo ke, iepeji HAYaJI0M OKa3aHUS YCJIYTH B OPTaHn3a-
1IUU TTPOBOJISITCSI MAPKETHUHTOBbIE MCCJIEIOBAHMS U OTIpejie-
JITIOTCST 3aMIPOCHI TOTPeOUTENEl, a B MPOIecce OKa3aHUsI
YCJIyTH IIPOBOJISITCS PA3JINYHbIE U3MEPEHNs] YCTAHOBJIEHHBIX
IUIST He€ XapaKTepucTuK (KOHTPoJib KadecTBa). M Taxxke
[IPE/IIOJIATAETCSI, UTO TIOTPEGUTEIIO IPEIOCTABIISIFOTCS TOb-
KO TOJHBbIE (COOTBETCTBYIOI[UE YCTAHOBJIEHHBIM TPeOO-

BaHusim) ycayru. OJlHAKO B JJAHHOM CJIy4ae BO3MOJKHbI
CJIeyIole CUTYaluu:

1) Tlpu okazanuu ycayru BBITOJTHSIOTCS HE BCE yCTa-
HOBJIEHHBIE K Hell TpeGoBanus (TpeboBanus, o0elanible
norpebureno). Hampumep, He COOTBETCTBYET BpeMst 00CIy-
JKUBAHS MAIMEHTOB UM BPEMsI UCCJIeIOBAHUS AaHAJIN30B,
He COOTBETCTBYET CTOMMOCTD YCJIYTH.

2) Ve rocse npeaocTaBIeHus yCIAYTU BbISCHSAIOTCS
Kakue-1m60 eé HegoctaTku (HaPUMED, YXY/ILIIEHUE CaMO-
YYBCTBUS MTAITUEHTA).

3) Y norpeburesieii MOryT BOSHUKATD KaKKIe-I100 IIPO-
6JIEMBI TIPU UCTIOJIb30BAHUY MTOJYYE€HHOM TIPOAYKIIY (Ha-
pUMep, HAJIMUKE HeyI00CTB [P SKCILIYaTAIluU [IPOTE30B
WJIA OPTE30B, CJIOKHOCTU TIPH UX TEXHUUECKOM OOCIIYIKNU-
BaHUN).

4) Cam mporiecc OKazaHusl yCJIyTH TAKKe MOKET HE CO-
OTBETCTBOBATh OXKUAAHUSAM IoTpebuTeseil (Hampumep,
HECOOTBETCTBYIOIINI YPOBeHb cepBuca u KoMmdopTa mpu
06CITyKUBAHUU TIATIUEHTOR ).

Hepeaxu u Takue cutyaiuu, KaK, Halipumep:

— II0CTaBKa MEIUKAMEHTOB C UCTEKIIUM CPOKOM rOji-

HOCTH;

— HejocTaTouHAs MHGPOPMAIUS TAIUEHTOB O TOPSI/I-
Ke TIpueMa MeJIUKaMeHTOB;

— OTCYTCTBHE YKa3aHUH O IeiCTBUSX MAIUEHTOB B Ka-
KUX-JTM00 SKCTPEHHBIX CJYYasiX YiKe MOCTIe TIPeIo-
cTaBJyieHus yeayTH (110cjie JIe4eHus, IocIe prueMa
MIPOIIe/LyPbl );

— HEeCOOTBETCTBUE KOMIIETEHIINY IIePCOHAA, 3aHNU-
MAIOIIErocsi OKa3aHueM ycayT (IIpU HeIIOCPeICTBEH-
HOH paboTe ¢ manueHTaMm).

B xaskoM 3 pacCMOTPEHHBIX CIIy4YaeB IPOAYKITHS (hak-
THYecKH Oblla yiKe mocrasjieHa norpeduresio (T.e. nepeja-
HBI Kakue-160 U3JIe s WK OKa3aHa Kakasg-u0o0 yciyra).
U xoT4 10 moctaBKu Takast MPOAYKIIUSA B CAMON OpPTraHu3a-
UK TIO{BepTaach MPOBEPKe U Obljia PU3HAHA COOTBET-
CTBYIOIIEH, OJTHAKO JIJIst TOTPeOUTEIs OHA 0KA3a/IaCh HECO-
OTBETCTBYIOIEH ero oxxuganusam. [ToaTomy B TaHHOM cirydae
3aKOH CTOUT HA CTOPOHE TTOTpebuTesist. B ¢BSA3U ¢ 3TUM CTaH-
napt Tpedyer, 4ToObI Opranu3anus paspaboTaia U BHEAPU-
Jla METOJIbI TIOJIy4YeHUsT U AaIbHENIero uCcrioab30BaHus
urdopmaly 06 yI0BJAETBOPEHHOCTH NOTPeOUuTENEN.

K takum MeTozaM MOTYT OTHOCUTBCSI:

—  OIPOCHI HOTPEOUTENEH O KauecTBe 0OCTYKUBAHNUS,

— OTKpbITUE Tesie(DOHOB «TOpsTyeii TUHUNY;

— KOHTPOJIb COCTOSTHUS TAIIMEHTOB M0CJe OKA3aHUs
yeayT (KOHTPOJIbHBIE U IPODUIAKTUYECKHE 0OCTIe-
JIOBAHUST, KOHTPOJIb (DYHKIMOHUPOBAHMS MEMKO-
TEXHUYECKOI MTPOJLYKIIHH );

— cbop noskenannii hakTUIECKUX U TIOTEHITUATBHBIX
norpedureiel;

— MpOBeJleHte «/IHell OTKPBITHIX JIBePel» 1 «KoHbe-
PEeHIIHUIl 110 37I0POBBIOY JIJisI HACETIEHUsT U JIP.

[Ipu aTOM HOJKEH OBITH YCTAHOBJIEH HMOPALOK cOOpa

Takoil uHMOpPMAIUKY ¥ IPUHATUA HEOOXOAUMBIX MEp JIJIs
yCTPAHEHVIsI BbISIBJIEHHBIX HEZIOCTATKOB U YU€Ta TTOJKETAHHI.
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B m060M ciryudae antas iHGOPMAIIUA He TOABKO TTOMOYKET
YJIYUIIUTD TPEAOCTABISAEMbIE YCIYTH, HO TO3BOJIKT 3aBOE-
BaTh JIOBEpHUe moTpedureiei.

2. Buytpennuii ayaur

BuyTpennuii ayiut — aTo npoBepka (hyHKIIMOHUPOBA-
nusg CMK, nnipoBosumast cujiamu caMoit opranusaiuu (ca-
MorpoBepka). CTaHIapT YCTaHABIMBAET CJIeLyONIe OCHOB-
HbIe TPeOOBAHUSI K TIPOBEJIEHUIO BHYTPEHHUX Y/ [UTOB:

1) BuyTpenHue ayIuTHI IOJKHBI TIPOBOUTHCS TIEPUO-
JIMYECKN Ha MJIAHOBOI OCHOBE, TPUUYEM ITPOrpaMMa ayInTa
JIOJKHA TIJTAHUPOBATHCS € YIETOM CTATyCa U BAYKHOCTH 1TPO-
BePsIEMbBIX 0O0BEKTOB.

2) YcranaBiauBaeTcs: OPSJIOK MIPOBeEeHUs] BHYTPEH-
HUX ayauTOB (KpUTEpUHU U 00beM MPOBEPKH, MEPUOINY-
HOCTb, METOJIBI, OTBETCTBEHHOCTD, 3AITMCH, TIPE/ICTABICHIE
pe3yabTaToB).

3) VYcranaBimBaeTcs MOPSIJIOK IIPOBEIEHUST BCEBO3MOIK-
HBIX KOPPEKTUPYIONNX JAEHCTBUN B TeX MO/IPa3/Ie/ICHUIX,
TJIe BBISIBIIEHBI HECOOTBETCTBUS.

4) Ilo pesynbraTaM BBITIOJTHEHUS KOPPEKTUPYIOMINX
JeICTBU TPOBOANTCS TIOBTOPHAS ITPOBEPKA.

5) HomkHa ObITh OGeciiedeHa He3aBUCUMOCTD, O0bEeK-
TUBHOCTB U OECIIPUCTPACTHOCTD ayIUTa.

Kak npaBuJio, B 60JIBIINX OPraHU3aIUsIX UMEETCS CIie-
UAJIBHBIN MTAT (HECKOJIBKO YeJIOBeK) BHYTPEHHUX ay/1-
TOPOB, KOTOPbIE TIOCTOSTHHO PabOTAIOT B MOAPA3/IeICHITH
KavyecTBa. M Ipy 5TOM OHU TTOAYMHSIOTCS HETTOCPEICTBEHHO
PYKOBOJIUTEJIIO 110 KAYEeCTBY, KOTOPBIH, B CBOIO OU€PETb, TIO/I-
YUHSETCS HEITOCPEACTBEHHO PYKOBOIUTEIO OPTAaHU3AIINN.
Takum 06paszoM 006eCTIeUnBAETCS HE3ABUCUMOCTD U 0OBEK-
TUBHOCTDH ay/IUTa.

B He6GoJbIMx oOpraHusaiusx (¢ MEHBIITHM 0GBEMOM ay -
JIUTOPCKUX TIPOBEPOK) CYIIECTBYET MPAKTUKA, KOr/a CoOu-
PAIOT IPYIITY BHYTPEHHUX ayINTOPOB U3 YKC/Ia PAOOTHUKOB
Pa3HBIX TTO/Ipa3ie/IeH Ui, KOTOPBIE OCYIIECTBIISAIOT AyAUTOP-
CKYIO JIEATETHHOCTD 10/l HAYAJIOM PYKOBOJIUTEJIS IO Kayde-
crBy. Takue paGOTHUKY MPUBJIEKAIOTCS JIJIST TIPOBEIEHUST
BHYTPEHHUX ay/UTOB JIMIIb MU30IUUECKU, TTOCKOJbKY
OCHOBHOE X BPEMSI 3aHATO BBITIOJIHEHUEM CBOMX ITPOheccHo-
HAJIBHBIX 00s13aHHOCTEN. [IpIueM ycTaHaBIMBAETCS TPABH-
JIO, COIJIACHO KOTOPOMY Tako# paGOTHUK (BHYTPEHHUN ay-
JIUTOP) HE MOKET IMPOBEPSITD TO MO/IPA3/ie/IeHI e, B KOTOPOM
OH paboTaer, 4To TapaHTUPYeT OECIPUCTPACTHOCTD ayANTa.

OO6BIYHO TIOATOTOBKY BHYTPEHHUX ayIUTOPOB B Opra-
HU3AIMW TPOBOIUT PYKOBOUTEJb TI0 KAY€CTBY B COOTBET-
ctBUM ¢ pekoMenarusmu crangapra [ISO 19011-2002 [6],
WJIN TaKast MOJITOTOBKA MOKET MTPOBOIUTHLCS B CIIETTHAIA3H-
POBaHHBIX Opranu3anusax (Harnpumep, B Oprane 1o cepru-
ukanun). ITo pesynbraraMm MpoBeeHNs] BHYTPEHHUX ay-
JIUTOB ocyllecTBisiercss oneHka coctosuus CMK
U TIPEJVIATAIOTCS MEPBI 110 €€ KOPPEKTUPOBKE U YJIYUTIECHHTO.

3. MonuTopuHT 1 H3MepeHHsi IPOLECCOB

ITo cpaBHEHUIO ¢ U3MEPEHUEM, HAIIPUMED, OOBEKTOB,
XapaKTepU3yeMbIX Pa3IMUHbIMU (PU3UIECKIMK BEJTMUNHA-

Mu (paccTosinve, MOIHOCTb, BpeEMs U T.[I.), U3MePeHue
IIPOIECCOB SABJIAETCA HEeIPUBBIYHBIM. Kak n3BecTHo, n3Me-
peHue IpeCTaB/IgeT cOOOM OIIpeneIeHIe OTHOIIEHUS OHOI
u3MepsaeMOil BeTUYUHBI K IPYTON OHOPOIHON BeJnvnHe,
NPUHATON 32 €IMHUILY, BBIIIOJTHIEMOE B COOTBETCTBUU
C METPUKOM, XapaKTepu3ylolleil JanHoe MpOoCTPAHCTBO
usMmepenuii. [ToaTomy cyTh u3amMepeHus mpoIeccoB 3aKIi0-
YaeTcst B TOM, YTOOBI CBSI3aTh ¢ U3MEPSIEMbBIM TIPOIECCOM
HeKUit HabOp METPUK — TEXHUYECKH WUJIH [IPOLELYyPHO U3-
MepsIEMbIX BEJUUYUH, KOTOPble U OYyT XapaKTepu3oBaTh
manubiii mpouec [7]. Takum 06paszom, 910 oxqun u3 HanboJee
CJIOKHBIX BUJIOB U3MEPEHUIl, MOCKOJbKY KacaeTcs riy6o-
KOro uaydeHus GyHKIMOHUPOBAHUSA KaxkKI0TO IIpoliecca.
Xots crangapt TpebyeT JUIb U3MEPATh U OI[EHUBATH CIIO-
COOHOCTD MTPOTIECCOB IOCTUTATD 3AILIAHMPOBAHHBIX PE3YJIb-
TaToB (Pe3yJIBTATUBHOCTD IPOIIECCA), OJIHAKO CJIOKHOCTD
3aKJII0YAETCs], B [IEPBYIO OYEPE]lb, B BHIOOPE M3MEPSIEMBIX
1apaMeTpoB TPOIEeCCOB (CUCTEMbl METPUK) U KPUTEPHUEB
OIIEHKH.

Ouenb 4acTO TAKUME U3MEPEHUSIMU BOOOIIE HE 3aHU-
MaloTCs, a olleHuBaIOT (hYHKIIMOHUPOBAHKE OPTaHU3AIUN
JIMIID B 1IEJIOM — [0 HEKOTOPBIM 3aIJIaHMPOBAHHBIM 0006~
IIEHHBIM TOKA3aTEJISIM, HAIIPUMED: YHCIY OOCTYKEHHBIX
MAIMEHTOB, KOJINYECTBY BBITIOJTHEHHBIX aHAJIM30B, KOJIYe-
CTBY ITPOM3BE/ICHHBIX MEIMKAMEHTOB (B €IMHUILY BPEMEHN )
u 1. 1. OlHaKO, eCJTM TIPU HTOM OKQJKeTCs, YTO (haKTUIecKue
MOKa3aTesH XysKe 3aJIaHUPOBAHHBIX, TO CTAHOBUTCS HEsIC-
HO, KaK#e Mepbl cJefyeT IPUMEHATD, TOCKOJIbKY TaKkue
06001IEHHbIE TOKA3ATEIN ABJISIOTCS CJIEICTBUEM OJIHOBPE-
MEHHOTO JIefiCTBUS MHOTHUX IpolieccoB. [loaTomMy TOIBKO
KOHKPEeTHbIe KPUTEPUH U (DaKTUUEeCKN M3MEPEHHbIE TTapa-
MEeTPbI CAMUX TIPOIECCOB TIO3BOJIST OBICTPO BBISIBUTH B HUX
HECOOTBETCTBISI, & TAKKE [TPOBECTU HEOOXOAUMbBIE KOPPEK-
THUPOBKU TIPOIIECCOB.

Korga obcyskaanuch BOIPOChl pa3pabOTKU MpoLec-
COB [2], To paccMaTpUBAJIMCh PA3JINYHbBIE 9JIEMEHTBI, COCTAB-
JIIOIIHE KaKOH-IMO0 TIPOTIece, HallpUMep: TI0CIe[0BATE N b-
HOCTDb BBIIIOJHEHUS ITOANPOIECCOB (dJeMeHTAPHBIX
JIeNICTBUI, COCTABJISAIONIUX JIAHHBIN [IPOIIECC), B3AUMO/IEi-
CTBUE NEPCOHAJIA [TPU BBITOJTHEHUHU PaBOT, TOPSIIOK UCTIO b-
30BaHus 060PYOBAHUA, MATEPUAJIOB U JPYTUX BUIOB pe-
CYypPCOB, TIOPSAZI0OK B3aMMOJECHCTBUS JaHHOTO Ipolecca
¢ APYyTUMHU TIpolleccaMu U T.1. U, B npuHIiuie, Kakabii
13 9TUX 2JIEMEHTOB MOXKET OKa3bIBATh BJIMIHIE HA IIPOTe-
KaHue [Ipolecca, a 3HA4uT, U BJIUSHNAE HAa KA4eCTBO TPOYK-
iuu. V1 IMEHHO B TAKOM MHOTOOOPA3UK PA3JUYHBIX 3Jie-
MEHTOB (BIMSAIONIMX Ha KAUECTBO IIPOIlecca) 3aKI04aeTcs
HEKOTOPas CJ0KHOCTD B OIPE/IeIEHNI KPUTEPUEB PE3YJIb-
TATUBHOCTHU TIPOIIECCOB.

PaccmoTpuM B KayecTBe IIpUMepa CJeyolyio CUTya-
IO B IIPOIecce BBITIOJHEHMS aHaIn3a KPOBH, KOT/Ia MPO-
HCXO/IUT YACTUYHOE UCKaKeHUe pe3ysbraTa anainsa. [lan-
HOE HECOOTBETCTBHE ITPOIIeCCca MOKET BOZHUKATD, HAIIPIMED,
110 CJIEAYIONIUM TPUYNHAM:

—  HeJ0CTaTOYHO HACTPOEHO WJIU OTKAJIUOPOBAHO Jia-

6opaTopHoe 060y I0BAHUE;
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—  yCJIOBUS XpaHeHUs TPOO KPOBU MPUBOAAT K Yac-
TUYHOMY UX [TOBPEXKAEHNIO, KOTOPOE HEBO3MOXKHO
Cpasy OIpeNenTh;

—  WCIOJIb3yeMble IIPU ITPOBE/IEHUN aHAJIN3a UHTPe/IU-

€HTBI 00JIaIAI0T HEBBICOKUM Ka4eCTBOM;
—  JIOIyCKAIOTCS HETOYHOCTH B paboTe abopaHTa us-
3a ero 6OJIbIION NPOU3BOACTBEHHON 3arpy3Ku
1 HEXBATKU BPEeMEHU Ha MPOBeJeHUE eMHIYHOTO
HCCIIeIOBaHNS, MU N3-32 HEIOCTATOUHON OCBEIIeH-
HOCTH pabOYero Mecra;

— HEKOPPEKTHO COCTABJIEHO METONYECKOE PYKOBO/I-
CTBO TIPO TPOBE/ICHUIO aHAT3a (HAIIPUMED, He yuTe-
Ha Kakas-Jnb0 PeIKO BOZHUKAIOINAST CUTYAIUsl)
U IpyTroe.

EcrecTBenHo, uTo 1poiiecc 1pu 3TOM SABJSIETCS <Hepe-
3yJIBTaTUBHBIM», TIOCKOJIbKY OH He IOCTUTAET 3aIlJIaHUPOBAH-
HOro pesyJibrata. OHaKO GBICTPO OIPENETUTD U YCTPAHUTD
HECOOTBETCTBHE B JAHHOM CJIyYae 4acTo ObIBAET 3aTPy/IHU-
TesIbHO. M TOIbKO cucTeMaTH4eCKUil KOHTPOJIb CIIeIUaIbHO
0ZI06PaHHBIX TTAPAMETPOB TIPOIECCA TO3BOJUT BBISIBUTD
B HEM HECOOTBETCTBUA U IPUYNHBI UX BOSHUKHOBEHUS.

