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1. O0mas xapakTepucTuKa 0eJIKOB

benku mpenctaBissloT co00Ml BBICOKOMOJIEKYJISIPHBIE a30TCOAEpIKALIUE TO-
JUTIENITU]IBI, COCTOsIIIME U3 Oosiee ueMm 20 BUIIOB 0-aMUHOKHUCIIOT. Y CJIOBHOU Ipa-
HULIEH MEXIY KPYIMHBIMU MOJIUNENTHAAMH M O€JIKaMU BBICTYIAET MOJEKYIspHas
macca 8 000-10 000 Da. K Oenxam OTHOCSTCSI COCAMHEHUS, UMEIOLINE MOJCKY-
asipuyto Maccy 6osee 10 000 Da. PaznuuaroT mpocthie U ciiokHbie Oenku. [Ipo-
CThI€ OCJIKH COJEPKAT TOJIBKO aMHUHOKHCIIOTHI, & CJIOHBIE — €Ill€ U HEaMUHOKHC-
JOTHBIE KOMIIOHEHTHI: T€M, TPOMU3BOIHBIC BUTAMUHOB, JIUTTUAHBIC WIIN yTICBOTHBIC
KOMIIOHEHTBI. BelKu UrparoT LHEeHTpaJbHYIO POJb B MpOLECCax KU3HEACATEIbHO-
CTH KJIETOK (Hampumep, pepMeHThI) U B GOPMHUPOBAHUU KIIETOUHBIX CTPYKTYD.

Bce Oenku opranu3Ma HENpepbIBHO OOHOBISAIOTCS. Jlake mpu COCTOSTHUU
BHEILIHETO MMOKOSI OCYLIECTBIISETCS JABA IMPOTUBOIIOJIOAKHO HAIIPABJIEHHBIX IIPOLIEC-
ca — CUHTE3 U pacnaj 0eika, IpeACTaBISIONIMX CO00M Psijl CIOKHEHIITUX XUMHUYE-
CKUX TPEBpAIICHUM, PETYJINPYEMbIX pa3HOOOPAa3HbIMU HEUPOIHJOKPUHHBIMU (aK-
TopaMu. BaxkHeHIIMMH U3 HUX SIBJSIFOTCSL COCTOSIHUE TMIIOTalaMoO-rUnodusapHo-
HAJIMOYECYHUKOBOW M THUIOTaIaMO-TUNO(PU3apHO-TUPEOUHON cucteM. Kpome
TOPMOHAIBHBIX (PAKTOPOB Ha OOMEH OEJIKOB 3HAYMTEIHHOE BIMSHUE OKa3bIBAIOT
XapakTep MUTAHUS U TEHETUYECKUE (DAKTOPHI.

benku B opraHu3Me ueiaoBeKa CUHTE3UPYIOTCA U3 aMMHOKUCTIOT. OHU 00pa-
3yIOTCSL U3 O€JIKOB, MOCTYMAIOIUX ¢ NUIeH, Oenka opraHu3Ma (T1oJ IeHCTBUEM
BHYTPHUKJIETOYHBIX MPOTEOIUTHUECKUX (DEPMEHTOB), MyTeM OMOCHHTE3a UX JIPYT
U3 Jpyra, a TaKkKe KUPHBIX KUCIOT U ApYrux coequHeHuil. CuHTe3 OOJIBIIMHCTBA
OEJIKOB MPOUCXOJIUT WM B KIJIETKaxX MEYEHU WM B IJIA3MATHUYECKUX KJIETKaxX U
JuM(poIUTaX, KOTOPbIE CEKPETUPYIOT UMMYHOTTIOOYIMHBI. Pacnan 6enkoB mpowc-
XOJIUT MpEeuMYIIeCTBeHHO B neveHu. llocie 3axBata remarouuTamu (3HIOIMTO3)
OeNIKM TIa3Mbl JETJIMKO3WIMPYIOTCS, 3aTEM PaCHICIUIAIOTCS Ha aMHUHOKHUCIIOTHI
IpoTEeMHa3aMu U MeNTHa3aMU B JIM30COMax M IHUTO301€e KieTok. [laccuBHas mo-
Tepsi OENIKOB C HU3KOW MOJEKYJSIPHOM Maccoil MPOMCXOAUT TakXKe yepe3 Mmoued-
HbIe KJIIyOOUKH M CTEHKY KHIlIeYHUKA. YacTh U3 3TUX OEJIKOB MOJIBeprarTcs pead-

copO1uu 1100 HEMOCPEICTBEHHO Yepe3 KIETKH MOYSYHBIX KaHAJBIIEB, TUOO MOCe



IepeBapuBaHus B KulleyHuke. Hanpumep, depes KemynOYHO-KMILIEYHBIA TPaKT
TepsieTcs B cpeiHeM 4 T anbOyMHHA B CYTKH, YTO SIBJISIETCS €CTECTBEHHBIM (PU3UO-
JoruyeckuM mnpoieccoM. [Ipu 3ToM y OOJIBHBIX € MATOJIOTHEN KUIIEUHUKA Tepsie-
MO€E TaKUM ITyTEM KOJIMYECTBO O€JIKa YBEJIMYMBAETCA BO MHOTO pas.

benku mna3mbl Takke KaTabOJM3UPYIOTCA B KIIETKaX SHAOTENUs KaruJuis-

POB WJIM MOHOHYKIJICAPHBIX (1)aFOHI/ITaX ITOCJIC UX 3aXBaTad IIYTCM ITMHOLIUTO34a.

1.1. beaku nJja3Mbl KPOBH

benok miiasMel KpoBU — 3TO OEJNOK, KOTOPBIM CONEPHKUTCS B HAUBBICIICH
KOHIIEHTpAIMH B TIa3Me KPOBU U OCYIIECTBIISIET CBOM (PYHKIIMHM UMEHHO B TUTa3Me,
a HE B opraHe-muilneHu. Pacripeenenue OEIKOB MIa3Mbl B JKUIKOCTSAX Tesa B Gu-
3UOJIOTHYECKUX YCIOBHUSAX MOCTOSHHO. ONHAKO KOHIEHTpalus OETKOB TIa3Mbl
JTUHAMUYHA U 3aBUCUT OT CKOPOCTH CHHTE3a M PACHICIUICHUS U UX paclpeeieHus
MEXIy BHYTPUCOCYAMCTBHIM U BHECOCYIUCTBIM OTCEKaMH KUAKOCTEH OpraHU3Ma.
BonbnHCTBO O€IKOB MiIa3Mbl HE COAEPIKUTCS B KJIIETKAX, €CIM OHU HE CUHTE3U-
PYIOTCSI B HUX HJIM HE 3aXBaTHIBAIOTCS CHEIU(PUUECKUMH PEIETITOPAMH.

[Tnazma kpoBu venmoBeka comepxkut 6osnee 1 000 pazmuvHBIX BHIOB OCIIKOB,
OJIHAKO JIJIi HEMHOTUX U3 HUX M3BECTHHI (puznonornueckue Gyukmuu. Mx cBocT-
Ba M CTPYKTYpPBI BEChMa reTEPOTEHHBI, a KOHIIEHTPAIUU B TJIa3Me KPOBH CYIIECT-
BEHHO paznuyarorcs. OCHOBHBIMU O€JTKaMU TUTa3Mbl KPOBH SIBJISIFOTCSI alIbOYMUHBI,
paznuyHbie Gpakiuu rao0yIuHOB, GUOPUHOTEH, TUMTOTPOTEHUHBI, TIIMKOPOTCHHBI
U METAJUIONPOTEHHBI. BONBITMHCTBO OENKOB TUIa3Mbl SBISIOTCS TIUKONMPOTEHHA-
MU, ¢ cojepkanueM yrieBoaoB 10-25%. Mckirouenuem siBnsieTcs: anbOyMUH, KO-
TOPBIA HE COACPIKUT YTIIEBOAHBIX KOMIIOHEHTOB. BMecTe ¢ HEOpraHU4eCKHUMH HO-
HaMHU, TJFOKO30M U APYTMMU HU3KOMOJIEKYJISIPHBIMU BEIIECTBAMH OCJIKH TIa3Mbl B
1eJI0M 00pa3yroT CHenupUIECKyI0 KOJUIOUIHYIO CHCTEMY C OCOOBIMH (DU3HKO-
XUMUYCCKUMH CBOWCTBAMH.