[TockosbKy 4acTo Iy TaroT OHATHS «<M3MepeHne poriec-
ca» U «U3MepeHue MPOAYKINN», TO YACTO CUUTAIOT U3JIUIII-
HUM TIPOBOJIUTD JIOTIOJHUTEIHHO U3MEPEHHE MTapaMeTpPOB
IIPOIIECCOB, MT0JIarast JOCTATOYHBIM ITPOBOJUTD TOJBKO U3Me-
peHue Ui KOHTPOJIb TpoayKimn. OIHAKO Takagd TOuKa 3pe-
HUS TIPE/ICTABJISAETCS OIMIUOOUHOIA TI0 CJIe/Ty IOTIAM TIPUYMHAM:

1) He Bce mportieccs (IIPUCYTCTBYIONTNE B OPraHU3AIIH )
YUYACTBYIOT B HEIOCPEICTBEHHOM CO3IaHUM TTPOLYKIIUN —
HEKOTOPbIE U3 HUX UMEIOT K MPOJAYKIIMU JIHIITb KOCBEHHOE
OTHOIIIEHUE. A 3HAUUT, HEBO3MOSKEH TI00TIE€PAIMOHHBII KOH-
TPOJIb TPOAYKIINHU B 9TUX TIpoiieccax. OHAKO B TO JKe BpeMs
3T TIPOIIECCHI MOTYT OKa3bIBATh OUEHb 3aMETHOE BJIUSHUE
Ha KauecTBO co3flaBaeMoll npoaykiuu. Hampumep, poriecc
«ympaBJieHUe 3aKyKaMu» (IIPU 3aKyIKe HEOOXOIUMBIX JIJIST
[IPOBe/IEHNS aHAJIN3a MHIPEINEHTOB) TaKKe MOXKET BIUATh
Ha KayeCTBO IIPOBEICHNS aHAIN3a KPOBH.

2) He Bceryia MOXKHO OCYIIECTBUTD YaCThIli KOHTPOJIb
MIPOYKITMY HA 3Talax eé Co3/aHus.

Hanpumep, B iporiecce jiedenust (e HeOOXOANMO Bbl-
MOJIHEHNE PSi/Ia TIPOMEKYTOUHBIX ITPOIE/LYP) MHOT/IA KOHT-
POJIb PE3YJILTATOB JieYeH NS ITPOU3BOJISAT JIUIIb HA 3aBepIiia-
I01I[EM ATalle, KOTJa AeHCTBUTENBHO MOTYT ObITh OTMEYEHbI
MOJIOKUTEJIbHBIE yiydiienus. OHaKO Pe3yIbTaThl JIeYeHU
3aBHUCAT OT KaueCTBA BBITTOJHEHIS ITPOMEKY TOYHbIX TAIOB.

3) THonoxurenbHble pe3ybTaThl U3MEPEHUS KAYeCTBa
MIPOAYKITMY (TOBAPOB MEJIUIIMHCKOTO Ha3HAUEHUS WU Me-
JMUIUHCKUX YCJIYT) He BCET/Ia CBUIETEJLCTBYIOT O KAYeCTBe
caMoro Ipotiiecca.

JleiicTBUTEIbHO, B KOHEUHOM CUY€TE, BCE BbISIBJIEHHbBIE
Ha BBIXO/[HOM KOHTPOJIE HECOOTBETCTBUS MOTYT OBITh yCTpa-
HeHbl (MarnuenT Oy/IeT BbIICUEeH, K TTOCTaBJIseMast TPo-
JYKIUST METUITMHCKOTO HA3HAYEHUSI OY/IET TOJIBLKO FOJIHOIN ),
OZTHAKO (DaKT HATTMYKS HECOOTBETCTBUI MOKET CBUIIETEJIb-
CTBOBATD y>K€ O HEKOTOPBIX OTKJIOHEHUSAX CAMOT0 TIPoIlecca.
Takue orkyoHeHUsT (KAK OTMEYEHO BBIIIIE) MOTYT BOBHUKATh

110 pa3HbIM 1puunHam. U ycrpanenue yBesnynBaeT (pruHaH-
COBBIE 3aTPATBI HA PEAJIN3AIIIO ITPOIECCOB.

Kak permrats aHuyto mpobJjeMy 1 KaKue [pu 3TOM Bbi-
OGpaTbh KPUTEPUH JIJIsT KOHTPOJISI TipoiteccoB? Bo-mepBbix,
COBEPIIEHHO OYEBUIHO, YTO HEOOXOAUMO B OT/ETHHOCTH
OIIEHUBATD KaXKABIN 1Ipolecc. Bo-BTOPBIX, 7151 OIEHKU KaxK-
JIOTO IIPOIIecca HeOOXOANMO BBECTH CBOM 0COOBIE KPUTEPUH,
KOTOPBIE, B O0IIEM CJIydae, JIUIsl KaXK/I0T0 TIPOIECca MOTYT
oTsin4yaTbesd. BoT HeKoTopble TpUMepbl KpUTEPUEB OIEHKHT
IIPOIIECCOB:

1) Hust upouecca «O6¢/y KIBaHKe MAEHTa» MOKHO
KOHTPOJIMPOBATE:

— BpeMst 00CJIYKMBAaHUS Y KOHKPETHOTO BPaya;

— BpeMs HACTYIUIEHMS yJIy4YlIeHUN CaMOYyBCTBUS

rocJie ocetreHus Bpada (110 orpocy HarueHToB);

—  KOJIMYECTBO MOBTOPHBIX OOpallleHuil alueHToB

110 JTaHHOMY 3a060J1eBaHNIO (B €AMHUILY BPEMEHM ).

2) Jus npouecca «Bpinosnenne gabopaTopHbIX aHa-
JIN30B» MOKHO KOHTPOJIPOBATB:

— BpeMs UCCIIe/IOBAHMS;

—  YCJIOBUS 9KCILIyaTal[MK ¥ XPaHEHUsT 000PY/I0BaHUs

1 MaTepHuaJoB;
— PpecypcHbIe 3aTPaThI 110 TIPOIIECCY UCCIeI0BAHNUS.
3) Jlyist HEKOTOPBIX MPOIIECCOB 110 U3TOTOBJIEHUIO Me-
JIMKAMEHTOB MOKHO KOHTPOJIMPOBATD:
—  KOJINYECTBO MEIMKAMEHTOB, U3TOTOBJICHHBIX B €11~
HUILY BpEMEHU;

—  KOJIMYECTBO 3aperuCcTPUPOBAHHBIX HECOOTBETCTBUIA
B €/IMHUILY BPEMEHH;

—  YCJIOBUS 9KCILIyaTal[UK ¥ XPaHEHUsT 000PY/I0BaHUs
1 MaTepHuaJoB.

4) [l mpotiecca 1Mo yrpaBjieHUIo JOKyMeHTallnen
MO>KHO KOHTPOJIMPOBATD;

—  BPEMsI 110 YITPABJIEHUIO OOPAIIEHIEM JOKYMEHTAIN

Ha OT/EJIbHBIX dTarax (BpeMs aKTyaJau3aluu Jeii-
CTBYIOIEH IOKYMEHTAIMH, BPeMsl pa3paboTKu, Tpo-
BEPKU U YTBEPKACHUA HOBOH JOKYMEHTAIINHN );

— KOJMYECTBO HECOOTBETCTBUII IPU 3JIEKTPOHHOM

JIOKyMeHT000O0poTE.

EcrecTBenHO, 4TO B IPUBEICHHBIX ITPUMEPAX IIPe/ICTaB-
JIEHDI JINITh HEKOTOPBIE U3 BO3MOKHBIX [TapPAMETPOB /LI
KOHKPETHBIX ITporieccoB. U uem Gosibliie napameTpos Gyier
BBIOPAHO /111 KOHTPOJIS, TeM 60JIee «4yBCTBUTEIbHBIM> Oy -
JIeT KOHTPOJIb. IIpH 9TOM BaskHO, YTOOBI CPE/IU TAKUX TTapa-
MeTpOB ObLIM T€, KOTOPbIe B HauOOJIbIIEN CTelleHN XapaK-
TEPU3YIOT PE3YJIBTATHI IIPOIIeCCa.

B zaxsiouenue aToro pasesia eié pa3 OTMETUM OCHOB-
HOU CMBICJI TAHHOTO TPeOOBAHUST CTAHIAPTA: PE3YIHTATHB-
HOCTb I1POIlecca YKa3bIBaeT B IEPBYIO 0Yepeib Ha KAYeCTBO
€ro opranusaiuy (Ka4ecTBo CTPYKTYPUPOBAHMS ITPOIECCa,
YCJIOBUI TIPOBE/IEHUS U T. ]1.).

4. MoHUTOPUHT ¥ H3MEPEHUE MPOAYKIMU

Jammoe TpebGoBaHIe HATPABIEHO HA KOHTPOJIb BBITIOJ-
HEHUS BCeX YCTAHOBJIEHHBIX JIJIST TPOIYKIINHN XapaKTeprc-
THK, TOCKOJIBKY JIOBOJIHO YaCTO B Pa3HBIX chepax /esiTesIb-
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HOCTU MOKHO Ha0JI0IaTh HECOOTBETCTBUE (DaKTUUECKU
MOJIyYaeMbIX XapaKTePUCTUK N3HAYAIBHO YCTAHOBIEHHBIM.
JlJist OITUMAJIBHOTO BBITIOJHEHMS KOHTPOJIS HEOOXO0AUMO
OTIPEe/IETTUTh:

— HanboJiee BAJKHBIE ATAIIBI B CO3/IAHUU TIPOYKITHH,

rjie TpebyeTest IPOBOIUTD KOHTPOJIb;

— IlepevyeHb KOHTPOJUPYEMbIX TapaMeTpOB Ha Kax-

JIOM U3 9TaIOB;

— IIPOrpPaMMBbI U METOJIUKHI KOHTPOJIS;

— pecypchl ISl TIPOBe/IeHUs KOHTPOJIS;

— OTBETCTBEHHBIX JOJKHOCTHBIX JIUIL 7S TIPOBeE/ie-

HUS KOHTPOJISL.

Bce ykazanuble 1eiicTBIA A0JKHBI OBITH 3AILJIAHUPOBA-
HbI, Pe3yJIbTAThl KOHTPOJISA JOJIKHBI PETUCTPUPOBATHCS,
a IPOJYKIIUS TIPEOCTABIATHCS MOTPEOUTEIIO TONBKO TIPU
MOJIOKUTEbHBIX Pe3yJIbTaTaX KOHTPOJIS.

[Ipu cozmanuu ToBapoB (MeIMKaMEHTOB, MEINKO-TEX-
HUYECKUX U3IEJIWH U T. /I.) TOPSA0K KOHTPOJIS TAKUX BUIOB
NPOLYKIIUH ABJISIETCST XOPOIIO Pa3paboTaHHBIM ¥ OCHOBAH,
KaK IIPaBUJIO, HA U3MePeHUH (PU3UYECKUX TapaMeTPOB UK
XUMHUYECKUX CBOMCTB NpoayKimu. OIHAKO TIPU OKa3aHUU
MEIIMIIMHCKUX YCIYT WHOT/IA MOTYT BO3HUKATD CJI0KHOCTH
B OIleHKE KayecTBa TaKOW MPOAYKIIUU, TOCKOJbKY (Kak
U B CJIyYae U3MePEHUsI POIIECCOB) 3/1eCh HEOOXOAUMO BbI-
6paTh 0COOYIO CUCTEMY METPUK, XapaKTePU3YIOILYIO TAKYIO
npoaykiuio. Kpome toro, B oT/imume ot TOBapa, yciyra mnpe-
nocTapisercs (IepefaeTcs) MOTPeOUTENIO He <IIoCHe eé
CO3/IaHUs», & HETIOCPEICTBEHHO «B MOMEHT CO3/laHus». Kak
MOCTyIaTh B 3TOM ciydae? Kak u3BecTHo, yciyra Xxapakre-
pusyercs «crenudukaimein», cogepxkaiieir Habop BBIIOJI-
HaeMbIx feictBuii. [loaTomy yzke B Iipoliecce rpeiocTane-
HUA YCIYTU MOKHO KOHTPOJIMPOBATD, HAIIPUMEP: TIOJTHOTY
IIPEZIOCTABJICHIS BCEX COCTABJISAIONIUX YCIIYTH, BBITTIOJTHEHNE
OT/IEJIbHO KaKI0W U3 COCTABJSIONMX (BpeMst 00CIyKU-
BaHMsl, KA4ECTBO BBINOJIHEHUsI, 0000IeHIe Pe3yIbTaTOB
o0cJIeIoBaHNUsI, HAJTMUUE U XaPaKTeP BO3MOKHBIX HECOOT-
BETCTBUMH, MHbIE XaPAKTEPUCTUKU KaKIOU KOHKPETHOM CO-
cTasJistioneil yeayru). Takum 06pa3zoM, MOKHO KOHTPOJIH-
POBATh COOTBETCTBHUE YCJIYTU YCTAHOBJIEHHBIM TPEOOBAHMSIM
U, B CJIydae 0OHapysKeHUs OTKJIOHEHUH OT yCTaHOBJIEHHOTO
mmpoliecca, HesaMeJIMTeIbHO TPOU3BOIUTH COOTBETCTBYIO-
e Koppekiuu. Koneuyno, Takoi 1mMo3TamHbiii KOHTPOJIh
CYIIECTBEHHO MOBBINIAET FrapaHTUU Ka4ecTBa yCJIYTH, O/lHA-
KO 9TO HE OTMEHsIeT TaKxKe U MPOBeeHus o0IIeil OleHKn
KadyecTBa YCJIYTH y:Ke Tocie e€ mpefocTaBiaenud. /leiictBu-
TeJIbHO, B OTAEIBHBIX CAYYasaX Jaske IPU MOJOKUTENbHBIX
pes3yJbTaTax KOHTPOJIS OTAETbHBIX AeHCTBUH, COCTABIIAIO-
HIUX YCJIYTY, B KOHEYHOM CUeTe YCJIyTa MOKeT OKa3aThCs
He COOTBETCTBYIOIIEH (HampumMep, KOTa 1nocJie IpoBe/ieH-
HOTO JIeUeHUST BBISICHUTCS er0 Hed(D(HEeKTUBHOCTD ).

5. YupaBiieHrne HECOOTBETCTBYIOIIEH MPOIYyKIUEH

K HecooTBetcTByIOMIEH TPOLYKINH (TOBapaM UJIH YCJIy-
ram), B 00II[EM CJTydae, MOKET OTHOCHTBCSE: TOTOBasT IIPOLYK-
IS, TIPOJTYKITHST, HAXOISAIIASCS HA TTPOMEKYTOUHBIX ATarax
CO3/IaHUs, @ TAKXKe MPOAYKIIUsL, KOTOpasi ysKe ObLIa paHee

nocrasJieHa norpeburesio. B ciaydae npepocrasienus mMe-
JIMLUHCKOH YCIYTH 31€Ch PACCMATPUBAETCS IO YKe Ipe-
JIOCTaBJIEHHAs! YCJIyTa, IM00 KaKOH-TO U3 IIPOMEKYTOUHBIX
atarnoB ycayru. Llenbio ympaBieHus HecOOTBETCTBYIOIIEH
MPOJIYKIINEN SIBJISIETCS TIPEIOTBPAIlleHe HellpeHaMepeH-
HOT'O MCII0JIb30BaHUS €€ B IPOU3BOJICTBE WJIU ITOCTABKU
norpeburesam. [ 9Toro HeoOXOAUMO BBIIOIHEHHE CJIe-
JIYIONIUX e CTBUI:
— BbIsIBJIEHUE, WIEHTU(DUKAIMS U U30JISIIUST HECOOT-
BETCTBYIOIIEN TPOAYKIINHY;
— obcaegoBaHye HECOOTBETCTBYIOIIEH IIPOLYKIINI
U TIPUHSTHE PEIIeHns 110 BBIIOJHEHUIO JAabHel-
IINX JIEICTBUU C HEL;
— 1IpoBejeHne HeoOXOAUMbIX AeiiCTBHIL ¢ HECOOTBET-
CTBYIOIIIEH MPOAYKIIUEH.

B 3aBucuMOCTH OT 0OCTOATEIHCTB OPraHU3aALMsT MOKET
MOCTYyIaTh ¢ HECOOTBETCTBYIONIEeH MPOAyKIIMel OMHUM
U3 CJIEYIOLIHX CIIOCOO0B:

1) TIpunaTh AEfCTBUS 110 yCTPaHEHNUIO 0OHAPYKEHHO-
ro HecooTBeTcTBUA. [Ipu 9TOM 110CTIE yCTpaHEeHUs HECOOT-
BETCTBUI IIPOAYKIIMS H0JKHA ObITH BHOBb IE€PEpoBepeHa
JUIST JIEMOHCTPAITUY €€ TIPUTO/IHOCTU.

2) Pazpenmrhb UCIIOTIB30BAHUE TIPOLYKIIUU C OTCTYILIIE-
HUSMK OT HePBOHAYAJbHO YCTAaHOBJEHHBIX TpeOOBaHUI
(ecIu UMeeTCs COrIacOBAaHHOE PEIEHIe ¢ IOTPEOUTE IEM U
WUHBIM OTBETCTBEHHBIM JINIIOM ). Hatipumep, ecJiu 110 Kakoii-To
[IPUYUHE IIPOBEIEHO HEIoIHOE 00cIe0BaH e naryenTa (13-
3a 1e(heKTOB MEAUIIMHCKOTO 0O0PYI0BAHMS, OTCYTCTBUS NH-
IPEIMEHTOB /IS BBIIOJIHEHU aHaIN3a, BCAEICTBUE CO0-
CTBEHHOTO JKeJIAaHUSI TIAI[UeHTa 1 T./1.), TO 110 COTJIACOBAHUIO
¢ narueHToM (a Ipu HeoOXOAMMOCTH — 1 C JIYAIFM BPAYOM )
obcreoBanne MOKeT ObITh Ha 9TOM 3aBEPIIEHO.

3) Ilpenorspamiath AeiicTBUS MO MEPBOHAYAIBHOMY
[PEJIII0JIaraeMOMY UCIIOJIb30BaHUIO TIPOoAYKInu. O HAKO
B OT/IEJTbHBIX CJIyUasIX TPOLYKIIUST, KOTOPAsl He COOTBETCTBYET
[ePBOHAYAJIBHO YCTAHOBIEHHBIM TPEOOBAHUAM, MOKET ObITh
MCII0JIb30BAHA COBEPINEHHO TI0 JIPYTOMY Ha3HAUEHUIO (J1aH-
HOEe pellieHre BO3MOKHO TOJIBKO /IS TOBAPHOM IIPOJLYKITUN ).

4) TlpemnpunsaTh AeiicTBUS, ajleKBaTHbIe yiepOoy, eciu
HECOOTBETCTBUE MPOJLYKIIUH BbISICHUIOCH YK€ MOCJIE €€ T10-
cTaBKu (HAIpuMep, Bo3MelleHne yiepba 3a HeCOOTBET-
CTBYIOIIEE MEAUIIMHCKOE OOCIYKIBAHUE).

Bce BbIsiB/IEHHBIE HECOOTBETCTBUS, & TAK)KE TIOCIIEYIO-
1[1e IeiCTBUS C HECOOTBETCTBYIOIIEH TPOYKITNEH HOTKHDI
PETUCTPUPOBATHCS, BKIIIOUAS: JIAHHBIE 110 YCTPAHEHUIO HECO-
OTBETCTBUI, 3aMeHe HEeCOOTBETCTBYIOIIEH MPOAYKIINU
Ha ToHYI0, ohopMJIeHrEe pa3pelienusi Ha OTCTYILIeHne
OT II€PBOHAYAIBHO YCTAHOBJIEHHBIX TpeGoBaHUM, 0hopMIIe-
HUe pa3pelieHust JIJisk UCII0JIb30BaHUS 110 THOMY Ha3Haue-
HUIO, COCTABJIEHNE aKTa O KOMIIEHCALIMHK yiepoa.