N3 9-10% cyxoro ocraTka muiasMbl KpOBH Ha JOJIIO OEJIKOB MPUXOIHUTCS
6,5-8,5%. Konnentparus 6€KOB B TUTa3Me KPOBU 3aBUCUT OT COOTHOIICHUS Me-

KAY CKOPOCTBIO UX CHMHTC3a U BBIBCACHUS N3 OpraHU3Ma, a TAKIKC oO0bema pacmpe-



nenenust (T.e. OLIK — o0beMa UpKyIMPYIONIei KPOBH).

1.2 ®yHkuum 0eJK0B IJ1a3Mbl

duszuonornyeckas poyib 6€IKOB KPOBH MHOTOTrpaHHa. benku mia3mel He0O-
XOAMBI Ui MOJJEPKAHUS KOJIJIOWJHO-OCMOTUYECKOTO (OHKOTUYECKOTO) JaBJe-
HUS, COXpaHssl HYKHBII 00BEM KpPOBH, CBSI3bIBas BOJY M 3aJIepKUBas €€, HE TO-
3BOJISISL €11 BBIXOJUTh U3 KPOBEHOCHOTO pycia. benku nojiepkuBaroT HOCTOSTHCTBO
pH kpoBu, sBisisicb ogHON U3 OydepHbIX cucTeM KpoBu. benku miuazMbel HE0O0XO-
JMMBI JJIsI TPAHCIIOPTA JIMTUAOB, MPOAYKTOB MeTa0oIn3Ma (X0JIeCTepUH, OUIUpY-
OMH), TOPMOHOB, JIEKApCTB U CJIEIOBBIX MEMEHTOB KPOBU. beiaku moaaepkuBaror
HOpMAaJIbHBIN yPOBEHb KATHOHOB B KPOBU ITyTeM 0Opa30BaHMUs C HUMHU HEJIHAIIN3H-
pPYEMBIX COCTWHEHH;, HAapUMep, 3HAUUTEIbHAas YacTh jKele3a, MeIu, MarHus u
JIPYTUX MHKPOAJIEMEHTOB CBsi3aHa ¢ Oesnkamu. benku miaazMel — IMMYHOTJIOOYIH-
HBI — SIBIISTIOTCSL MHTETPAIIBHOM YacThI0 CUCTEMbl IMMYHUTETa. X cienuduaeckoe
NeiCTBUE TMOAJAEpKUBAeTCs U JOMOJHAETCs OelkamMu KoMmiuiemeHnra, C-
pPEaKTUBHBIM OEJIKOM, a TakyKe PpsJIoM JApyrux OenkoB. HekoTopbie OemKH Iaa3Mbl
o0nafaroT pepMEHTAaTUBHOW aKTUBHOCTBIO, @ IPYTUE CIyKaT HHruOuTopamu dep-
MeHTOB. /[uHamMHueckoe paBHOBECHE MEXKIY aKTHMBHOCTBIO U TOPMOKEHUEM ¢ep-
MEHTOB OCOOEHHO Ba)KHO JUISI TOJIepKaHus OallaHCca MEXTy CBEpThIBAHHEM KPOBHU
u (udpuHOIM30M. DPUOPUHOTEH CIIYKUT OCHOBHBIM CyOCTpaTOM i CBEpTHIBaA-
HUS, B HOpMe o0ecreunBas *HUAKOE COCTOSIHE KPOBH M OCYIIECTBIISAS OBICTPBIN U
POAODKUTEIBHBIA TEMOCTa3 MPH KPOBOTEUCHUSAX. Takke OCNKH BBITIONHSIOT pe-
TYJIHUPYIOMIYIO (PYHKIIMIO, BXOJS B COCTaB TOPMOHOB, (PEPMEHTOB U IPYTHX OHOJIO-
TMYECKH aKTHUBHBIX BEIIECTB, a TAK)KE CITy)KaT Pe3epBOM aMHHOKHUCIOT. OCHOBHBIC
GyHKUMNA pa3nTuYHbIX OEJIKOB IJ1a3Mbl TPUBEIAEHBI B Ta0uIE 1.

OyHKIMOHANbHAA KiIacCcUPUKAIUs OEJIKOB MOJIE3HA IJIsl MOHUMAaHMS U3Me-
HEHUH, TIPOUCXOISIINX TP O0JIE3HIX, TOCKOJIBKY OCIIKH CO CXOAHBIMU (DyHKIIU -
MU 4acTo 00pa3yroT B3aMMOJIEHCTBYIONINE CUCTEMBI, HAIPUMEP, UMMYHOTTIOOYIIH-
Hbl. Cnienuduueckne WHIUBUAYAIbHbIE OCIKH MOTYT y4aCTBOBAaTh B HECKOJIBKHUX

WHJMBUAYAJBbHBIX Kiaccudukanusax (tadbmuma 1).



Tabnuna 1 — Knaccudukanus ocHOBHBIX (QYHKIUH OETKOB ITIa3Mbl

OyHKIUA benok ma3mel
AnpOymuH, ano A-1, ano B, TpancdeppuH, rantorio-
OuH, Ie€MOIIEKCHH, TPaHCKOPTHH, PETUHOI-
Tpancnopt/cBsi3piBaHNE CBSI3bIBAIOIINI O€JI0K, THPOKCHH-CBSA3BIBAIOUINH OEJOK,

npeabOyMUH, CBSI3BIBAIOIINUN TIOJIOBBIC TOPMOHBI TJIO-
OynuH, TpaHCKOOaIaMuH, 0-2-TITUKOIIPOTEUH

KOJ’IJ’IOI/II[HO-OCMOTI/I‘ICCKOG

[TpenMyIecCTBEHHO aTbOyMUH
(OHKOTHYECKOE) JTaBJICHUE

I'opMOHBI: IUIaLIEHTAPHBIN JTaKTOI'€H
Kontpons/curnanpHas GyHk- | UHruOUTOPHI: 0l-aHTUTPHUIICHH, 0.1-aHTUXUMOTPHUIICHH,
s AHTUTPOMOWH, 02-MakpornoOynmuH, wuHrHONTOp CI-
actepassl, 1ucTatud C, HHTHONTOP HHTEP-0-TPUTICUHA

HMMYHOI‘J'I06YJ'II/IHLI, KOMIIOHCHTBI KOMINIIICMCHTA, C-

HMmMMmyHHas 3ammra PCaKTHBHBIN O€NOK, TpaHCPEppHH, KHUCIbIA ol-
TJIMKOTIPOTCHH
C-peakTuBHBIN O€NOK, CBHIBOPOTOUHBIN amuious A,
Peakmus octpoii pa3bl Bocna- | kucnblii  ol-rmukonporewH, — ¢uOpuHOTeH,  0l-
JICHUS AQHTUTPUIICUH, TaNTOIOOWH, TIepyJioIuia3MuH, ol-

anTuxumoTpurncul, C3 komrieMeHT, C4 KOMIUIEMEHT

®ubpuHOTeH, aHTUTPOMOUH, (HaKTOpPHI CBEPTHIBAHUS,

CaeprbeiBanue/huOpPUHOINS
P up Oenku nporecca GuOpUHOIU3a

KommoneHTsl KOMINICMCHTA, OCPYJIOILIa3MHUH, JIM30-

depMeHTaTUBHAA AKTUBHOCTD
UM

TkaHeBbIe 1 OHKO(ETaThHbIE .
a-(GeTonpoTEerH, pAKOBOAMOPHOHAIBHBIN AaHTUTEH U JIP.