Jluig u3ossiu HECOOTBETCTBYIONIEH MPOAyKIUu (TO-
BapOB) OT FOJHOM UCIIOIB3YIOT €€ 000CO0NEHHOE XPaHEHHE,
[peIoTBPAIIAolee BOBMOXKHOCTh €€ Hellpe/[HaMEPEHHOT0
ucnosb3oBanus. V30s11ust POy KUK, TTPEICTABJISIONIEN
€000l MEUIMHCKYIO YCIYTY, MOKET IIPOU3BOANUTHCS, Ha-
[pUMep, BPeMEHHBIM IIPUOCTAHOBJIEHUEM IIPOIlECCA OKa3a-
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HUS YCJIYTH U, IPY HEOOXOMMOCTH, U3bTHEM MATEPUATIOB
JIeJIOTIPOM3BO/ICTBA 10 OKA3aHUIO IAHHOW HECOOTBETCTBYIO-
et yeayru us obuiero g1oKkyMmentToobopora (Hanpumep,
U3BATHE W OCTAHOBKA HAa KOHTPOJIb U TIPOBEPKY aMOyJia-
TOPHON WK GOJBHUYHON KapThl, 3aPErCTPUPOBAHHBIX
3amuceil 1abopaTopHOro MCCAEOBAHMS U T. 1. ).

Hanuuue 1oxyMeHTUPOBAHHON MPOIEAYPHI MO YIIPaB-
JIEHHIO HECOOTBETCTBYIOILEH IIPOAYKIINEii siBjisieTcst 06si3a-
TeJbHBIM TPeGOBAHUEM CTaHAPTA.

6. AHaju3 JaHHBIX

B pesyasrare ynkimonuposanus CMK B opranusarmu
(hopmupyercst 60IIbIIOE KOJMIECTBO CAMBIX PA3/INYHbIX JIaH-
HBIX O JIedTeJbHOCTH opranusaiuu u o camoit CMK. 9tn
JTAHHBIE TIPECTABIISIOT COOOI PErUCTPAIIMOHHbIE 3AMTUCH TI0:
BBIITOJTHEHHIO TIPOIECCOB, KOHTPOJIIO U MI3MEPEHMSIM POy K-
11U, B3aUMOJAEHCTBUIO € OTPEOUTENISIMHU, IOCTABLIIMKAMMU
u ipyrue. Takum 06pazom, opMHUPYEMBbI€ TaHHBIE SIBJISTIOT-
Cda O6'b€KTI/IBHI)IMI/I CBUAETEJIbCTBAMU NCTUHHOTO COCTOAHUA
BCEX AJIEMEHTOB ITPOU3BOICTBEHHOM €S TETBHOCTH, HA OCHO-
BAHUM Y€ro MPOU3BOAUTCS UX OIEHKA M COBEPIIEHCTBO-
Banue. KoHeuno, paboTa 1mo KOMILIEKCHOU OIleHKe MTPOU3-
BOJICTBEHHOU NEeATEJBHOCTU B TOW WU WHOU CTETEHU
[IPOBOIUTCS B KAXKIOM OPraHU3AINHY, OJHAKO HE BCEr/Ia TaKast
orleHka sipJisiercst 9(p(heKTUBHOM, TTOCKOJIBKY OIEHUBATD CJie-
NIyeT He TOJIBKO [esITeTbHOCTh OPraHu3aIuu WJIN Ka4eCTBO
MIPOYKIIUU, HO W TIPUTOHOCTD U pe3yasraruBHOcTh CMK
B 11es10M. Taxast oleHKa JOKHA TPOM3BOAUTHCS HA OCHOBE
aHaJIM3a BCEX MOJYYEHHBIX MaHHBIX. [IpH aTOM I1eieco00-
pasHo, 4TOObI IIPOBEIeHNE ITOTO aHaIM3a (Kak Ipolecca)
OBLIO PerJIaMEHTHPOBAHO COOTBETCTBYIOIIIUMIE JIOKYMEHTa-
MU, B KOTOPBIX Obl COZEPKAINCh: MeToAuKa cOopa u obpa-
60Tku nHGopMaiuu 1o BeceM sementaM CMK, mopstiok
PacCMOTpPEHNMA JTAaHHDBIX U UX OEHUBAHU A (BKJIIO‘IaH Kpure-
DU OIIEHKN ), & TAKIKE TOPSIIOK IIPECTABIEHUS PE3YJIBTATOB
aHaJIn3a BbICHIEMY PYKOBOACTBY JIJIA IPUHATUA a/ICKBATHDBIX
peleHuil B 00J1aCTH KauecTBa.

7. CoBeplieHCTBOBaHHE

7.1. HenpepbiBHOE COBEepLIEHCTBOBAHHE

Kak m3BecTHO, HENPEPBIBHO MEHSIIONINECS BHEIIHIE
YCJIOBUSI BBIHYZKIAIOT JIFOOYIO OPraHU3aIiIio TAaKKe KOPPEK-
THUPOBATH U CBOIO JIESTEBHOCTD. [Ipruem Takue KOppeKIuu
MOI'YT OCYIIECTBJSATHCS TOJKO Ha OCHOBE 0ObEKTUBHBIX
JAHHBIX, KOTOpbIe (POPMUPYIOTCS B pe3yJibrate (DyHKITHO-
uuposanuss CMK, oxBaTbiBalonieil Bce aJileMeHThbI TTPOU3-
BOJICTBEHHOI AegTesibHocTh. Takum 06pa3oM, yHKIHOHK-
posanne CMK HampaBjieHO He TOJIBKO Ha BBISIBJIEHUE
U yCTpaHeHue HeCOOTBETCTBU, HO TAKKeE M Ha TIPOBe/IeHNE
VIIYUIIEeHWH e TeTbHOCTU BCE Oprannu3aryu. A 3To npej-
[10JIaraeT, B IepBYIO OU€Pe/lb, COBEPIIEHCTBOBAHNIE CAMOTO
nopsazaka ¢pyuxuonrposaius CMK u 10/KHO ObITh Ha-
[IPaBJIEHO Ha MOBbIIIeHNEe 3(PHEKTUBHOCTH U PE3YJIbTATUB-
noctu CMK. Metoziosiornyeckyio OCHOBY 110 YJIy4IIIEHNTO
JIeSATEeJLHOCTY COCTABJIAIOT: IIOJUTUKA U LU B 00J1acTh

KauecTBa, Pe3yJbTaThl ayInTOB, AHAJIN3 BCEX TAHHBIX, KOP-
PEKTUPYIOIINE U TPEAYIpeRAAONINe TeHCTBU, a TaKKe
AHAJIM3 CO CTOPOHBI PYKOBOJICTBA.

7.2. Koppekrupyloniye JieiictBusi

Koppexrupyiotiue neiicTBUsI IPOBOISATCS C IIEJIHIO
yCTPAHEHWs BISIBJIEHHBIX HECOOTBETCTBUI, a TAKKe IJIST
MPUHATHS MEP 110 TPEAYIPEKIEHUIO UX BO3MOKHOTO T10-
BTOPHOTO BO3HUKHOBeHUA. KoppexkTupyioiue neiicTBust
[IPOBOJISITCS HA OCHOBAHWY AHAJIN3A HECOOTBETCTBUI TI0 pe-
3yJibTaTaM BCE€X BHU/I0B KOHTPOJIA, UCHIBITAHUN 1 IIPOBEPOK,
a TaksKe ka0 norpedureseil (11alUeHTos ).
Hasmmame mokyMeHTUPOBAHHOI MTPOIIEY PbI 110 KOPPEK-
TUPYIOIIUM IICI';ICTBI/IHM ABJIAETCA OAHUM N3 OCHOBHBIX TPE-
6oBanuii cranzapra. B pouesype 10/keH ObITh yCTaHOBJIEH
MOPSIIOK:
— aHaJInu3a BbIABJICHHBIX HCCOOTBGTCTBI/Iﬁ;
—  olpeneseHus IPUYNH HECOOTBETCTBUL;
—  OIIEHKH MOTPEOHOCTU B KOPPEKTUPYIOIIUX A€HCTBY-
SIX U OIIPEIeJIEHUsT UX COEPIKAHIS;

— peanmnsaruu KOPPEeKTUPYIONINX TeUCTBUIL;

— PperucTtpaiuu pe3yJabTaToB BbIIIOJHEHUS KOPPEKTH-
PYIONNX AeHCTBUIM;

— aHaJM3a Pe3yJBTaTUBHOCTU NPEAIPUHATBIX KOP-
PEKTUPYIOMNX €1 CTBUI.

Takum 06pasoM, JIUIst peajiu3aliui JaHHOU TIPOIE/Y PbI
B Opranun3anum J0JIKHbI 6bITb HaJIa’KE€HbI cucTeMaTn4decKue
c60p, 06paboTKa U aHAIN3 BbIABAEHHBIX HECOOTBETCTBHIA
MIPOIYKITIH HA BCEX ITAIIAX €€ CO3/IAHUS, a JIJIsT AaHAJI3A BbI-
SIBJIEHHBIX HECOOTBETCTBUI CJIEyeT IPUBJIEKATh HanboJee
OIBITHBIX PAaGOTHUKOB opranusaiui, [1o pesyibraram aHa-
JIN3a COCTABISAETCA TIJIaH KOPPEKTUPYIOMNX AEHUCTBUH, U 1a-
Jiee He TOJIbKO KOHTPOJIUPYETCS X BBIIOJHEHUE, HO U ITPO-
N3BOAUTCA OIEHKA PEe3yJbTaTUBHOCTU MPEANPUHATDHIX
neiicrBuit. s OLIEHKK Pe3yJIbTaTUBHOCTH J0JKHA ObITh
paspaboTaHa METO/IMKA, COIEPIKAIIAsT, B TOM YKCJIe, U KPH-
TEPUU OTEHK.

Eciiu o pesysibraTam OIlEHKU YCTAHABIUBAETCS, YTO
KOPPEKTUPYIOIINE AeHCTBUS HE JOCTUTIN TOCTABIEHHBIX
1eJielt, TO IPUHIMAETCS PEIEHNE O TPOBEIEHIH TOBTOPHBIX
KOPPEeKTUpPYomux aeiictBuil. [IoBTOpHbBIE KOPPEKTUPYIO-
mue AeHCTBUA MOTYT MPOU3BOAUTHCS HEOAHOKPATHO —
J10 TIOJTHOT'O YCTPpaHEHUA BbISABJICHHDBIX HECOOTBETCTBUIL.

Bce meporpusitust 10 KOPPEKTUPYIOIINM JE€UCTBUSM,
HAYUHAS OT BBISIBJIEHISI HECOOTBETCTBUS U JI0 OKOHYATEJIb-
HOTO IOATBEPKAECHUA PE3YJIbTAaTUBHOCTU MTPEAIIPUHATDHIX
KOPPEKTUPYIOIINX AEUCTBUI IO €r0 YCTPAHEHUIO, TOJIKHBI
OBITH 3aPErUCTPUPOBAHBI.

7.3. IIpenynpeskmaroniue AeicTBHUS

[Ipexynpesxpatoniue AeCTBUS MPOBOJASTCS C TEJBIO
YCTPAHEHUS TPUIUH NOMEHUUATHHBIX HECOOMBEMCMBULL TSI
Hpe[[OTBpaH_[eHI/IH X BOSHUKHOBEHUAA. B OTJIN4YME OT KOP-
peKTI/IpyIOH.II/IX lIefICTBHﬁ, KOTOpbIE 6bIBaIOT WMHHUIIMMPOBAHbI
KOHKPETHO BbIABJICHHBIMU HECOOTBETCTBUAMMU, 1JII HpOBe-
JIEHUST TPEAYTIPEKAAROIINX JeUCTBII TPeOyeTCs nocmosti-
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HO TIPOBOJIUTD TIIATEJbHDLIH aHATIN3 BCEX JIEMEHTOB IPO-
M3BOJICTBEHHON JIESITEJIbHOCTA OPTAaHU3AINH, JJAXKe B Te
MEPUO/IBI, KOT/Ia OPraHU3allis HOPMAJIBbHO (PYHKITMOHUPYET
U, Ka3aj0Cch Obl, HET HUKAKUX TIPUYUH JUJIST YXY/IIEHUs eé
nesareabHocTu. OHAKO HA CaMOM Jiesie, Bce BHYTPEHHUE
1 BHelIHue (hakTOPhI U 06CTOATETBCTBA, COMPOBOKIAIONINE
MIPOU3BOJICTBEHHYIO JIESATEbHOCTD, C TEYEHUEM BPEMEHU
B TOU UJTM UHOM CTENIeHU U3MEHSIIOTCS, YTO B KOHEUHOM Cye-
Te (IMTOTEHINATBLHO) MOKET IIPUBECTH K HECOOTBETCTBUSIM.
Hanuuue 1okyMeHTUPOBAHHOW MPOIEYPHI IO TPy -
MIPEKIAIONIUM JICHCTBUSAM SIBJISICTCS OJIHUM M3 OCHOBHBIX
TpeboBanuii cranzapra. B nmpoueaype momxkeH ObITh ycTa-
HOBJIEH TIOPSIIOK:
—  BBIABJIEHUS U yCTAHOBJICHNS ITIOTEHI[UAIbHBIX HECO-
OTBETCTBUIL;

—  OIIEHKH TIOTPEGHOCTH B TIPEAYIIPEKAAIONINX JTeii-
CTBUSAX U OIIPe/leJIeHUS UX COJECPIKAHUS;

— peayusaluy MpeAyNpeskIaAoNnX 1eicTBU;

— aHaJmM3a pe3yJbTaTUBHOCTH IIPELyPekIa0NnX
JIeJICTBUI;

— perucTpanyy BBIIOJHEHUS TPEeAYIPERIAONTNX
JIEVCTBU.

BoisiBsieHne MoTeHIMATBHBIX HECOOTBETCTBUN ABJISET-
€S CIIOKHON 110 00beMy U COAepKaHuio paboTOM, OCHOBAH-
HOM Ha aHaju3e JAHHBIX O KaueCTBe 110 BCEM dJIeMEHTaM
CMK, B TOM 4uce:

— JTAaHHBIX O KAUeCTBe MPOYKINH (B TOM YUCjie — Me-

JIUIIMHCKUX YCJYT) U ITPOIIECCOB €€ CO3aHus,;

—  Ppe3yJbTaToOB PA3JIMYHBIX IPOBEPOK 110 KAUeCTBY;

— IIpeTeHsuil U OT3BIBOB HOTpeduTeneii (IanueHToB);

—  Pe3yJbraToB PadouuX COBEIIAHMII 110 IpodIeMaM

B 00J1aCTU KaueCTBa;

— pesyabraroB anasimza CMK pykoBojicTBoM opranu-

3aIu.

[lanee IpOM3BOANTCS OIlEHKA BbISBJIECHHBIX MOTEHIU-
AJTbHBIX HECOOTBETCTBUI U M3ydyeHUe MPUYNH UX MOsIBJIE-
nust. Ecoiu Gyier yeTranoBIeHo, 4TO NPUYHHbBI TOTEHITUAb-
HBIX HECOOTBETCTBUI ABJISIOTCS AaKTyaIbHBIMU 1 00JIa/1a10T
BBICOKOI BEPOSITHOCTBIO MOSIBJIEHNUS, & TaKKe BbI3BaHHbIE
MU [TOTEHI[MATbHbIE HECOOTBETCTBUSA MOTYT UMETDh 3HAUU-
TeJIbHbIE HEraTUBHbIE TTOCJENCTBUS IJIsI OpraHu3allny,
TO NIPUHUMAETCA pellleHue O IIPOBeICHUH TIPeLyIPeK/I1aIo-
KX JeHCTBUIL U1 UX yeTpaHenus. Takum o6pa3om, pabo-
Ta [0 BBIABJICHUIO TOTEHI[MATbHBIX HECOOTBETCTBUH 10JIK-
Ha ABJIATHCS OJHOW M3 IPUOPUTETHBIX B OPTaHU3AINH,
U B 3TY IEATEILHOCTD JIOJIKHBI OBITH BOBJIEYEHBI PAOOTHUKM
BCEX CTPYKTYPHBIX 1TO/[pa3iesIeHU .

[To pe3ysbraTam aHaan3a COCTaBJISAETCS IIJIaH TIPOBeie-
HUS IPeyIPesKIA0NINX AeHCTBUM, U 1ajiee He TOJIbKO KOH-
TPOJIMPYETCS UX BBITIOJIHEHUE, HO U TPOU3BOIUTCS OIIEHKA
Pe3yabTaTUBHOCTU MPEATPUHATHIX fAeiicTBUil. 115 olleHKu
Pe3yJabTaTUBHOCTHU TIPEYITPEKIAAIONINX TeHCTBUN TOTIKHA
OBITH paspaboTaHa METOAUKA, COAEPKaIlas, B TOM YUCIIE,
Kpurepuu otenku. Eciu 1o pesysibratam omeHku Oyaer
YCTAHOBJIEHO, YTO IIPEJITPUHATBIE TIPeLyTIPesKIAIoTTe et -
CTBUA He JOCTUTJIN MOCTABJEHHBIX IleJeii, To paspaba-

TBIBAETCS HOBBIN IIJIAH, U MIPEAyIpeRAaIoNnie AeicTBU
poBoAATCSA MOBTOPHO. [loBTOPHBIE TIPELyTIPEsKIAIONIIE
JIeCTBUS MOTYT IPOU3BOAUTHCS HEOJHOKPATHO — /10 TIOJI-
HOTO YCTpaHeHUs BBISBJICHHBIX MOTEHIIMAIbHBIX HECO-
OTBeTCTBUI. Bce MeponpudaTus mo npeaymnpekaaionum
JIeiiCTBUAM, HAYMHAS OT BBISBJICHUS TIOTEHIINATBHOTO HECO-
OTBETCTBUA U /10 OKOHYATEJILHOTO MTO/ITBEPKIACHUS PE3YJIb-
TATUBHOCTU ITPEJIITPUHATBIX IIPEAYTIPEKIAIONINX IEHCTBIH
[0 €ro YCTPAHEHWIO, I0JIKHBI OBITh 3aPETUCTPUPOBAHBI.

3akoyeHnne

Ml 3aBEPITUIN PACCMOTPEHIE OCHOBHBIX TPEOOBAHUI
crangapra ISO 9001-2008, a Tak:ke HeKOTOpbie 0COOEH-
HOCTHU €ro IPUMeHEHUST B OPraHu3alusIX 3/[paBOOXPaHEH NS,
Ha camom jieJie HUKaKMX CyIIECTBEHHBIX 0COOECHHOCTEN
3/1eCb HET — IIPOCTO B OTAEJbHBIX Cay4dadAX, Ha HepBbeI
B3IJIst]l, OBIBAET TPYAHO YHU(DUIIMPOBATH BJIEMEHTHI HEKO-
TOPOI JIEATEJILHOCTYU U COTIOCTABUTH €€ C YCTAHOBJIEHHBIMU
TpebOBaHKMAMU, KOTOPbIE B cTaHAapTe CPOPMYJIUPOBAHDI
B caMOM 00II[EM BUJIE, TOCKOJIbKY CTAHAAPT OMHAKOBO IIPH-
MEHUM JId JIIO6bIX OpFaHI/ISaHI/Iﬁ 1 BUJI0B A€eATCJIbHOCTU.

Kak u3BecTHO, B OpraHusanusax 3/[paBOOXPaHEHUS
B 3HAYMTEJNbHOI cTereHn pazpaboTaHbl U NPUMEHAIOTCS
CTaHAapThl B 00J1aCTH TIPO(HECCUOHATBHON JesTENbHOCTH,
OCHOBaHHbBIE€ Ha COBPEMEHHDBIX TOCTUKEHMAX Me[[HHHHCKOfI
HayKHU ¥ TexHojornu. M, Kak mpaBuio, 3TOMy K€ COOTBET-
CTBYET U BBICOKUIT TPO(ecCUOHANbHBIN YPOBEHb METUITNH-
cKuX paboTHUKOB. OJIHAKO TP CO3MaHIK TIPOAYKIIHU (TO-
BapOB MEJUIMHCKOTO Ha3Ha4Y€HUA MWJIN MEJUINHCKUX
YCJIYT) BCE-TaKU MOXKET BO3HUKATh 3HAUYUTETbHOE YUCIIO
HECOOTBETCTBUH, 00YCJIOBJIEHHOE TAKUMU (DaKTOPAMH, KAK:
HECKOOPINHUPOBAHHOCTD JIEWCTBUN TP BBHITTOJIHEHUHN OT-
JIEJIbHBIX ITPOTIECCOB, HEJIOCTATOYHOE BHUMAHWE K KOHTPOJIIO
KauecTBa MPOAYKIIUY, HEJJOCTATOUHOE BHUMAHUE K BbITIOJI-
HEHWIO Psi/ia TIPOIeccoOB (KOTOPBIE JIMIITh KOCBEHHO CBSI3aHbI
C CO3/ITaHUEM TMPOJIYKITNN ), & TAaKyKe HeIOCTATOYHOCTD JlaH-
HBIX IO Ka4€CTBY. Nmenno JTaHHbIE HPO6CJHJI " IMpu3BaH
BoctosinuTh ctanaapt ISO 9001-2008, Buenpenue KOTOPO-
IO IOJIZKHO IIPEK/IE BCEro IOBbICUTH 9P (HEKTUBHOCTD Pabo-
TBI JIDOOIN OPTaHU3AINY 3[[PABOOXPAHEHUSL.
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Aekuus

Bonesnp KaBacaku (cunapom Kasacaku, ocTpsiii feT-
CKMI JIMXOPAJIOUYHBIA KOXKHO-CAN3UCTO-TNMGbATHIeCKIT
cunapoM, mucocutaneolis lymph node syndrome) — octpo
[poTeKarolee CUCTEMHOE 3a00JIeBaHe HEM3BECTHOM 9THO-
JIOTUH, C TPEUMYTIIECTBEHHBIM MOPAKEHNEM MEJIKHX, CPe/l-
HUX, B TOM YKCJIe KOPOHAPHBIX aPTEPHIA, B BU/IE IECTPYKTHB-
HO-TIPOTM(HEPATUBHOTO BACKYJIUTA, XapaKTePU3YIOIIeecs
JINXOPAJIKON, KOHBIOHKTUBUTOM, TIOPasKEHUEM CJIU3UCTON
000JIOUKH TIOJIOCTH PTa ¥ 3eBa, 9K3aHTEMOK U YBEJIMICHH-
eM meiHbIX JuMdarndeckux y3maoB. [Iudp MKB-10 —
M30.3 — cmM3nCTO-KOKHBIHN TMMGMOHOLY TISTPHBIN CHHAPOM
(KaBacaxn).

N3 aTOTO OTIpeieIeH s CIe/lyeT, 4To TaHHASI HO30JIOTUST
OTHOCHUTCS K CUCTEMHBIM BaCKYJIUTaM U, CJIeI0BATETHHO,
peBMarToJIornueckum 3abosesanusam. OIHAKO ¢ CAHAPOMOM
KaBacaku mepBbIMU BCTPEYAIOTCS TIEIUATPHI ¥ HH(PEKITNO-
HUCTBI ¥ UIMEHHO OHW JIOJIKHBI 3aMT0I03PUTH JJAHHOE 3a-
GosieBaHNe 1 TIPOBECTH aleKBaTHYO TEPAINIO, TAK KaK BO-
BpeMs HazHaueHHas TUOMATOTEHETUUYECKas Teparmus
MMO3BOJISIET B 4—5 pa3 CHU3UTDH PUCK PA3BUTHS aHEBPU3M
KOPOHAPHBIX apTePUii U KaK CJIe/ICTBUE TIPEIOTBPATUTH Pas-
BUTHE WH(MAPKTA MIOKAP/Ia U KOPOHAPHYIO CMEPTb.

K nacrosmmemy Bpemenn B PO chopmupoBasocs aBe
ITKOJIBI IETCKUX KapAUOPEBMATOJIOTOB, 3aHUMAIOIIIXCS
usyuenueM OosiesHn KaBacaku: MPKyTCKas MOJ PYKOBOJI-
ctBoM ipoheccopa JI. B. Bperesnb 1 MockoBckast — nipoec-
copa I A. JIsickunoii. K coxxanenuto, B APyrux pernoHax
Poccun Majio BHUMaHUS YEJISIOT 9TOi pobiieme. ABTOpy
ATOM My OIMKAII JITIHO TPUXOMIIOCH CJIBIIIAT BBICKA3bl-
BaHU JIETCKUX KapAHOPEBMAaTOJIOTOB, 4To Oostesin Kapa-
caxu B Cankr-ITerepOypre Her, a MpeIoKeHIe, 00palieH-
HOE K BpayaM yJIbTPa3BYKOBOW UATHOCTUKHU, BBITIOJTHUTH
pebeHKY yIbTPasByKOBOE MCCIe[0BaHIEe KOPOHAPHBIX ap-
TEPUI BBI3BIBAJIO TOJTHKO CMEX.

Amuaemuonoruda. bonesns KaBacaku Bnepsbie onmca-
Ha niezimaTpoM T. Kawasaki B 1967 roay. B HacTosiee Bpe-
M1 6ostesHb KaBacaku uarHocTupyercst B 48 crpaHax Mupa:
Anonnn, Kopee, CIIIA, Kanazne, ITepmanun, OunasgHanmg,
Opannyn, Benmkobpuranuu, Hosoit 3enangum, ABcTpaimm,
TatiBane, [lIBettnu, Hunepnannax, crpanax [lenTpamrpHoit

u IOsxHoI AMepuku. B Poccnu miepBbiii caryyaii 3abosieBa-
Hus HaOmonasnca B 1980 r., onmcan B 1982 1., B HacTosmee
BpeMsT OCHOBHasl Macca ciydaes Gosiesnn KaBacaku peru-
crpupyetcs B pkyrcke n Mockse.

3abosesaemMocTb GosesHbio KaBacaku y eteil B Bozpac-
Te 10 5 et B AAmonnn cocrasster 112 #a 100 ThIC. IETCKOTO
Hacesenus; B CIIA sTor nokasarenp pocturaer 17—18
Ha 100 ThIC. IeTCKOTO HAace eHus, IpudeM HanboJiee 4acTo
6oseor asuarsl (32,5 Ha 100 TbiC. €TCKOro HacejeHus),
Ha BTOPOM MecTe JinTia HerponHoi pacer — 16,9 ra 100 ThIC.
JIETCKOTO HaceJieHus, jajee — JaTUHOAMEPUKAHI[bI —
11,1 ma 100 ThIC. METCKOTO HAaceJeHUs, U peKe BCETO 3a-
GoJieBaHMEe BCTPEYAETCsl y MpejcTaBuTeeii 6eoir pace
(9,1 ma 100 TBIC. MeTckoTO Hacemenusd). [lo manHBIM
JI. B. Bperesns (UpkyTck), pacueTHas 9acToTa BCTpeuyaeMo-
ctn 6osesnn Kasacaxu B PO — 4,4 na 100 TbIC. 1eTeil B BO3-
pacre 110 5 JieT.

Masburku 60J1ef0T B 2 pasa yalie AeBoY€eK, GOJIbIINH-
CTBO CJIy4aeB BCTpevaloTcs y feteil B Bo3pacte 2 et (80—
90%). bosesun KaBacaku pervcTpupyercst B Te4€HUE BCETO
rojia, OTMEYAEeTCsT 3MMHE-BECEHHSISI CE30HHOCTh, OCHOBHBIE
MOIbEMBI IPUXO/ISTCS Ha STHBAPb U MIOHb—HIOJIb.

B Hacrostiee BpeMst HeT yOenTeIbHbIX JaHHBIX O TOM,
410 6oJie3Hb KaBacaku mepeaeTcst OT 4eJIoBeKa K YeT0BEKY.
B dAnonun ot 1,5 10 2% onrcaHHBIX cIyYaeB HabJI0aIHCh
y IByX cHOIUHTOB, 1y 50% u3 Hux 3a60JeBaHne HAYaI0Ch
ocJIeZIoBaTesbHo (Y BTOPOro — B TeueHue 7 JiHei mociie
Hauasia 3a60JIeBaHUS Y MIEPBOTO), B TO JKe BPEMsT OIHICAHO
HECKOJIBKO BCIIBIIIEK 3a00JIeBaHUsI, TPEUMYIIECTBEHHO
B Asun. Y jiereil, umeroimx 6parbes 1 cecrep ¢ 00JIe3HbIO
Kasacaxu, puck sabosiesanus nosbiimnaercs B 10 pas, a nupu
HaJIMYMK B aHaMHe3e y poauTesneii 6osmesnn KaBacakum —
puicK 3a00J1eTh TIOBBIIIAeTcs B 2 pasa. B dnonun yacrora
pennanBoB 6oJesnu gocturaer 3%.

Jtnosorust. HecMoTps Ha MHTEHCUBHBIE UCCICTOBAHNS,
aTrosiorust 6osesHu KaBacaku /1o CUX HIOP OCTAeTCsT HEH3-
BeCTHOH. B 10J1b3y MHMEKIIMOHHOTO TeHe3a O0JIe3HN CBU-
JIETEJTCTBYIOT: SIUAEMUYECKIE BCIBIIIKN 3a00€BaHus,
CE30HHOCTB, ciydan 3a00JIeBaHUN Y OJIM3KUX POACTBEH-
HUKOB, reorpadguyeckue 0COOEHHOCTH PACIPOCTPAHEHUS
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3ab0JieBaHMsI, CIIOCOOHOCTH CAMOTIPOU3BOJIBLHOTO BbI3JI0-
pOBJIeHU, PEKOE Pa3BUTHE PELUNBOB, a TAK)Ke CUMIITO-
MaTHKa, XapakrtepHas jsi MHGEKIUOHHBIX HO30JO0TH
(suxopajika, 9K3aHTeMa, 9HAHTEMA, KOHBIOHKTUBUT, JIM-
dhoagenonatus). OnHAKO MOABEPKEHHOCTD 3a00JI€BAHIIO
JIUI] MY’KCKOTO TI0JIa M BBICOKAsl €ro 4acToTa CPeIn jieTeit
paHHero Bo3pacta B SIoHUU U JIKIL ATTOHCKOTO TIPOUCXOXK-
JICHUS CBUIETEIBCTBYIOT TPOTUB 9TOTO TIPEIIOIOKEHUS.

CymecTByer rumoresa, 4to 6osesnb KaBacaku BbI3bI-
BaeTCs IIOBCEMECTHO PACIIPOCTPAHEHHBIM MH(MEKITMOHHBIM
ATEeHTOM, HO CUMIITOMBI 3200JI€BAHNUST PA3BUBAIOTCSI TOJBKO
Yy TEHETUYECKHU IPeJPACIIONOKEHHBIX JIUIl, B YACTHOCTH
y asuaroB. Huskas 3a6osieBaeMOCTb y JieTeii nepBbix 6 Me-
CAIIEB KU3HU, BO3MOKHO, CBSI3aHA C TACCUBHON NMMYHH3a-
IMel aHTUTEJIAMU, TIOJlyYeHHBIMUA OT MaTepH, a B3pocJjioe
HacesieHre He GoJieeT BBUJLY HAJTMUYMSI UMMYHUTETA.

[loJiroe Bpemst paccMaTpUBAJIACh ITHOJIOTHYECKAT POJIb
CJIeLyI0INX BO30YyIUTENEll: CTPEITOKOKKOB (YCTaHOBJIEHO
MOBBINIEHNE TUTPOB AHTUCTPENITOKOKKOBBIX AHTUTEJ Y Yac-
TH nanuenTos ¢ 6osesnnio Kapacakn ); nepcunmuii (maTore-
HbIE HEPCUHUY BBIIEJSIICH 13 heKasuii, 00HAPYKUBAIUCH
JIMAarHOCTUYECKUE TUTPI AHTUTEJ Y OT/IEJbHBIX GOJBHBIX );
Bupyca Jnmreiina—bapp (BbISABILICA Y 3HAUUTETBHOTO
YKCJIa MAUEHTOB B TedeHue 3 MecsIIeB mocje Havana 6o-
JIE3HU ), KPOME 3TOT0, U3ydyaIach PoJib KOPOHABUPYCOB, PO-
TaBUPYCOB; aJIEHOBUPYCOB 3-TO THUIIA; BUPYCOB IIPOCTOTO
reprieca; BupycoB ECHO 11, Ho Bce aTu 1annble He HAILIN
CBOETO TTO/ITBEPKICHUS.

IMarorenes. Tunoresa natorenesa 6osesnu Kapacaku
dhopmypyeTes caeayionM o6pa3oM: UMMYHHAsT BOC-
HPUUMYHUBOCTD K O0J1e3Hn KaBacaku siBJIsIeTCsI CKOpPee OJIH-
TOKJIOHAJIbHON (AaHTUTE€H-3aBUCUMOIA ), YeM TTOJUKIOHAJb-
HO¥ (XapaKTePHOMH /iJisI BOCIIPUUMYUBOCTH CYTIEPAHTUTEHA),
B 9TOM IIpollecce BeAYIIYI0 POJb UTPAIOT TljIa3MaTuye-
CKHe€ KJIeTKH, BbIpabaTbiBaoriue nMMyHorno0yaun A (IgA).
MaccuBHast UHOUIBTPAIINA BEPXHUX /[bIXaTEJIbHBIX Ty Tei
[JIA3MAaTHYECKUME KJIeTKaMu 11pu Gosie3nn KaBacaku cxofi-
Ha ¢ OOHAPY/KUBAEMOIl TIPH TSKEJNbIX BUPYCHBIX WH(EK-
uax. CienoBaresbHO, MOKHO MTPEAIONO0KUTD, YTO ITUO-
JIOTMYECKUI areHT, Bbhl3blBamomnil Oosesdnn Kasacaku,
[IPOHUKAET B OPraHU3M Yepe3 BepXHHUeE JbIXaTeIbHble My THU.
BoipabarbiBaemble TIpu 9TOM (PEPMEHTBI, B TOM YUCJE Me-
TAJUIONPOTEUHA3DI, CTIOCOOHBI HAPYIIATH [[EJIOCTHOCTH CTEH-
KU apTepuii. BaxHyio poJib B pa3BUTUU BaCKYJINUTA, BEPOAT-
Ho, urpaiot (akrop pocta cocyaucroro suporenus (VEGF),
akrop aktuanuu u xemorakcuca monorutos (MCAF,
MCP-1). B ocrpyio dasy 6osesnn KaBacaku rnpoucxomur
akTuBanus T-KIeTOK ¢ MPOAYKIIMEN ITPOBOCIIATUTEIbHBIX
IIUTOKUHOB, B repByio ouepeab MHO-o. JlokamabHast mpo-
nykius QHO-o B anioTeIMn BeeT K IeCTPYKIIUU 9KCTpa-
HEJUTIOJAPHOTO MATPUKCA U MHAYKIIUU BIPAaGOTKU MeTasl-
sonporennassl 9 (MMII 9), 3anyckaionieit jerpajanuio
9JIACTUHA, YTO SIBJIAETCS MPU3HAKOM (POPMUPOBAHNS aHEB-
PU3MBIL.

Tucronornyueckue Haxoaku mpu Gosesnn KaBacaku xa-
PaKTEepU3YIOTCSA MAHBACKYJIUTOM € HEKPO3OM JHIOTENNS

u i dy3HO0IT MOHOHYKJIEAPHOU MH(UIBTPAIIUEN B CTEHKAX
MEJIKUX U CPeIHUX apTepuil. Boienens natomopdosorn-
yeckue craguu 3abonesanusg (Oshio G., 1985): cragma 1
(0—12 nenb) — oCTpbIil BACKYJIUT MUKPOCOCYIOB U apTEPUil
MaJIOro Kaarbpa, a TaKsKe 0CTPast MePUBACKYJISIPHAST PeaK-
U1 ¥ DHAAPTEPUUT KPYIHBIX apTePHil, yKa3aHHble U3Me-
HEHWST BbIPAXKEHbI B BEHEUHbBIX aprepusx; ctaaus 2 (12—
25 fleHb) — MaHBACKYJUT U (DOPMHUPOBAHUE aHEBPU3M
B KOPOHAPHBIX APTEPUAX C UCXOAOM B TPOMOO3 U JIOKATHHYIO
obcrpykuumio; cranust 3 (26—40 geHb) — HOABIISIOTCS Ipa-
HYJISIIUU B CTEHKAX ¥ [EPUBACKYJISIPHOM JIOJKE apTepuit
cpeztero kaamnbpa, 0cOOEHHO B KOPOHAPHBIX, B TO 5Ke BPeMst
IIPOMCXO/IUT PErPeCC BOCIAJIEHMS B MUKPOCOCYIAX U MeJI-
KMX aprepusx; craans 4 (¢ 40 aus u ganee) — pyOieBaHue
U yTOJIIIeHe UHTUMBI, Kajabliudukaims, GopMupoBaHie
TPOMOOB, PEKaHAIU3AIUSA EPBUYHO TPOMOUPOBAHHBIX
KPYIHbBIX apTepuil. ApTepruT 0COOEHHO PE3KO BBIPAKEH U
4acTo HAOMIOMAETCS] B KOPOHAPHOM PYCJIE U MOJB3/OIIHBIX
apTepusix, OJIHAKO GOJIBITMHCTBO BETBEH a0pPTHI (Me3eHTepHU-
aJIbHbI€, [I0YeYHbIe, TIOKJIIOYNYHbIE, COHHbIE, IeYeHOYHAs )
TaKyKe MOTYT OBITh BOBJIEUEHDI B [TATOJIOTUIECKUIT TPOTIECC.

DopmMupoBaHe aHEBPU3M B TJIABHBIX KOPOHAPHBIX ap-
TepUsIX ABJISAETCS HanboJee XapaKTePHbIM MPU3HAKOM 3a-
GoseBanst: 0661910 Yy 20—25% 60JIbHBIX O€3 Jiedenst u'y 4%
[IPY CBOEBPEMEHHOW TePaluy Pa3BUBAIOTCSI KOPOHAPHbIE
MOBPEXKIEHNS; aHeBPU3MbI TeprdepudecKux aprepuit
00BIYHO COIYTCTBYIOT KOPOHAPHBIM aHeBpuaMam. Habrio-
JAI0TCSI MHTEPCTUITNAIBHBIN MIOKAP/IUT, IEPUKAPAUT, BOC-
najieHue CUHYCOBOTO y3Jia U aTPUOBEHTPUKYJISIPHON PO-
BOJISIIIIEN CUCTEMBI, BATTbBYJIUT.

Cy1iecTByeT TIpe/IoNoKeHrne, YT0 BACKYJIHT 11pu 60-
se3nn KaBacaku mpenpacriosiaraer K mpesk/ieBpeMeHHOMY
Pa3BUTHUIO ATEPOCKJIEPO3a.