Oenku
CrpykrypHast: a2-HS-raukonpoTenH, oOCTEOKalbLMH
(MaTpUKC KOCTH)

Jipyrue byHKImn PesepBHast: anbOymMuH, npeanrbOyMuH

NMMyHOCynIpeccuBHAs: acCOIMUPOBAHHBIN ¢ OepeMeH-
HOCTBIO 0L2-TJIMKOIIPOTEUH
AnresuBHasi: GUOPOHEKTHH

benku mia3mbl BaxkHbI JIs1 00€CleYeHHs] TPAHCIIOPTa MHOTHX BEILECTB OT
MecTa uX 0o0pa3zoBaHusl WM abcopOLMM K MECTYy UX paspyuieHus. OHU MOTYT WT-
paTh poJib B METa0O0JIM3ME 3TUX BEILECTB, B3AUMOCHCTBYS ¢ (pepMeHTaMH UK pe-
HenTopamu KJIeTok. Tak, anbOyMuH SBISETCS OCHOBHBIM TPAaHCIIOPTHBIM OCIIKOM.
Jlpyrue 6enku OTBETCTBEHHBI 3a TIEPEHOC OTPECIICHHBIX BEIIEeCTB, BKIIOYAsl ano-
JUMONPOTEUHbl,  TpaHCPEppUH,  TaNTOrJIO0MH,  TE€MONEKCHH,  PETHHOJ-
CBSI3bIBAIOIIMI O€JIOK, TUPOKCHMH-CBS3BIBAIOLINI O€loK, NpeanbOyMuH, CBS3bI-
BAaIOIIUI TMOJOBbIE TOPMOHBI TJI00YJINH, TPAHCKOOATAMUH, TPAHCKOPTUH. AJbOY-

MUWH CJIYXUT I'NITaBHbIM 66J’IKOM, NoAACPKUBAIOIIUM OCMOTHUYICCKOC JIaBJICHUC, XOTA




npyrue 6enku ¢ OJIM3KOM MOJIEKYJISIPHOM Maccoil Takke y4acTBYIOT B 3TOH (PYyHK-
un. benku miaa3Mel SBISIOTCA BaXKHOW 4acThbio OyepHOil crmocOOHOCTH TUIa3MBbl,
onarogaps aM(pOoTEpHOM MPUPOIE AMUHOKHUCIIOT B O€JIKax.

NHruOuTOopsl COCTaBISIOT BaKHBIM Kiacc OenkoB Iutasmbl. OHU UTPaiOT
KJIIIOYEBYIO pOJIb B COXpaHEHUH OajaHca AEHCTBUS MPOTea3. ITOT KJIACC BKIHOYAET
uarubutop Cl »scrtepa3sl M HMHTUOUTOpPHI MPOTEMHA3, B TOM 4yucie ol-
AHTUTPUIICHH, 01-aHTUXMUMOTPUIICUH, aHTUTPOMOUH, 02-MaKpOIrIOoOyINH, IHCTA-
TuH C, UHTUOUTOP MHTEP-O-TPUIICHHA. ['OPMOHBI, TaKue KaK IUIAlEHTapHBIN JIaK-
TOT€H YeJIOBeKa WM [-XOpPUOHWYECKUWA TOHAJOTPOIMUH, BBIIOJHSIIOT POJb MEC-
CEH/I)KEPOB IIPH OIMPENEIICHHBIX (PU3NOIOTHUYECKUX COCTOSTHUSAX.