Cumnromsl u Teyenue. bosesnp KaBacaku ornocst
K JIMXOPAIOYHbIM 3a60/1eBanusaM. THKYGAIMOHHBII Iepuoj
HeussecreH. Teuenue Gosesnn Kasacaku MoskeT ObITh pas-
zeieno Ha craguu: octpas ¢pedpubias (1-11 gens), moxa-
ocrpast (11-21 nenn), Boiznoponienue (21-60 nenb) u xpo-
HUYECKasi, KOTOPYIO BBIJENSIIOT TOJBKO Y OOJbHBIX
C CepleYHbIMU OCIOKHEHUAMU. /lnarnocTuyeckue KInHu-
yeckue kpurepun Gonesnn Kasacaku: suxopaaka 5 aueit
u 6oJiee; 1 IPUCYTCTBUE KAK MUHUMYM 4 U3 5 CUMIITOMOB:
JIBYCTOPOHHSISI HHbEIIMPOBAHHOCTD COCYIOB KOHBIOHKTUBDI
6e3 06pa3oBaHust IKCCY/IATa, TATOJOTUYECKUE U3MEHEHUS
CJIMBUCTHIX 060JI04eK I'y6 U I10JI0CTH PTa (9prTemMa, TPelu-
HBI I'y0, «KJITyOHUYHBIH SI3BIK>, PACTIPOCTPAHEHHAST HHbEIU-
POBAHHOCTH CJAMBUCTHIX 0GOJIOUEK TTOJOCTH PTa U TIIOTKH );
CUMIITOMBI CO CTOPOHBI KOHEUHOCTEIN: B OCTPYIO (ha3y apu-
TeMa JIaloHel, TO/IOIIB, OTeK KUCTEN U CTOII, a B IIOZIOCTPYIO
(haszy — OKOJIOHOITeBOE IIeyIIeHre MaJblleB PYK U HOT;
nosmMopdHast apuTeMa U IK3aHTeMa; MieitHas jumdboae-
HomaTus (yBesmyeH vaiie oauH jumboysen boee 1,5 cm
B IMaMeTPe), OOBIYHO OJIHOCTOPOHHSIS.

[l TUXOpazKu XapaKTepHO PEMUTUPYIOIee TeueHe
C BBICOKUMU TIUKAMU U PE3UCTEHTHOCTHIO K AHTUMUKPOOHOM
Tepanuu, Temiieparypa rnossiiiaercs 10 39-40 °C, ee jiu-
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TeJbHOCTH cocTaBJisieT 1—2 Hejiesin, HO MOJKET 3aTSATUBATD-
cau 10 3—4 ney. [lpu ycsioBuu ajleKBaTHOM TEPAITUU JINXO-
pazka Kynupyercs B Teuenue 2 cytok. [Ipogosxurenbuag
JIIXopaKa aBisercs GakTopoM pUCKa Pa3BUTHS TIOpaske-
HUI KOPOHAPHBIX apTEPUI.

BolienepeunciieHHbIe KIMHUYECKUe TPU3HAKK H0J1e3-
Hu KaBacaku He IpoSBIIAIOTCA B OJTHO U TO JK€ BPEMsI, U Tpe-
OyeTcst BHUMATEIbHOE HABIIO/IeHIe 3a MAIMeHTOM B Teve-
HU€ HECKOJbKUX CYTOK, YTOObI UMETh BO3MOYKHOCTD
[IOCTABUTD ITPABUJIbHBIN IUATHO3.

JIByCTOPOHHSIS MHBEIIMPOBAHHOCTH COCY/IOB KOHBIOH-
KTUBbI TJIA3HBIX A0JOK U BeK BbIsBIIsgeTCs Gosiee ueM y 90%
GOJIbHBIX, €€ MOKHO BBISIBUTH CPa3y MOCJe Hayaaa JIUX0-
panku. HbEIMPOBAHHOCTH OOBIYHO HE COTPOBOKIAETCS
THOIHBIM OT/Ie/IIeMBIM, 6€300JIe3HEHHA, OTMEYAeTCsl CBETO-
60s131b. IIpu KMccae0BaHUN Ha IIEJIEBOM JlaMIle MOKHO
BBISIBUTDH UPUAOIUKJIUT UJIH EPETHUH YBEUT.

V3meneHus: causnucTbix 06004eK Iy6 U IIOJIOCTH pTa
SIBJISTIOTCST SIPKO BBIPA’KEHHBIMU: 3PUTEMA, TPEIUHBI I'y0,
KPOBOTEUEHUS U3 TPEIIUH, «<MAJTUHOBBII WJIN KITyOHUYHBIIT
S3BIK» C BBICTYTAIONUMU COCOYKAMU, PACIIPOCTPAHEHHAS
UHBEIMPOBAHHOCTD CJAUZUCTHIX 000J0UYEK MOJOCTU PTa
U TJIOTKU COXPaHSIOTCs B Tedenune 7—14 nueit.

IK3aHTeMa 0OBIYHO MOSBJAETCS HA 5 JIeHb OT Havyasa
JIUXOpanKy, HauboJjiee yacto Berpedaerca auddysHas Ma-
KyJIolaiyJjie3Hasi apuremMa. Bo3MOXKHO TOSBJIEHE CKapJia-
TUHONOA0OHO CHITIH, YPTUKAPHBIX 3JIEMEHTOB, Pa3JIUYHbIX
TUIIOB APUTEMBbI. Bbichianust 06BIYHO PACIIOIATAIOTCS
HA TYJIOBUIIE M KOHEYHOCTSIX CO CTYIEHIEM B 06JIaCTH ITPO-
MEKHOCTH, T7l€ PAHO HAYWHAETCS TeJIyIeHue.

XapaKTepHbl CUMIITOMBI CO CTOPOHBI KOHEYHOCTE: B OC-
Tpyio hazy oTMeuyaeTcs apuTeMa U MHAYpaIus JaJToHel,
MOJIOIIB, OTEK KUCTEH U CTOII, a B TIOAOCTPYIO (hady — OKo-
JIOHOTTEBOE [JIACTUHYATOE HIETYIIIEHIE MTAJIbIEB PYK 1 HOT,
KOTOPOE MOKET PACIPOCTPAHATHCS Ha JIAJIOHU U MOJIOIITBBI;
KpoMe 3Toro, yepe3 1-2 mecdiia ot Havana JUXOPaJKu
Ha HOTTEBBIX ILIACTUHKAX MOKHO OOHAPYKHUTH TIyOOKMe
nonepeunsie 60posaku (uHun boa), KOTopble COXPaHIIOT-
€51 10 TIOJIHOU 3aMeHbl HOTTEeBOM TJIACTUHKHU.

OnnocropoHHss mieitHas TuM@oaIeHONaTH SIBJISIETCS
TaK)Ke XapaKTePHBIM Npr3HakoM Oosie3nn KaBacaku, daiie
YBEJNYUBAETCS HECKOJIBKO JTMM(paTHIecKux y3/0B 10 1,5 cm
u 6oJiee, HarHOeHUs OOBIYHO He ObIBaeT, KoxKa Ha TUMdO-
y3JIOM He U3MeHEeHa.

[Topaxenue cepiedHO-COCYIUCTON CUCTEMBI: BOBJIeYe-
HUE B ATOJOTUUYEeCKU TIPOIECC CePAeUHO-COCYIUCTOM CHC-
TEMBI SIBJISIETCS] XapaKTePHbIM MTpu3HakoM Oosiesnn Kapa-
CaKM, OCHOBHON IPUYMHOI JIJIUTEIBHOTO TedeH st O0JIe3HM
1 JIeTaJIbHBIX MCX0/I0B. Hallle Bcero pa3BUBaeTCsl MUOKAPIUT
(40-72% ciyuaeB), ero cTeleHb TSIKECTU He KOPPeJaupyer
C HAJIMYKUEM WJIM OTCYTCTBMEM PUCKA PAa3BUTHUS AHEBPU3M
KOpoHapHbIX aprepuit. CokpaTuTerbHast CHOCOOHOCTH MUO-
Kap/a ObICTPO BOCCTAHABJIMBAETCS TIOCIE BHYTPUBEHHOTO
BBEIEHMs Y-TJI00YJIHA.

AneBpU3MbI KOPOHAPHBIX apTePUil BOZHUKAIOT B 20—
25% cityuaes 6e3 IPOBeIeHNUsT AIEKBATHON TEPATIMU U TOJIb-

KO B 4—5% — IIPU BBEJICHUU UIMMYHOTJIOOYJIMHOB U [TPUEME
aleTUIICATTUIINIIOBOM KucsioThl. CorsiacHo Kiaccudukamm
AMEpPUKAHCKOIT aCCOIMAIIIY CEP/IIIA, AHEBPU3MBbI PA3/IEJISIOT
Ha TPH KJlacca: MaJibie (BHYTPEHHUI THaMeTp MeHee 5 MM ),
cpennue (BHYTPEHHUI 1aMeTp OT 5 710 8 MM), THTAaHTCKHE
(BHYTpeHHUI fuamerp Gosee 8 MMm).

K apyrum nopaxenuam cepaia npu 6osesnu Kasacaku
OTHOCSITCSE: TIPOJIATIC MUTPAIBHOTO KJIATIaHa, apTepUuuT 6e3
00pa3oBaHst AHEBPU3M, BBITIOTHON MEPUKAP/INT, BAIBBYJIUT.
Bosnuknosenue mposarca KianaHos (MUTPAJIbHOTO HJIN
A0PTAJILHOIO0) TI0C/Ie KYIIMPOBAaHUS OCTPOii (hasbl 60JIe3HM
SIBJISIETCSI CJIE/ICTBUEM UIlIeMU MUOKap/a. Omucanbl crydan
[IO3/IHETO PA3BUTHS BAJIbBYJUTOB, HE CBSI3AHHBIX C HIIle-
Mueil.

Nlpyrue cuMnToMsl 3a6oseBanus. B nepByio Hememo
JINXOPAJIKHM 9aCTO BCTPEUAIOTCS APTPUTHI U APTPAJITHH, BO-
BJIEKAETCSA GOJIBIIOE UMCIIO CYCTABOB, HO IPEUMYTIECTBEHHO
MeKuX (MesKk(haJaHTOBbIE U T. /1. ), & IPU PAa3BUTUU aPTPUTOB
nocaie 10 gusa 601e3HK B IPOLECC YALlle BOBIEKAIOTCS KPYII-
HbIe cycTaBbl (KoJIeHHbIe, ToJeHocTonHbie). Yacto (15—
20%) B TeueHIe MEPBHIX 2 HEAEb OOJE3HN BBISIBJISIIOTCS
CUMIITOMBI BOBJIeUeHUsI B TaTosiorndeckuii rpoiecc JKKT:
pBOTa, Auapes, 60neBOI abAOMUHAIBHbII CUHIPOM, Tela-
TOMeraJius, rureprpancdepasemus, KeJaTyxa, OCTPbIN He-
KaJIbKYJIE3HbIIT XOIEIUCTHUT.

AcernTuueckuii MEHUHTUT BO3HUKAET OOBIYHO B TEUEHUE
nepsbix 10 gueit muxopanku B 10—-53% coaydaes. Cpenu He-
BPOJIOTMYECKUX [TPOSIBIIEHUIT MOTYT BCTPEUYATHCS SIBJIEHUST
1epebpPaIbHOTO BACKYJIUTA U MUPAMUIHBIE PACCTPOICTBA
B BUJIE HAPYIIEHUIT TIOXOIKU, KOTOPbIE UCY€3AI0T CIIOHTAH-
HO B TeueHue Mecsia 6e3 mocjaeicTBU. Y TallueHTOB MOXK-
HO HAOJI0/IaTh TPAHZUTOPHYIO MOTEPIO CIAYXA.

M3menenust 1abopaTopHbIX OKasaTesei pu 60JIe3Hu
Kasacaku necrenuduynbl, o4Hako paspaboTanbl tabopa-
TOpHbBIE JIUATHOCTUYECKUE TIpU3HaKky Oosesnn Kasacaku,
K HUM OTHOCSTCSL: JIefikonuTos Goee 15x 109 /11 ¢ neiirpo-
(¢usie3oM U cIBUTOM BJIEBO, MOBbIIIeHNE YpoBHsT C-peak-
tusnoro Oeska (CPB) 6oxee 30 /71, yckopenne COD Gonee
40 MM /4gac, mocJie 7-To AHS TUXOPaiKh — TPOMOOLUTO3 60-
nee 450x 108 /;1; HopMoLMTapHas HOPMOXPOMHAST AHEMUS;
runoansbymunemus (Meree 30 r/11); cTepubHas JTEHKOL1-
TYPUSI, CBSI3aHHAsI C PA3BUTHEM YPETPUTA; rutieprpancde-
pasemusi, IJIEONUTO3 ¢ TPeobIajlaHneM MOHOHYKJIEAPOB
B 1epebpocinHaibioi skuakoct. Hopmanusanus COI
n CPB npoucxomut k 6—10-ii Hepesm 601e3HH, 4UCJI0 TPOM-
GOIMTOB HAYMHAET HAPACTATh HA BTOPOii Hezese 6o/e3Hu,
JOCTUTAaeT CBOEr0 MaKCHUMyMa Ha 3-ii Hejiesie U IPUXOIUT
K HOpMe K 7—8-11 Hezesie 60JIe3HN.

Kpome aToro, MOKeT BBISIBJASATHCS IUCIUITUIEMUST
CO CHIDKEHUMEM YPOBHS XOJIECTEPUHA, JIUTIOTIPOTEMHOB BbI-
COKOM IJIOTHOCTH U [OBBIIIEHIEM KOHIIEHTPAIIMY TPUTJIU-
LEPUJIOB U JINTIOMPOTEMHOB HU3KOI IJIOTHOCTH; TUTIEPOH-
JIMpyOUHEMUSL.

HMuarnos u muddepeniuanpHpiii tuariod. He cyrie-
CTBYET METOIOB IMATHOCTHUKH, ClIeNnMUIecKuX st 6oJies-
nu Kasacaxu. /[Marnos oCHOBBIBAETCSA HA OOHAPY/KEHUH
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y 6OJIBHOTO MATOTHOMOHUYHBIX JIMATHOCTUYECKUX 1 J1ah0-
patopHbIX Kputepues Gosresnn KaBacaku: INXOPajiKu B Te-
yenue 5 Hel uin 6osiee B IPUCYTCTBUM XOTsI Obl YETHIPEX
U3 TATU CIEYIONNX KPUTEPHUEB: JABYCTOPOHHUM KOHBIOH-
KTUBUT, O/IMH WK HoJIee TPU3HAKOB M3MEHEH Wi CJIM3UCTBIX
060JI04eK PECTIMPATOPHOTO TPAKTA, BKIIOUAsA (GapUHTHT,
CyXWe€, KPaCHBIE U TIOTPECKABIITHECS I'yObl, «3eMJISTHUYHbI»
SI3BIK, OJIUH WU H0JIee TPUZHAKOB CO CTOPOHBI KOKU KOHEU-
HOCTel, BKJIIOYasd nepudepudeckuii 0Tek, JecKBaMaluio
BOKPYT KOKU HOTTEIA, a TaK’Ke Ha JIAJ0HAX U CTOMAX, ChITlb
MPEUMYIIECTBEHHO Ha TYJIOBUIIE, MEHHbIN JuMdaneHuT;
M OTCYTCTBUU APYTON M3BECTHOI O0I€3HU IO TBEPIKACHHON
HTUOJIOTUH, KOTOPAsI BbI3BAJIa ObI [TOSIBJICHIE ITUX CUMIITO-
MOB.

Cuetyer o4epKHyTh, uTo O0sie3Hb KaBacaku He siB-
JIAETCSl «IMarHo30M UCKJIOUEHUS», CIel0BATeNbHO, IPU
HAJIMYUU CUMIITOMOB, XapaKTePHBIX /I cuHapoMa Kasa-
CaKu, STOT JUATHO3 JIOJIKEH OBbITh YCTaHOBJIEH, U, CAMOe
riaBHoe, peGEHOK JIOJKEH TIOJMYYUTh CIeln(UIecKyio Te-
panuio.

Benymue poccuiickue neTckue KapAnopeBMaTOJIOTH
PEKOMEH/IYIOT TIalleHTaM MePBBIX 6 Mecs1eB JKU3HU C JIU-
XOPaJKOHN JJINTETHHOCTHIO 5—7 [HEN U HeyCTaHOBJIEHHBIM
JIMATHO30M TTPOBOIUTD JTAGOPATOPHbIE HCCIIEIOBAHNSI, A TIPH
HAJIMYWU TIPU3HAKOB CUCTEMHOTO Bocnanenus — IXoKT
JlaKe B OTCYTCTBHUE JAPYTUX KIMHUYECKUX TPUSHAKOB 6OJIe3-
nu KaBacaku.

Juddepenimanbiyio quarioctuky 6osesnu Kasacaku
MIPOBOJIAAT C MTUPOKUM KPYroM HH(EKITMOHHBIX 1 HEMHDEK-
LMOHHBIX 3a00meBannii (Tab1. 1): CTPENTOKOKKOBOI nH(eK-
1€, HEPCUHIO30M U MICEBAOTYOEPKYJIE30M, JIETITOCITHPO-
30M, KJIEI[EBbIM CHCTEMHBIM GOPPENNO30M, MATHUCTON
Juxopakoit CKaJMCTBIX TOP U IPYTUMU PUKKETCHO3aMU,
AHTEPOBUPYCHOU nH(EKINEN, KOPbIO, TOKCOKAPO30M, CUH-
npomoM CtuBenca—/{3KOHCOHA, TOBEHUIBHBIM XPOHUUYECKUM
APTPUTOM, Y3€JKOBBIM IIEPUAPTEPUUTOM, CETICUCOM Pa3Jiny-
HOU 9THOJIOTUH; ¢ GOJIE3HSIMU, COIIPOBOKAAIONIMMUCS KO-

poHapuTamu: cuHapom Pelitepa, y3eqKOBbBIN IepUapTePUNT,
TUTaHTOKJIETOUHBII apTePUUT, apTEPUUT Takascy, 60/1e3Hb
bexueta, cunpom Korana, capkonios, cucduimc, HLA-B27
ACCOIMMPOBAHHASA CIOHIUIOAPTPOIATHS, ATEPOCKIIEPO3,
cudumc, anTudochoTUUAHBIN CUHAPOM, CHHIPOM JJep-
ca—/lansoca, cungpom Mapdana, romonuctTunypus, 60-
Je3ub Bioprepa, GubpombIieuHast IUCIIA3UA.
Ocuosknenus. KapauoBackyJisipHble OCl0KHeHNst 00-
sne3nn KaBacaku: nH(peKIMOHHO-TOKCUYECKUH 10K, UIlle-
MudecKast 00J1e3Hb cep/iia; nHGAPKT MHOKap/a BOSHUKAET
B peayJisrate TpoMO0IMOOINUECKON OKKITIO3UH AaHEBPH3MbI
Ju0b0 CTEHO3a KOPOHAPHOU apTepUN; ANTATAIIMOHHAS Kap-
JIMOMUOTIATUS; ceplledHass HeJJOCTATOYHOCTh; aHEeBPU3Ma
JIEBOTO JKeJTYy/I0UKa; CTONKMEe HApYIIeHus pUTMa cepiia
U [IPOBOIMMOCTH; BHE3AIIHAs cepjiedyHasi cMepTh. bosie3nn
Kasacaku siBiisieTcst OCHOBHOM MPUYMHOM BO3ZHUKHOBEHUS
npuoOpeTeHHbIX IIOPOKOB cepana B SAnonuu u CIITA.
Buecepaeunbie 0Cc/10KHEHNS: BOJSHKA JKETYHOTO TTy3bI-
P4, OCTPBIIA X0menucTuT; 6os1e3ns [lepreca; ocTpas Kumed-
Has HEIIPOXO/JIMMOCTD; TaHTPeHA TaJIbIleB; AaHEBPU3MBI I1e-
pudepuuecKkux apTepuii.
Jleuenue. Tepanuio Gosnesnu Kasacaku mposogsar
B yCJIOBUSIX cTaronapa. [Ipermaparamu Bbi60pa sIBJISIOTCS
BHYTpUBeHHbIe UMMYyHOrI00yauabl (BBUT) B coueranun
C aleTUJICATUIIUIOBON KUCIOTONH. BHYTPUBEHHDBIN UMMY-
HOTI06y U H (Y-TII00YIUH) T0JIKEH ObITh BBEJICH TTAITMEHTY
B Teuenue 12 yacoB 1ocJie yCTaHOBJIEHUS JIMATHO3A B /103€
2 1/Kr Macchl Tesia oiHoKpaTHO B Teduenue 10—12 vacos. [lyis
MOJIyYeHUsT MAaKCUMAJIbHOTO KJIUHUYeCKoro adgdexra BBe-
nenvie BBUT no/xHO OBITH IIPOM3BEAEHO He nosaHee 10 aus
6osesnn, a(PeKTUBHOCTD 1penapata 1mociae 10-ro gusa 6o-
JIE3HU WJIM TIPU yiKe c(HOPMUPOBABIINXCH aHEBPU3Max
He ycranosyiena. [Ipu orcyrerBun addexra ot ctaproBoit
Tepanuu IMMYHOTJIO0YJIHHOM BBE/IEHIUE TIPerapaTa moBTo-
PSIOT B TOM Ke /103e uepe3 36—48 yacos.
AlleTUICAININIOBAS KUCTIOTA OKA3bIBAET IPOTUBOBOC-
HAJIUTETHHOE U TPOTUBOTPOMOOTUUECKOE JIEICTBIE, B OCT-

Ta6Amua 1. Hozorornueckme popmbl, € KOTOpbiMU HeoOx0AMMO AncpchepeHumnpoBarb cuHapom KaBacaku y Aetei

BakrepuanbHbie ungexnun BupycHbie undexnun ITapasuro3abl JIpyrue Ho300rHYecKkue hopMbI

CTpenToKoKKo- ODHTEPOBUPYCHAS Tpuxwunesnes PesmaTtuam

Bast MHMEKIHS nHpexus Tokcokapos lemopparnyeckuit BacKyauT

Wepcunnossr Kpacnyxa Bucniepanbubrit CucreMHble BACKYJIUTHI IPYTON 9THOJIOTHHI

Jlenrrocninpo3s Kops JIEWIITMaHN03 IOBenmTbHBII XPOHUYECKUTT ADTPUT

Jlucrepmnos lepniecBupycubre nadexuu | Mansgpus [OBenmIBHBIN MAMOTIATIYECKUIT aDTPUT

bpynennes (BBI3BAaHHBIE BUPYCOM OIIIII- Tybepkynes

Bpromnoit tud telina—bapp, uromerasno- Omnyxomn

Tynspemust BUPYCOM, BUPYCaMU reprieca JlumdorpanysemaTos

Pukkercnosst 6, 7 Tuma) Jleiikos

MeHUHTOKOKKOBasT Temopparunueckue TucrrormTosst

nHpEKIHT JINXOPAJIKN Cericuc

Kuewesoii 6oppennos [TapBoBupycHas undexims Kpanusania

B19 Tokcunepmus

Cunnpom Crusenca—/[;xoHcona
Cunnpowm Jlaiiemna
KpuonuprH-accolMupoBaHHbIN CHHIPOM
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pyio (hasy 3abosieBanus ee HazHadaoT B 1o3e 80—100 mr/Kr
MAacChl TeJia B CyTKU B 4 TIpreMa, 1Py OTCYTCTBUM JINXOPA/I-
ku B Teuenuie 72—120 yacoB 103y alleTUIICATUITUIOBOM KUC-
JIOTBI CHUKAIOT JI0 3—5 MT/KT Macchl TeJia B CyTKH (aHTHAT-
peranTHbiil addekT) B oqun npueM. B nocieanee BpeMs
MHOTHE UCCJIEIOBATENIN TOBOPSIT O HEOOXOMMOCTH CHIKE-
HUST 03Bl alleTUICATUIINI0BON KucaoThl (30—50 mMr/Kr
B CyTKH) B ocTpyIo (hasy Gosestu. [ImurebHOCTh HasHave-
Hus acupuna 6—8 Hejiesib, €C/iM He BbISIBJIEHO aHEBPU3M
KOPOHAPHBIX apTepUii, TPU UX HAINYMHU IPUEM acliupruHa
MIPOJIOJIKAIOT [ITTUTEIHO, B 3TOM CJIydae MOTYT OBbITh HC-
10JIb30BaHbl He(PAKIIMOHUPOBAHHBIN MJIM HU3KOMOJIE-
KYJIIPHBII rernaput, Baphaput, IUIHPUAAMOJ, KIOMNI0-
rped.

B caryuae TpoM603a KOPOHAPHBIX ApTEPUIL JIEYEHUE IIPO-
BOZIAT COTJIACHO aJITOPUTMY TepPaliii OCTPOTO KOPOHAPHOTO
CHHJIPOMA Y B3POCIBIX (CTPENTOKMHA32, YPOKMHA3A, (hakTop
AKTUBAIMY TKAHEBOTO IMJIa3MUHOTEHA, MHIMOUTOP TJIU-
xonporennos IIb/IIla (abuukcumad)).

ADGEeKTUBHOCTD TIIIOKOKOPTUKOMAOB ITpu Gosiesnu Ka-
Bacaku juckytabesnbua. OTaebHbIE aBTOPBI CYUTAIOT, UTO
ux 3G GEKTUBHOCTD He JOKa3aHa IPU JaHHOM 3a60JIeBaHNH,
a IIPUMeHeHHe KOPTUKOCTEPOUIOB B OCTPYIO (hazy HoJie3Hu
MOJIHOCTBIO ITPOTUBOTIOKA3aHO, TAK KAK OHU CIIOCOOCTBYIOT
Pa3BUTHIO aHEBPU3M U BO3HUKHOBEHUIO TPOMO030B. [[pyrue
uccaenoBaresn coobiaoT 06 ux aGGEKTUBHOCTH Y IIali-
€HTOB, KIMHUYECKU U J]aBOPATOPHO «HE OTBEYAIOIUX>
Ha nmoBTopHoe BBeZieHue BBUT, u pekoMeHyIoT B 9TUX CJIY-
YasxX IIPOBOAUTH IIyJIbC-TEPANTUIO METUIIIPEIHUI0JIOHOM
B n03e 30 Mr/KT Macchl Tesia B Teyenune 2—3 yacoB 1 pas
B cyTkH B Teuenue 2—3 nueil. /lokazana apdexkruBuoCTh
6moxaTopoB @HO-o (undaukcrnmaba) Kak mpenapaTos
CTapTOBOII Teparuu B COYETAHUN ¢ UMMYHOTJIOOYIMHAMU,
TaKk ¥ B BUJe MOHOTEPAIINHU, UMEIOTCS coobienus 06 ag-
dextusnoctu 6aokatopo @HO-0 pu pe3HCTEHTHBIX
K TpaguIMOHHON Teparuu dopmax 6onesnu Kapacaku.

OrtnenbHbIe aBTOPBI PEKOMEH/IYIOT BKJIIOYATh B KOM-
IJIEKC Tepannuy TpeHTtas B o3e 10—15 Mr/Kr/cyT, Tak Kak
on 6oxupyer sorpaborky DHO-o, Kypce TpeHnTana 06bI9HO
cocransieT 1,5 mec. Xopoiiie KINHUYECKUE PE3YJIbTAThI
MIOJIyY€eHbI IPU TPOBeZieHnH T1a3mModepesa.

3HayuTebHAA CTEIIeHb OKKJIIO3UU JIEBOH IJIABHON KO-
poHapHO# apTepu, J1O0 HoJiee YeM OHOIM U3 KOPOHAPHBIX
BeTBel; 3HAUNTEIbHAS OKKJIIO3U TPOKCUMAJIBHOTO y4acT-
Ka JIeBOU TepeqiHell HUCXOAAIIEH apTepun U IIJI0X0N KOJI-
JIaTePAJIbHBIN KPOBOTOK SBJISIOTCS OKA3aHUSAMU K ITPOBE-
JIEHUIO A0PTO-KOPOHAPHOTO MIYHTUPOBAHUS.

Iporuos. IIporHos st KU3HU U 340POBbs GJaro-
npuarHbii. Jleranapnocts npu 6onesan Kasacaku 6e3 mpu-
MEHEHUsI BHY TPUBEHHBIX UMMYHOTJIOOYJIMHOB COCTABJISIIA
2-3%, a Ipu UX NPUMeHEeHUH JeTaJIbHOCTb CHU3UJIACDH
1o 0,02-0,1%.

YeTaHoBIIEHO, YTO BTOPASI U TPEThST Hele i 3a00JIeBaHUST
SIBJISTIOTCST HanboJiee OMACHBIMU BBUJLY CAMOTO BBICOKOTO
pHCKa KOPOHAPHOTO TpoMOO03a, HH(apKTa MUOKAP/Ia U Jie-
TAJIBbHOTO UCXOJIA.

IIpodunakTrka u MeponpusTus B ouare. He paspabo-
TaHBI.

IIpaBuia BHIMUCKY MAUUEHTOB. [[ariuenTs MOTYT ObITh
BBIIIMCAHBI U3 CTallMOHApa He paHee 21-ro JiHd TPy yCJI0BUM
[IPOBE/ICHUS aJIEKBATHOM Tepanuu 1 OTCYTCTBUU OCJIOKHE-
Huii. Bo BceX OCTa/IbHBIX CJIydYasX JIUTeNbHOCTD TOCIIATA-
JIN3AIUY OTIPEIEJIIeTCS NHANBUILYATBHO.

Mucnancepusanus. [lanyenTsl, nepeteciive 60J1€3Hb
KaBacaku, HysK/IAIOTCSI B JIUCITAHCEPHOM HAOJIO/IEHUN Tie-
nuartpa u KkapjauopesmatoJiora. Bemmosansior IKI, axokap-
morpaduio B IUHAMUKE, TIPH HEOOXOIUMOCTH [TPOBOISIT
xoJitepoBckoe MmouuTopupoBanue IKI, koponaporpaduio.

Takum 06pazoMm, serckre HHGEKITMOHUCTHI U TTeNATPbI
B CBO€li TPO(HeCCUOHAIBHON JIEATETLHOCTH CTATKMBAIOTCS
¢ 60sibHBIMU ¢ OoJte3HbIo KaBacaxy, HO, K COKIEHUIO, YACTO
He yCTaHABJUBAIOT ITPaBUJIbHBIN quarHo3. IIpoBenenue pa-
[MOHAJIBHO TepPaIK U CBOEBPEMEHHOTO 00CJIeI0BAHNUSI
CCC pebyer coBMeCTHOM pabOThI ¢ KapANOPEBMATOIOTAM.
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SIEMENS

YAK 616.151.5-085.273.53: 612.115

BAUAHUE HOBbIX AHTUKOATYJIAHTOB HA PE3VJIbTATbI KOATYJI0rPAMMbI

XeneH Manu, 4. dun.; Kapona BarHep, 4. dun.; npod. daenvrapg /inHaxod-/1acT, KaHA. MeA. H.

AHTUKOArynaHTbl NPUMEHSIOT AN1A NPODUNAKTUKN U NeYeHNs
TPOMB0O3IMOONMYECKNX HApYLLEHNIA. [aLneHTaM, KOTOPbIM MPOBO-
AAT Takue npouenypbl, Kak NojHas 3aMeHa Ta300eApeHHOro
CyCTaBa, Ha3HaYaloT IeKapCTBEHHble CpefCcTBa A1A NpodunakTu-
Kn TpoM603a, Kak NpaBuIo, aHTaroHUCTbl BUTamMuHa K, Takue Kak
BapdapuH nnn HedpaKLMOHHBIA UAK HU3KOMONEKYNAPHbINA re-
napuH. CyliecTByeT MHOTO NOATBEPKAEHUI HE0CTAaTKOB NpuUMe-
HeHUA Takux cpeacTs. BapdapuH B3anmopencTByet co MHOrMMU
NpOAYKTaMU NUTAHUSA U LPYTUMU JIEKAPCTBEHHBIMW CPeACTBAMMY,
Ha3HauyeHWe [O3MPOBOK Mpenapata TpebyeT UHAMBUAYANLHOMO
noAX0Aa, @ HA4yano ero JencTena oTcpoyeHo. HedpaKkumnoHHble
renapuHbl U HU3KOMoneKynsapHsle renapunel (HMI), koTopble
TpebytoT NapeHTepanbHOro BBEJEHUS, NOBLIWAIOT PUCK BO3HUK-
HOBEH WA renapuH-1HAYLMPOBAHHOW TPOMOOLMTONEHN, OCTEO-
nopo3a W KpoBOTeYeHWs. B cBA3M € 3TUM npumeHeHue 3TUX
CPeACTB ABNAETCA NPOBNEMATUYHBIM U HEYLOOHbIM ANs Bpayeil
¥ NaLMeHToB.

Beuay no6ouHbix 3hheKToB TPaJULMUOHHbBIX aHTUKOATYNsH-
TOB NPOBOAATCA UCCNEL0BAHNA HOBbIX IeKapPCTBEHHbIX CPEACTB
C TaKUMU TPEUMYLLECTBAMMY, KaK NepopanbHoe NpuMeHeHue, 6o-

Nlee npepcKasyemas OTBETHas peakuus, 6onblias cneunduy-
HOCTb, HE3aBUCUMAs OT AeNCTBUA aHTUTPOMOMHA, a TaKXKe OT-
CYTCTBUE HEOOXOAMMOCTU PEryNAPHOTO HABNIOAEHUSA NALMUEHTOB.
Kak nokaszaHo Ha pucyHKe 1, Ha KOTOPOM NPOJEMOHCTPHUPOBAHBI
pa3sHble ha3bl reMoCTa3a, MOUCKU HOBbIX aHTUKOArynAaHTOB co-
KYCMPOBANUCb B OCHOBHOM Ha WCMOJb30BaHWUMN CMeLnanbHbIX
MOJIEKYN [J1S NPAMOTO MHTMOMPOBAHUSA KOAryNALMOHHbIX haKTo-
POB BHYTPM KacKafia KoarynsLuu, TaKUX Kak TPOMOUH UK aKTu-
BUpOBaHHbIN thakTop X (PXa).

PusapokcabaH (Rivaroxaban) u gaburatpan (dabigatran)
OTHOCATCA K HOBOMY NOKONIEHUIO aHTUKOAryNAHTOB ANA nep-
OpanbHOro NPUMEHEHHS, KOTOPbIE UCMOJb3YIOTCA B KTMHUYECKO
npakTuke 6onee aByx net. OCHOBHOE NMOKa3aHue K NpUMEHEHU IO
3TUX CPeACcTB — npefynpexaeHue TPOMO0IMOONNYECKNX ABE-
HU1 NoCNe NNaHOBOI ONepaLum No 3amMeHe Ta306eLPEHHOTO UK
KOJIEHHOTO cycTaBa W AN NpoMUAAKTUKN MHCYNbTA U CUCTEMHOI
3M60UN y NALMUEHTOB C MepLATeNbHON apuUTMUEA.

AHanu3 cucTeMbl reMocTasa, Kak npasuno, NpoBoANTCA nocse
NPUMEHEHUS aHTUKOATYNAHTOB B KIWHUKE, B PAMKaX 00blYHbIX
NabopaTopHbIX aHaNM30B, MPOBOAUMbIX MOC/E XMPYPrUYECKOT0

ﬂepopaano TF/Vlla ﬂapeHTepaano
AHTaroHucTbl BuTammHa K
X IX
dakrop II, VI, IX, X AT , Pornanapuryke
IXa WpapanapuHyke
Vlilla
Va
Xa Dananapovg
PusapokcabaH
AnukcabaH [poTpombuHOBBIN Y
KOMMNeKc
AT HMI
I Horr
Radurarpan —————— ( lia frhapotant

PubpuHoreH

T® — TkaHeBbI bakTop

AT — AHTUTPOMBUH

H®I™ — HedbpakumoHHbIN renapuH
HMI™ — HuakomonekynsapHblii renapuH

PUGPUH

Puc. 1. Llenn aHTUKOArynaHTOB
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BMeLaTenbCTBa. B X0fe HECKONBKNX UCCNe0BaHUI B YCNOBUAX
ex vivo u in vitro usyyanu fo3o3aBucumbiit 3PGEKT HOBbIX aH-
TUKOAryNAHTOB Y NALLMEHTOB U 300POBbIX Y4aCTHUKOB UCCNESO0-
BaHus.

B 37Toif cTaTbe NpuBOAMUTCA KpaTKOe onucaHue hapmakoso-
TMYECKUX CBOMCTB HOBbIX aHTUKOArySIHTOB U UX BAWSHUA Ha pe-
3yNbTaThl KOAryNALMOHHbIX TECTOB.

HoBble aHTH KOaryafaHThbl

MpsMblie MHrMGUTOPLI TPOMOMHA

Bnaropaps cBoeit ponu B npolecce Koarynsuuu, TpPOMOUH
ABAAETCS OHO U3 MaBHbIX Lieel B pa3paboTKe aHTUKOAryNsiH-
TOB NPAMOTO JeiCTBUA. B 0TiMyne OT renapuHoOB, NpAMble UHTU-
6utopbl Tpom6uHa (MNTb) — 3To ManeHbKME MONEKYbI, KOTOPblE
WHTUOMPYIOT TPOMBUH HanpsMyto, He Tpebys HanuMuua Ko-tak-
Topa. MMAT npuBoAMT K cneunduyeckomy cBasbiBaHuUO cBO6OL-
HOro 1 h1bpPUH-CBA3aHHOTO TPOMOMHA, TaKUM 06pa3oM npepay-
npexpas obpasosaHue GUOPUHA, TPOMOUH-aCCOLUMPOBAHHYIO
aktueaumto FV, FVIIL, FXI u FXIII, a Takxe TPOMOUH-UHAYLMPO-
BaHHyI0 arperaLuio TpoMooLuToB. [TOCKONbKY XMMUYECKas CTPYK-
Typa 3TVX BeLeCTB OTIMYaeTCA OT CTPYKTypbl renapuHa, MnTbl
He B3aWMOJeiCTBYIOT C aHTUTENAMM K renapuH-HAYLMPOBAHHO
TpombouuTonenun, Tun II (TUT-II).

B TeueHune Heckonbkux net npumensanuce Tpu MTa gns nap-
eHTepansHoro BeefieHus: nenupyauH (lepirudin (Refludan®)),
6usanupynuH (bivalirudin (Angiox®)) u apratpobaH (argatroban
(Novastan®)).

Nepeeiit AT ana nepopanbHOro NpUMeHEHWA — Kcumena-
ratpaH (ximelagatran (Exanta®)) — 6bli1 CHAT ¢ NPOM3BOACTBA
B bespane 2006 r., yepe3 nMoNTopa rofa nocae yTBEPKAEHNUS,
13-3a N060YHbIX I HEKTOB.

Na6urarpan (Dabigatran (Pradaxa®)

B mapte 2008 r. paburatpaH (dabigatran) 6bin ogobpen
EMEA (EBponeicKMM areHTCTBOM MO OLEHKE NEKAPCTBEHHbIX
npenapaToB) Kak npenapar 418 nepopanbHOro NpUMEHeHus, AB-
NAWMIACA anbTepHaTUBON renaprHa nocae onepaLuy no 3ame-
He Ta306e[ipeHHOT0 U KOJeHHOro cycTaBoB. B aBrycte 2011 r.
AaburatpaH 661 pa3pelleH YyNoaHOMOYEHHbLIMU OPraHMn3aLuaMy
Esponeiickoro Coto3a gns Mcnonb3oBaHuMaA C Leniblo Npodunak-
TUKM MHCY/bTA M CUCTEMHO 3M6ONK Y NALLMEHTOB C MepLaTeib-
HOIl apuTMUeil, nocie 0f0OPEHNs €ro NPUMEHEHUSA MO 3TOMY
nokasaHuio B CLUA B okTs6pe 2010 .