NMMyHOTJI00yTMHBI U KOMIIOHEHThl KOMIUIEMEHTA SIBJISIFOTCSI OCHOBHBIMU
OeJIkaMH 3allMThl, COBMECTHO C aHTUTEJIAMHU OCYILECTBIIAS aJalTUBHYIO UMMYH-
HYIO 3alUTYy, TOTJa KaK KOMIUIEMEHT NpeAcTaBisieT co0oil u 3¢ deKTopHbIN Mexa-
HU3M JUI @aHTUTEI, U JTOMOJHUTEIbHBIA HeaJanTUBHbBIN 3alUTHBIN MexaHu3M. C-
pEaKkTUBHBIA O€NOK, TpaHC(PEPPUH, KUCIBIM O] -TITMKOMPOTEHH SBIIAIOTCS MpHUMeE-
pamu Hecrenu(prUIecKux 3aUTHBIX OSIKOB, HO HapsIy ¢ ATUM C-peakTUBHBIHN Oe-
JIOK MOKET BBINOJHATH (YHKLIUIO MPUMUTUBHOIO HEAJANTUBHOTO MEXAHU3MA JIJIs
aKTUBallMU KoMIieMeHTa. C-peakTUBHBIA O€JOK TaKXKe CIYKUT BaKHOM 4acTbhiO
peakuuu ocTpoi ¢a3pl BocnaneHus. [lpu BocnmamuTenbHOM Mpolecce MUTOKHHbBI
BKJIIOYAIOT CUHTE3 crenu@uueckux OENKOB B KJIETKax NedyeHu. BenenctBue mo-
BbIllIeHUsI cuHTe3a C-peakTUBHOTO Oelka, CBIBOPOTOYHOrO aMuionaa A, KHCIOTo
ol -rMKonpoTenHa U Ip. X KOHLEHTpAIUs B MJIa3Me MOBBIIIACTCS.

[1na3MeHnHble OEJIKM CBEPTHIBAHUS KPOBU U (PUOPUHONM3A ABISIFOTCS aKTHUB-
HBIMU TIPOTEOTUTHUECKUMH (hepMeHTaMHu U UHruoutopamu. U e u apyrue TecHO
B3aUMOJICMCTBYIOT C CUCTEMOM KOMIUJIEMEHTA U KaJMKPEUH-KUHUHOBON CUCTEMOM,
U TaKUM 00pa3oM UrparoT pojb B BocnaneHuu. OuOpUHOTEH SBISETCS] OCHOBHBIM
CyOCTpaToM MpH yCTpaHEHUH JEPEKTOB COCYTUCTON CTEHKH IyTEM IMPEBpPALCHHUS
B (pubpuH.

Hekotopeie Genku mua3mbl 007a1al0T KaTaTUTHUYECKOW aKTUBHOCTHIO, Ha-

MNPpHUMEP KOMIIOHCHTBI KOMIIJIEMCHTA, LCPYJIOIIIa3MHUH, JIU30LKUM.



Psim GenkoB comepkaThbes B IJIa3M€ B HU3KOW KOHIICHTPAIUU U SIBJISIOTCS
WM OeKaMy MeMOpaH KIIETOK, Wi OelTKaMHu, CBS3aHHBIMH C OITyXOJISIMU, HATIPH-
Mep oHKo(deTanbHbIe Oenku (o-(peTonpoTenH, PakKOBOIMOMOHAIBHBIM AHTHUICH)

uiau Oenku, OOBIYHO HE CHUHTE3UPYEMbIE B TKAaHH, MOJBEPTIICUCS OMyXOJIEBOMY

pocTy.