[laburatpaH 3TeKcunat ABAseTCA NPeALecTBEHHUKOM Aabu-
raTpaHa, KOTOpblit M30MpaTeNnbHO U 06pPaTUMO MHTUOUPYET Kak
CBOGOAHbIN, TaK U CBA3AHHbBIN CO CTYCTKOM TPOMOUH NyTEM Npu-
BA3bIBAHUS K aKTUBHOMY y4acTKy MOJIEKy/bl TpOMOUHA. Peko-
MeH[yeMas fo03a AaburatpaHa 3Tekcunata coctaBaset 220 mr
Of\MH pa3 B AeHb, KPOMEe NALWNEHTOB MPEeKNOHHOro BO3pacTa
(75 net unu cTaplue) UAKM NALUEHTOB C YMEPEHHOI NOYeUHON
HeA0CTaTOYHOCTbIO, B 3TOM C/lyyae pekomeHAyemas [03a Co-
ctaBnser 150 Mr B AeHb. Ero cTabunbHble M BOCNpPOU3BOAMMblE
(hapMaKOKMHEeTMYeCKMe CBOMNCTBA ABNAIOTCA NPEUMYLLECTBOM
MO CPaBHEHUIO C TPAANLMOHHBIMY aHTUKOAryNAHTaMm1 NS Nepo-
panbHOro NPUMEHEHUA; ero MOXHO Ha3HayaTb C DMKCMPOBAHHOW

[03UPOBKOIA, M OH NPAKTUYECKM HEe B3aUMOAENCTBYET C NULLEBbI-
MU NPOAYKTaMMU U NeKapCTBEHHBIMU cpeAcTBamu. Bpems poctu-
XEeHUA MaKCUManbHOM KOHUEHTpauuu B naasme cocrasiseTr
1,25-2,5 yaca, a nepuop nosyBbiBefeHns — 0Koso 12—-14 yacos.
JlekapcTBeHHOE CPEACTBO HE MeTabOoM3UPYeTCS, He MHAYLMPY-
eTCA U He UHIMBMpYeTCA NeKapcTBEHHO-MeTaboan3npyoLWwumMm
thepmeHTamu yutoxpoma P450. Cneunduyeckux seuiects obpar-
HOTO fieiCTBUSA AN faburatpaHa He CyllecTByeT.

Henpsmbie u npamble MHrM6UTOPBLI hakTopa Xa

DakTop Xa ABAAETCA BTOPOI OCHOBHOI LieNblo pa3paboTku
aHTUKOAryNsHTOB NpamMoro feictens. Kak u pombuH, haktop Xa
ABNAeTCA (haKTOPOM KOarynsLuu, KOTOpbIi aKTUBMpPYeTCA Ha Mec-
Te KOHBEpreHLMn BHYTPEHHNX W BHELHWX NyTel B CUCTEME CBep-
TbIBAHWA KPOBU.

Henpsmble nHru6utopsl haktopa Xa, Takue kak toHpana-
PUHYKC, MPOSABAAIOT CBOK aHTUTPOMOONMTUYECKYIO aKTUBHOCTb
MyTeM CBA3bIBAHWA C aHTUTPOMOUHOM; NO3TOMY MX 3 heKTUB-
HOCTb 3aBWUCUT OT YPOBHSA LUPKYNNPYIOLLEro aHTUTPOMOUHA. ITO
BellecTBa AN NapeHTepasbHOro BBEAEHUS U UX He CleayeT npu-
MeHATb NepopanbHo.

PuBapokcabaH fBNAETCA NepBbIM NPAMbIM UHTUOUTOPOM
thakTopa Xa gna nepopanbHoro npumeHeHua. OH CeNeKTUBHO
WHTUOMPYET aKTUBHOCTb CBOBOHOTO U CBA3AHHOTO CO CTYCTKOM
hakTopa Xa u paspelleH A NepopanbHOro NpUMeHeHUs B Ka-
yeCTBe aNbTepHATWBLI renapuHa nocie onepauun no 3ameHe
Ta300efpeHHOr0 1 KONEHHOTro CYCTaBOB C OKTAOps 2008 r. Pu-
BapokcabaH 6bin BnepBble 0406peH Ans ucnonb3osaHus B CLLIA
B HoA6pe 2011 r. AnsA NpoUNAKTUKN UHCYNbTA Y MALMEHTOB
C MepuatesnbHoi apuTMueit. AnukcabaH, 6onee HOBbI UHTMOUTOP
thakTopa Xa ans nepopanbHoro npuMeHeHus, 6bin 0foOpeH ans
MCNoNb30BaHUA NoC/e OnepaLuu no 3ameHe Ta3o6epeHHOro
1 KoneHHoro cyctaBoB B EBpone B mae 2011 r. K gpyrum npsmbim
WHrMOUTOpaM dakTopa Xa Ans nepopanbHOro NpUMeHeHus, Ha-
XOLAWMMCS B pa3paboTKe, OTHOCATCA 3[0KcabaH uan gapekca-
6aH, koTopble npoxoaaT dasy III uccnenosarus, u 6eTpukcadaH,
KoTopbii ycnewHo npowen a3y II kKnuHuYeckux ucnbiTaHuit.

NaHanapoup (Oprapax)

Henpsmoi nHrnéutop dakropa Xa gaHanapoug Hatpus sB-
NAETCH CMECb0 YACTUYHO Aen0NMMepPU30BaHHBIX IMMKO3aMUHO-
rukaHoB. CBA3aHHbI C aHTUTPOMOMHOM AaHanapoup Kartanu-
3UpyeT UHaKTMBaUMIO akTopa Xa. TakxkKe MPOUCXOANT UHIMOU-
poBaHue TpoOMOMHa, CBA3aHHOE € comyTCTBYOWMUMM thakTopamu 1T
aHTUTPOMOUHA W renapuHa. OAHAKO COOTHOWEHME aKTUBHOCTH
aHTU-Xa K aHTK-IIa 6onblue, Yyem 22:1. BewecTso npumeHsioT
B KJIMHUYECKOW NpaKTUKe AN npodunakTMkm Tpomb603a 1, n3-3a
HU3KOW NepeKpecTHOl peakTMBHOCTU € (DaKTOPOM 4 renapuH-
TPOMOOLMT, OHO TaKXKe NOAXOAUT s NedeHus uMmyHHoit TN T-I1.

®onpanapuHykc (Arixtra®)

3TOT CUHTETUYECKUIT NeHTacaxapua, HenpsmMoil UHrMGUTOp
(akTopa Xa, B3auMoAeiiCTBYET MyTeM CneLnpnyeckoro cBs3bi-
BaHMA C aHTUTPOMGUHOM; OH He OKa3blBaeT BAUSHUSA Ha TPOMGUH
W Hecneunduyeckoe CoefuHEHNE NPOTEMHOB Nnasmel. Mocne
NOAKOXHOTO BBEAEHUS GMOAOCTYNHOCTb BELeCcTBa COCTaBAAET
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noytn 100%. JlekapcTBeHHOE CPEACTBO BbIBOAUTCS Yepes MoyKK,
nepuoj nosyBbIBEAEHNS COCTaBARET NPUGAN3UTENbHO 17 YacoB.
WccnepoBaHus in vitro noATBEPKAAIOT OTCYTCTBME NEPEKPECTHOM
peakTMBHOCTW C aHTuTenamm K [UT.

WapanapuHykc

N3-3a HeoGpaTuMoil CBA3M C aHTUTPOMOUHOM 3TOT CyNbdu-
POBaHHbIi NeHTacaxapup xapakTepusyetca AAUTeNbHbIM Nepuo-
AOM MOJYBbIBEEHUS, KOTOPbIA COCTaBASET NPUBAU3UTENBHO
80 YyacoB. IT0 0YeHb YAOOHO A/1s NALMEHTOB, MOCKOJIbKY A0CTa-
TOYHO OAHOW NOLKOXHON MHBEKLMK B Hegento. OaHaKo ana upa-
panapuHyKca He CywecTByeT aHTuAo0Ta. buoTuHuampoBaHHas
thopma 3TOro leKapCTBEHHOrO CPeACcTBa, KOTOpas ceiyac npo-
XOUT KIMHUYECKNE UCMbITAaHUSA, MOXKET OblTb MHAKTUBMPOBAHA
C NOMOLLbI0 aBUANHA (TETPAMETPUUYECKUIA BUOTUH-CBSA3bIBAIOLMI
6enok).

PuBapokcaban (Xarelto®)

PuBapokcabaH 06i1afiaeT CeNeKTUBHbIM U 06PaTUMbIM Aeit-
cteuem. llepnop BOCTMKEHUA MAKCUMANbHON KOHLEHTpaLuu
B nnasme cocrtasnser ot 30 MUHYT [0 3 Yacos, a Nepuoj nony-
BbIBeAeHNs — 3-9 yacoB. PuBapokcabaH obecneynBaeT UHMU-
6upoBaHue thakTopa Xa, 3aBUCMMOE OT KOHLEHTPAL MK, C BbICOKUM
MOTEHLMANOM U CENEKTUBHOCTbIO, U 10303aBUCUMOE UHTUOBUPO-
BaHuWe TKaHeBoro aktopa Xa. OH MeTabonn3npyeTcs C NOMOLLbI0
CYP3A4 B cucreme CYP450. OgHako 33% aKTUBHOTO BellecTsa
BbIBOLUTCSA B HEM3MEHEHHOM BUAE B COOTHOWeHUN 70% yepes
noykn un 30% 4epes kuweyHuK. MoaTomy puBapokcabaH B3au-
mopencrayet ¢ cuctemoit CYP450, B yactHocTu, c CYP3A4. Baus-
HUe Takux (haKTOPOB KaK M30ObLITOYHAA Macca Tena, BO3pacT uau
nos Ha hapmMaKonornyeckme CBOMCTBA NEKaPCTBEHHOTO CPEACTBA
He Habnofanoch.

PuBapokcabaH cBAi3bIBAaeTCA He TONbKO CO CBOOGOAHbIM hak-
TOpoM Xa, HO U C haKTOpPOM Xa, CBA3aHHbIM C MPOTPOMOUHOBLIM
KOMMNJEKCOM.

Anukca6an (Eliquis®)

AnukcabaH aBnsieTcA CeNEKTUBHbLIM, 0OPATUMBIM, MPAMbIM
MHrMGMTOpOM (hakTopa Xa A/1s NepopanbHoro npumeHeHus. Bpe-
M5l LOCTUXKEHUSA MAKCUMANbHOM KOHLEHTPALIMM B N1a3Me COCTaB-
nseT oT 30 MUHYT A0 2 4acoB, a NEPUOA NOJYBbIBEAEHNUN —
8-15 yacoB. AnukcabaH NpPosBAAET yMEPEHHYIO CENEKTUBHOCTb
Mo OTHOWEHMIO K haKTopy Xa, CBA3aHHOMY CO CTYCTKOM, NPOTUB
cB0o60AHOro akTopa Xa u TaKke MHrM6UpyeT obpazoBaHmue
TpomGuHa. AnnkcabaH abcopOMpyeTcs B KENYA0YHO-KULIEYHOM
TpakTe. bruogoctynHocTs BelwecTsa coctaBnsiet 50%. B neyeu
BELLECTBO OKUCNAETCA A0 NPOU3BOAHOTO GeHOoNa, NPU ITOM Me-
Tab0IM3M C yyacTuem LyuToxpoma P450 UrpaeT He3HAUUTENbHYIO
ponb. BelBeaeHne NekapCTBEHHOTO CPeACTBa OCylyecTBAseTCs
B OCHOBHOM Yepe3 Xefyb, a TaKke yepe3 nouku (25%). Peko-
MeHayeMas 4o3a — 2,5 Mr NepopanbHo fiBa pasa B AeHb.

dapmaKonoruyeckme cBoNCTBa

B Tabnuue 1 npuseseH Kpatkuii 0630p GapmaKonornyeckmx
CBOWCTB 3TUX HOBbIX BELECTB, KOTOPbIE OTAUYAKTCS B OCHOBHOM
OMOA0CTYNHOCTbIO U METABONU3MOM.

MpeumywecTsa u npo6nembl

HoBble KoaryasHTbl NPUHATO CYMTaTb Bosee YAOOHBIMU
W NPOCTBIMW B UCMONb30BAHUM, YeM 0ObIYHbIE Npenaparsl, TaK
Kak MOHUTOPUHT U PerynnpoBKa Ao3bl He TpebyioTca.

bonee BaxHOe KNMHNYECKOE NPENMYLLECTBO HOBbIX BELLECTB
COCTOMT B TOM, YTO X CBA3bIBAHUE C KOATYNALMOHHbBIM haKTOPOM
ABNAETCSA 0OPATUMbIM, NO3TOMY OHU 0BECNEUNBAIOT NYULLINIA KOH-
TPOJIb U HECYT rOpa3fo MEeHbLW U PUCK KPOBOTEYEHUA MO CPaB-
HEeHWI0 C HeoGPaTUMO JeiCTBYIOWUMMY UHIUOGUTOPaMK (HanpuUMep,
TUPYLNH).

3HaumMTeNbHbI MUHYC UX NPUMEHEHUA COCTOUT B TOM, YTO
aHTUJOTOB, NOMOraKLMX ObICTPO OTMEHUTL AeiCTBUE HOBOMO
NeKapcTBa TaM, rae 3To TpebyeTcs, He cylecTsyeT. [lpyras npo-
6nema — cnocob AeiCcTBMA AaHHbIX HOBbIX aHTUKOAryNAHTOB:
OH MOXET U3MEHUTb U HEBEPHO 0TOOPA3UTb pe3ysbTaThl Koa-
rynorpammbl. MeuLMHCKMM pabOTHUKAM HEOOXOLMMO YUNTBIBATH
BO3MOXHOE BO3JeiCTBME aHTUKOAryNAHTOB Ha pa3Hble TUMbI
aHanM30B KOarynALMOHHOI aKTUBHOCTH, 4TOObI M36exaTh He-
NpaBUIbHOWN MHTEPNPETALUM pe3ysbTaToB.

TecTbl Ha Koarynauuio

KnotTuHroBbie metoabl

KnoTTuHroBble TeCTbl 40 CUX NOp ABAsSOTCA Haubonee nony-
NSPHBIMU M3 BCeX GOPM aHaNM308 B labopaTopusax remocrasa.
Bo Bpems aHann3a usmepseTcs Bpems Mexay AobaBneHmem pea-
reHTa TpombonnactuHa u obpasosaHnem hM6PUHOBOTO CryCTKa.
YBennuunBawlasca BA3KOCTb U MYTHOCTb 06pasLa no3BoasioT
3athMKcUpoBaTb 06pa3oBaHmMe CrycTKa C MOMOLLbI0 ONpeaeneHus
TOYKM 3aBEPLIEHMSA NpoLecca MeXaHNYeCcKn UaKu ONTUYECKH.

XpomoreHHble MeToAbI

MosiBNEHWME CUHTETUYECKMUX XPOMOTEHHbIX CYyOGCTPaToB CTao
MOBOPOTHLIM MOMEHTOM B U3Y4YEHUN UHAUBUAYAJIbHBIX UHTUOU-
TOPOB Koarynauuu. XpoMoreHHbli aHan3 no3BoaseT Hanpamyio
YBUAETb aKTUBHOCTb cybCTpaTa.

OfHMM 13 TPAANLIMOHHBIX METOJJ0B aHaNM30B XPOMOTEHHbIX
CyOCTpaToB ABAAETCA ONpefeNeHne UHIMOUpYIoLLeit aKTUBHOCTH
aHTUKOArynAaHToOB Ha dakTop Xa. B xope faHHOro aHanu3a akTu-
BaLua dakTopa X 06pa3sLa BbI3bIBAETCA OAHUM U3 epPMEHTOB,
aKkTusmpytowwmx X-haktop. AKTUBMPOBAHHbIN haKTOP HanpsMyio
CBfA3aH C XPOMOTEHHbIM CybCTPaTOM.

MpepBapuTenbHbIE MCCNEA0BAHNA NOKA3bIBAOT, YTO XPOMO-
reHHble TECTbl Ha aHTU-(aKTop Xa ABAAIOTCA, NPU HEOOXOAMMO-
CTW, NOTEHLMANBHO NYYLIWUM TUMOM TECTOB ANA U3MEPEHUs KOH-
LeHTpaLuu puBapokcabaHa B KpOBH.

NpoTpoM6UHOBbI UHAEKC

MpoTpoMOUHOBHINA MHAEKC (NpoTpoMbUHOBOE Bpems — M1B)
npeacTaBnseT cob0i CKPUHUHIOBBIN TECT, OTPaXatoWmUin hyHK-
LLMOHANbHOCTb BHeLWHero nyT ceepTbiBaHus. OH ncnonb3yetcs
ON8 nofyyYeHus npeactasnexuns o pakropax VIL X, V, Tpom6uHe
1 hbubpuHoreHe.

AKTUBMPOBAHHOE YaCTUYHOE TPOMGONIACTUHOBOE BpPeMA
B otnnume ot Tecta Ha 1B, akTMBMpPOBAHHOE YaCTUYHOE TPOM-
6onnactuHoBoe Bpems (AYTB) npepctaBnsieT cO60M CKPUHUHT
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Tabnuya 1. 0630p 0a06peHHbIX HOBbIX aHTUKoarynaHTos (EC; Okt. 2011)

Mepuop
AHTUKOArynsa- Bewectso MpumeHe- nonyeblBeAeHUA BbiBe- Opo6peHHbie cepbl Mocnepyiowee
uua (nexapcrsenHoe Hue (spema Ao ao- AeHue npuMeHeHus HabniopeHue
CpeacTso) CTUXKEHUA MaKC.
KOHLLeHTpaumu)
[laburatpaH Mepopanb- |14-17 4 (2-44) | Mouku Mpodunaktuka BTI npu He Tpebyetca
(Pradaxa®) HO, [BAX[bI nnaHoBoit onepauuu no 3a- | Onuuu: TpPoMGUHOBOE BpeEMSA
B ieHb MeHe Ta300epeHHOro Unu | c pasBefeHneM, 3KapuHoBoe
KONeHHOro cycTasa. Bpems cepTbiBaHus (IBC),
MpodunakTnka nHcynbTa KONMYeCTBEHHbIN aHann3 aH-
npu mepuarensHont aput- | Tu-®Ila (TpebyeT KanUOPOBKM
MUK Cc fjaburatpaHom)
Mpamble ApratpobaH BHyTpuseH- |25 muH Meyenb |MpodunakTuka, 06sa3arenbHo
uHrubutopsor | (Argatra® Nova- [Ho neyenue MNT-II Mokasarens A4TB:
TpoM6UHA stan®) B 1,5-3,0 pasa
XpomoreHHsblit TecT IBC,
KOJINYECTBEHHbI aHanu3 aH-
Tn-FIIa (TpebyeT Kannbposkm
C apratpobaHom)
busanpyauH 25 MUH Moukn  [OcTpas KopoHapHas Hepo- | PekomeHAOBaHO
(Angiox®) ctatoyHocTb (OKH) ABC
PanHee 3annaHnposaHHoe | Llenb: ABC (akTuBMpOBaH-
BMELLATENbCTBO HOe BpeMs CBEPTbIBAHUSA)
YpeckoxHoe KopoHapHoe | >115 cek
BMmeLwwatenbcTo (YKB)
Mpamble PuBapokcabaH [lepopanb- |7-11y Mouku Mpodunaktuka BTI npu He Tpebyetca
MHruGuTopnl | (Xarelto®) HO, Of\MH (2-4v) W neyeHb | NNaHOBOWM onepaLuu no 3a- | Onuuu: KONMYECTBEHHBIN
FXa pas B AeHb MeHe Ta300eApeHHOro unu | aHanus aHT-GXa (Tpebyer
KOJIEHHOTO CyCTaBa. KanubpoBKU ¢ puBapokcabda-
CLIA: npodunakTuka uH- HOM)
CynbTa Npu MepLaTenbHom
apuTMum
AnukcabaH Mepopanb- |8-154(0,5-24) |Mouku u |Mpocdunaktuka BTI npu He Tpebyetcs
(Eliquis) HO, ABAXAbI Keny- NJaHOBOW onepauuu no 3a- | OnNuuu: KoMYecTBeHHbIN
B [leHb HbIN MeHe Ta300eApeHHoro UK | aHanus aHtu-OXa (tpebyer
ny3elpb | kKoneHHoro cycrasa KanubpoBsku c anukcabaHoM)
Henpamsble ®onpanapuHykc | BHyTpu- 17 4 (25 muH) Moykn [JleyeHue n npocdunaktuka | He Tpebyercs
uHrnbutopsl | (Arixtra®) BEHHO; BT3 Onuum: KoNMYeCcTBEHHbIN
MOLKOKHO, OKH (6e3 Bmewarenbcta) | aHanus aHtu-®Xa (tpebyer
pa3s B fieHb kanubposku ¢ hoHpanapm-
HYKCOM)
FXa (tpeGyioT |[laHanapoug BHyTpu- 7-84 (4-54) Moukn [Jleyenne n npodunaktuka | PekomeHpyeTca Ans naymeH-
aHTUTpOoM6UH) | (Orgaran®) BEHHO; BT3 npu MNT-II TOB C NOYeYHOI HefoCTaTou-
MOJKOXHO, HOCTbIO 1 BecoM >90 Kr
ABAXAbI KOJIMYeCTBEHHbI aHanu3
B fieHb aHTu-®Xa (Tpebyet kannbpos-

KW C AaHanapouaom)

BHYTPEHHell cuctembl U e€ hakTOpoB: KUHUHOTEH, NpeKananK-
peuH, XII, XL, IX, VIII, X, V 1 TpombuH. B xoae aHanu3a Bo Bpems
thasbl NpesBapuUTeNbHON MHKYybaLMKM/aKTUBALUN AaHTUTPOMOK -
HOBble/renapuHOBbLIE KOMMAEKCHI MOTYT MHAKTUBMPOBATL TPOM-

OVH 1 ero NONOXUTENbHbIE peakuuu.

Tpom6uHoBOE Bpems
Tpom6uHoBoe Bpems (TB) — 3TO KNOTTUHIOBbI CKPUHTOBBIIA
TECT Ha nosMmMepu3aLmnio pubpuHoreHa. OH BLINONHAETCSA NyTEM
L006aBNeHUA HU3KMX KOHLEeHTpaLuit Tpom6uHa B nnasmy. 3710
NPUBOAMT K 06pa3oBaHuto hubpuHa. AHanu3 TB aBnsetcs dyHK-
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LMOHA/bHBIM TECTOM Ha KOHLEHTpauuio hubpuHoreHa u obpa-
30BaHue GubpuHa.

®ubpuroren (no Knayccy)

OnpeneneHune hUOpUHOTeHa ABASETCS elie OAHAM PYTUHHbIM
napameTpoMm remoctasa. ITOT YacTo MUCMONb3yeMblil METOS —
meTog Knaycca — ocHoBaH Ha B06aBieHUM U36bITOYHOTO KO-
yecTBa TPOMOUHA B Nasmy.

PacueTHbI hmbpuHoreH

06uee yBenuyeHme MyTHOCTU BO BPEMS aHANN3a Ha Npo-
Tpom6uHoBoe BpeMs (MB) NpsMo NponopLUMOHaNbHO KOHLEHT-
pauusam dubpuHoreHa. CnegosarensHo, GUOPUHOTEH, NONYYEH-
Hblli BO Bpems aHanu3a [1B, wupoko ncnonb3yerca B kauectse
aNbTepPHaTUBHOIO METOfA U3MepeHus puUbpuHoreHa.

AHTUTPOMOUH

AHTUTPOMOUH ONpefenseTcs U3MepeHuemM TOPMO3ALLErO
3thdekTa 1mbo Ha TpPoMBUH 16O Ha FXa B ponu uenesoro dep-
MeHTa.

MpoTteun C

Koarynometpnuecknii ananu3 npotemHa C ocHOBaH Ha pe-
akumu AYTB, B KOTOPOIt aKTUBUPOBaHHbINA NpoTenH C MHaKTUBK-
pyet ycunutenu FVa u FVIIIa, npopnesas Bpema Koarynsuuu
YBE/IMYEHHBIM cofiepxaHuem ypoBHs npoTenHa C. XpomoreHHbI i
TecT Ha npoTenH C no3BonseT HanpAMYO ONpeAennTb aKTUBHOCTb
thepmeHTOB.

MpoteuH S

KoarynomeTtpuyeckuit Tect Ha npoteunH S Ha ocHoBe dRVVT
(Bpems pa3baBneHHOro sAa rafioku Paccena), 3admkcnpoBaHHoe
BpeMA KOarynsLuum nponopLmMoHanbHO YPOBHIO MpoTenHa S.

BoniyaHouHbIi aHTUKoarynaHT (BA)

[ins onpepeneHuns BONYaHOUYHOTO aHTUKOarynsHTa BA nsme-
pseTcs oTHowWeHuWe Mexpy nokasarenem dRVVT (Bpems pa3bas-
NleHHOro Afa rafku Paccena) c HU3KUM cofiepxaHuem docdo-
aunupoBs (ckpuHuUHr Ha BA) u dRVVT c BbicokuM cogepiaHuem
dochonunupos (nogTeepxaeHue BA).

no6anbHblit aHanu3 ProC n pe3ancTeHTHOCTb

K akTMBMpoBaHHoMy npoteuny C (APCR)

Mo6GanbHblt TecT Ha ProC® — 3To CKPUHWUHIOBBIA TecT
Ha npoTenH C Ha ocHoBe AYTB, onpefensatWwmii COOTHOWEHNE
pa3b6asneHHoro AYTB npu akTuBauuu npotenHa C K OTCyTCTBUIO
akTueauum npotemnHa C.

AHanu3 ProC AcR — 310 npocToi 1 TOYHbIA aHanu3 fis onpe-
penenns APCR/caktopa V JleiiieHa, KOTOpbIA OCHOBAH Ha uC-
nonb3osaHuu dRVVT npu Hanuumu unm oTcyTCTBUM akTMBaTOpa
npoteuHa C.

BnnsaHue HOBbIX aHTUKOAryNAHTOB

Ha napameTpbl KOAryaorpammbl

CrabunbHas v Bocnpon3BofMMasn GapMaKOKMHETUKA HOBbIX
nepopanbHbIX aHTUKOAryASHTOB AeT UM MPEUMyLLeCTBO Nepes
0ObIKHOBEHHBIMU peareHTamMu, No3BONAS NPUHMMATb UX B Ha3Ha-

YeHHbIX [103aX U OTMEHsAsS HE0OX0AUMOCTbL B 1aGopaTopHOM Ha-
OniofeHUM 3a napameTpamu ceepTeiBaHus. OnpeaeneHue KoH-
LIeHTpaLMi1 nepopabHbIX aHTUKOAryNAHTOB, TAKUX KaK pUBapOK-
cabaH unu paburaTpaH, MOXeT NOMOYb TONbKO B HEKOTOPbIX
Cnyyasx, Hanpumep — npu nepefo3npoBKe, y NaLUEHTOB C re-
Mopparnyeckumu unm TpoM603IMG0INYECKUMU OCTOKHEHUAMM
BO BPeMsi JIeYeHUs, y NALMEHTOB C yxyalwalolweiics paboToit no-
YeK, U1 e y NaLueHToB, TpebyloLWnX HeMeJIEHHOTO ONepaTuB-
HOrO BMeLaTebCTBa.

HecmoTps Ha 370, NpueM HOBbIX aHTUKOAryNAHTOB (Hanpu-
Mep, NpAMbIX MHTMO6UTOPOB TpoMOUHA UM FXa) MoxeT cTaTb
NPUYMHOIA CYLLECTBEHHOTO YBEIMYEHUSA peaKLuii Ha 0bpa3oBa-
HWe CryCTKOB, YTO, B CBOK OYepefb, NPUBOAUT K U3MEHEHUIO
1 NOTEHLMANbHON OWMBOYHOCTM PE3yNLTaTOB CTAaHAAPTHBIX aHa-
NIN30B Ha CBEPTbIBAEMOCTb.

Nmenun mecTo HecKoNbKO NabopaTopHbIX CYYaeB, KOTAA fa-
OuraTpaH CylecTBEHHO MEHs1 pe3ysbTaThl CTaHAAPTHBIX Napa-
MeTpOB KoarynorpamMmbl. CBA3M ex vivo Mexy puBapoKcabaHoM
1 0OWMMM NapaMeTpaMu KoarynorpaMmmel B pasaiMyHble npome-
KYTKU BPEMEHM NOC/Ie NpUeMa npenapara Takxe 6biiu n3yyeHbl
Ha nauueHTax. B 60bHUYHBIX YCIOBUSX TaKUE U3MEHEHUS OTpa-
3UANCb HA pe3ysibTaTax Koarynorpammsl y nocneonepaymoHHbIX
nayueHTOB, YTO BbI3BaN0 6ECMOKOWCTBO MO NOBOAY BO3MOXHbIX
KpoBOTeYeHWUt y Hux. V3-3a BO3MOXKHOCTU U3MEHEHUS U OLWK-
©O0YHOCTYM pe3yNbTaToB JOKTOPAM C/IefyeT TOYHO MHTEPNPETUPO-
BaTb MapameTpbl KOArynorpammsl y NaLMeHTOB, MPUHUMAIOLLMX,
K NnpuMepy, puBapokcabaH unu faburatpaH. Heobxogumo nmeTs
MONHbIE 3HAHWA O AeWCTBUM [AHHBIX IEKAPCTB HA PYTUHHbIE Na-
pameTpbl CBEPTHIBAEMOCTU.

N3meHeHune pe3ynbratos n3mepenus B Boipaxaerca B yBe-
nnyeHHbix nokasatenax MHO unu MNB (B cekyHAax) nop Baus-
HUeM TPOMOUHOBbLIX MK FXa B 3aBUCMMOCTM OT UX KOHLEHTpa-
uuu. U HaobopoT, HenpsaMble MHTMOUTOPLI hakTopa Xa, Takue
KaK HU3KOMONEKYNAPHbIE renapuHbl, KOTOPbIE AeNCTBYIOT Yepes
AHTUTPOMOWHOBLIE/TENAPUHOBLIE KOMMJIEKCHI, HE BAUAIOT
Ha pe3ynbtatel [1B. PuBapokcabaH 1 gaburatpaH yBenmynBsaoT
MB, npuyem YyBCTBUTENBHOCTb 3aBUCUT OT NPUMEHAEMOTO pe-
areHta. OpHako 1B He paeT pocCTaTouHylO YyBCTBUTENBHOCTD
ANs onpefeneHns KIUHUYECKU 3HAYUMbIX U3MEHEHUI B KOH-
LleHTpaLuum npenapara.

Tect Ha AYTB 6Gonee YyBCTBUTENIEH K renapuHy Uan rupyau-
Hy, a nponoHrauna A4TB BO3HMKaeT Npu yBeNUYEHUN NPAMbIX
MHrMOMTOPOB (hakTopa Xa unu TpomGuHa. Ha npumepe 340poBbIX
AOHOPOB 6bIN0 BbIABNEHO, 4TO AYTB 1 MoanduumpoBaHHoe MB
OblIM [10303aBUCUMO YAJIMHEHHBIMU U KOPPENUPOBANHN C KOHLEH-
Tpauusmu anukcabaHa B niasme.

NHrubutopsl hakTopa Xa He BAUAIOT Ha TecT TB, HO UHrMGM-
TOpbl TPOMOMHA (KaK NpsMble, TaK U HEMpPAMbIE) BEAYT K yBENU-
yeHuto TB. Mo3tomy n3meHeHHoe pa3sepeHHoe TB u Bpema cep-
ThiBaHWA 3KkapuHa (ECT) ABnsAtoTCA KpaiiHe YyBCTBUTENbHbIMY
TecTamu pas faburarpaxa.

NHrubutopsl thaktopa Xa He BAUAIOT HA pe3ynbTaThl U3Me-
peHus dubpuHoreHa no Knayccy, Tak Kak 3TOT METOA OCHOBAH
Ha pobaBneHun U36bITKa TpOMOUHA B Nnasmy. OQHAKO NpsiMble
MHIUOUTOPLI TPOMOUHA MOTYT NPUBECTM K OLUMGOYHO 3aHUKEH-
HbIM KOHLEHTpaLusm huGpUHOTeHa B HEKOTOPbIX TeCTax. Bnus-
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Tabnuya 2. BnuAHMe aHTUKOAryNAAHTOB HA PYTUHHbIE KOAryAsLMOHHbIE TEeCTbl

fpAmbIe MHrUGUTOPLI Npambie uHru6uTopsl FXa Henpsambie uHru6utopsl FXa
TpoMGUHa
MB & cek, MHO 1,2 T T Her
A4YTB?2 T T Her
B ™ Hert Her
®ubpuHoren (Knaycc) Het/l Het Het
MynbTUdu6puH U s Het Her
PacueTHblit ubpuHoreH Her/d Her/d Het
D-anmepsl Het Het Het

HUE aHTUKOATyNAHTOB B TeCTe Ha PUOPUHOTrEH HA OCHOBE NONY-
yeHHoro u3 B pacyeTHoro hubpuUHOreHa sBNAETCA anbTepHa-
TUBHbIM METOAOM A U3MEPEHUA GUOPUHOTeHa U aHaNOTUYHO
BIMSAHWIO HA u3mepeHue [1B.

B Tabnuue 2 npusegeH 0630p BAUSAHUIA pasnuyHbIX K1accoB
AHTUKOAryNsHTOB Ha CBOWCTBA CUCTEMbI CBEPTLIBAHUS, OCHOBAH-
HbIX Ha UCCNefoBaHUsAX in vitro. B uenom Bce TeCTbl, Ha KOTopble
Ob110 0KA3aHO BAUAHUE, U3MEHSIOTCS [O303aBUCUCMbIM 06Pa30M,
1 neyebHble BO3bl UMEIOT GoNee CUNbHOE BAUsHUE, YeM Npotu-
naKTu4eckue.

CKpUMHMHT Ha TPOMBOUNMIO MOKa3aH /15 NALMEHTOB C TPOM-
6030M rybOKUX BEH UK 3aMelleHnem nnasmbl. OfHAKO BO MHO-
WX Cly4asx NaLMUeHTbl yKe NPUHUMAIOT AHTUKOATYNAHTEI NEpe
B3ATMEM NPOoObLI HAa TpoMBoduamnio. B cuny Toro, 4To 06bIYHBIE
1 HOBblE AHTUKOATYNAHTLI HanpaBeHbl Ha KNloYeBble PepMeHTs
CUCTeMbl CBEPTbIBaHUA — TPOMOUH unu FXa, — nioboe neyeHue
AHTUKOAryNsAHTaMM OKa3biBAET BAMUSHMUE HA HEKOTOPbIE TECThbl
Ha TpoMGodunuio.

AHTUTPOMOUH MOXHO ONpefennuTb NyTeM U3MEHEHUSA UHTU-
6uTopHoro ahdekTa NM60o Ha TpoMOUH, TMbO Ha FXa ons kntoye-
BbiX (hepMeHTOB. B 3aBMCMMOCTM OT TOTO, KaKoi U3 hepMeHTOB

ABNAETCA MULIEHbIO, NPUCYTCTBUE UHTMOUTOPOB TPOMOUHA UK
FXa 6ynet pe3ynsTMpoBaTh B BUE IOXKHO-3aBbllEHHbIX YPOBHEN
aHTUTPOMOUHa.

Hanuune npsambIx MHrMOUTOPOB TpOMOUHA UK FXa npusoamt
K JI0XKHO-3aBblWEHHOMY YPOBHI0 6ekoB npotenH C unm S B Koa-
ryNALMOHHBIX TecTax. B kayecTBe BapuaHTa, npotenH C moxer
ObITb M3MEPEH HANpPsAMYIO NOC/Ee aKTUBALMN B XPOMOT€HHOM Tec-
T€, KOTOPbIii He NOABEPKEH BAWAHUIO N11060OT0 NPUCYTCTBYIOLLErD
aHTWKOArynsaHTa. TecTbl Ha CKPUHWHT U NOATBEPXKAEHME BONYa-
HOYHBIX aHTUKOAryNAHTOB NOKAa3blBAIOT YBENNYEHNE BPEMEHU
NPU HATMYUK NPAMbBIX UHTMOUTOPOB TPOMOUHA A FXa; BAnsHue
Ha AaHHYI0 3aBUCMMOCTb NpefcKa3aTtb HEBO3MOXHO. Mpu npo-
BegeHun TectoB «ProC Global» u Ha pe3ncTeHTHOCTb K aKTu-
BupoBaHHomy npoTtenHy C (APCR) Bpems cBepTbiBaHUs 0ObIYHO
YBEMYNBAETCA U3-3a NPUCYTCTBUS NPAMbIX UHTUOUTOPOB TPOM-
6uHa unu FXa, No3ToMy BAUSHWE HAa COOTHOLIEHWE TaKKe AB/ISA-
eTCA HenpeaCcKasyeMbiM.

1. Ecnu MNB ncnonb3yetca gna MOHMTOPUHIA, pe3yabTaThl
OOJUKHBI BbljaBaTbCA B CEKYHAAX, T.K. cuctema MHO
He paboTaeT A1 HOBbIX KOATYNSHTOB.

Tabnuya 3. BnuaHWe aHTUKOAryNAHTOB Ha aHanu3bl Ha TpomMGodunuio

Mpambie uHru6utopel | Mpambie uHrM6UTOpHl | Henpsambie UHrM6UTOPBI
Tpom6uHa FXa FXa
Ananu3s no FIIa T Het Het
AHTUTPOMOMH
AHanu3 no FXa Het T Het
KOarynomeTpuyeckun T T Het
MpoTeunn C*
XPOMOTEHHbI Het Het Het
AKTUBHOCTb MPOTEUHA S KoarynomeTpuyecknin® T T Het
DRVVT anazu3 wa sonuanky, Bpemsa ceepTbiBaHUSA T T Het
BA-CKpUHUMHT 1 nogTBEpXAEHME
ProC Global, APCR* Bpems cBepTbIBaHUSA T T Het
XpomoreHHoe onpefe-
FXIII neHue, aktusaumsa FXIIT l Het Het
yepes TpOMOMH*

* 0)MaaemMasn TeHAEHUMs Ha OCHOBE NPOBEAEHHbIX aHANN30B.
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2. Ecav NB nan AYTB ncnonb3yoTca ona MOHUTOPUHTA,
LOJKHA ObITb yYTEHA pa3fMyHas peaKkuUWs peareHToB
Ha pas3/iMyHble npenaparsl.

Tabnuua 3 npeacrasaseT co60iM 0630p BAUAHMIA PA3TNYHbIX
KN1acCoB aHTUKOAryNsHTOB HA NapaMeTpbl TPOMOGOGUIUN, OCHO-
BaHHbIN WIN HA UCCAEMOBAHUAX TN VItro UNN Xe Ha OXUAAHUAX
0T 06bIYHO NMPOBOAMMBIX TECTOB. Bce TecTbl, Ha KOTopble Bbi0
OKa3aHO B/IMSHME BELLEeCTB, U3MEHAIOTCA B CUJly 3aBUCUMMOCTH
OT [03bl Npenapata, 1 nevyebHble 403bl UMetOT Goslee CUbHOe
BNUAHUE, YeMm npodunaktuyeckme. C noABNEHNEM ONMUCAHHbIX
HOBbIX aHTUKOAryNSAHTOB ropa3fo 6osiee BaXHbIM CTan TOT akKT,
yTo 06pasLbl aHaNM30B Ha TPOMGODUNNIO LOMKHbI ObITh B3ATHI
[0 Hayana leYeHuns aHTUKOArynsaHTamu.
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