2. KinHuyeckoe 3HaYeHHE JJa00PaATOPHOTO MCCIe0BAHUS

0eJIKOB KpPOBH

[1ma3mMa KpoBH CBSI3BIBAE€T BCE YACTH M KIETKH OpPraHU3Ma 4epe3 COCYIu-
CTYIO CHCTEMY H BCIIEJICTBHE 3TOTO COJICPKUT MHOTHE OCJIKH, KOTOPBIC TIPUCYTCT-
BYIOT B HU3KHUX KOHIEHTPAIMSIX WU HE MMEIOT CBOMX OCHOBHBIX (DYHKIIMI B
wiazme. TeM He MeHee, U3MEpPEHUE COACPKaHMSI ITUX OEIKOB B IJIa3Me YeJIOBEKa
MOKET J1aTh BAXXHYIO HH()OPMAITHIO KaK O CTaTyCe 3JI0POBBS WU OOJIE3HH, TaK U O
GYHKUMA WM COCTOSTHUU OpraHoB. OJHUM U3 MPUMEPOB TAaKOW BO3MOXKHOCTH
MOXKET CITY’)KUTh MHOTJIOOMH, KOTOPBIA HAXOJSACh B IUIa3ME, CUTHAIU3UPYET O T0-
BPEXKJICHUHU MBI, TpaHcheppuH — TUTa3MEHHBIN O€JIOK, OTPaKaroIINil Croco0-
HOCTh TPAHCITIOPTHPOBKH JKejie3a B KPOBOTOKE, U (DEPPUTHH — TUITUIHBIA BHYTPH-
KJIETOYHBIA OEJIOK, MCIONB3YIOTCS ISl OIEHKHA CIIOCOOHOCTH OpraHM3Ma Ccoxpa-
HSTBH 3arachl JKejae3a. 3HaHUE BONPOCOB pacmlpeiesieHus: OCIKOB B OpraHu3Me, UX
oOMeHe MMeeT TaKKe BaKHOE 3HaueHHUE ISl 0OecTeueHus MPaBUiIbHOTO yXo/a 3a
OONBHBIM, B YACTHOCTH TNPHU MPUMEHEHUH MApEHTEPATLHOTO MUTAHUS (I03UPOBA-
HUE BBOJMMBIX OCIKOBBIX MPENapaToB W JIp.), a TAK)KE HUCIOIH30BAHUU Psia Jie-
KapCTBEHHBIX MPEIapaToB, BIMSIONIMX Ha TPAHCTIOPTHYIO (DYHKITHIO OCITKOB.

UccnenoBanus 6e1KOBOM KapTUHBI KPOBU — OJMH M3 HauOOJee pacnpocTpa-
HEHHBIX OMOXMMHYECKUX aHAIM30B, TIO3BOJISIONINX OICHUTh COCTOSHUE TIAIlUEHTA.
DTO BO MHOTOM OOYCJIOBJICHO TEM, YTO OCIIKOBBIC KOMIIOHCHTHI KPOBHU BBITTOJTHSIFOT
MHOTOOpa3Hbie (hepMEHTATUBHBIC, TOPMOHAIBHBIC, UMMYHOJIOTUYECKUE U JIPyTHE
dbyHKIIMU B opraHu3me uyenoBeka (tadnuna 1). [Ipaktuuecku HET HU OJJHOTO 3a00-
JIEBaHUS, KOTOPOe ObI HE HAXOJUJIO CBOETO OTPAXCHHS B CABUTAX OEIKOBOTO 00-

MCHa KaK KOJIMYCCTBCHHOI'O, TaK U KaYCCTBCHHOI'O XapaKTcpa. B 10 xe BpCMs1 HEC-
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00XO0JMMO 3aMETUTh, YTO HAOJI0aeMble CABUTY CTaHAAPTHBHI (HECHEM(PUIHBI AT
OTpeIeNIEHHOrO 3a00JIeBaHMs) U OJHOTHIIHBI, YTO 3aTPYyJIHSAET UX KIMHUYECKYIO
otieHKy. OJIHaKo aHanu3 0ETKOB KPOBH MO3BOJIAET CIACAUTH 32 JUHAMUKOMN MaTOJI0-
THYECKOro mpoiiecca y 6016HOTO U 3(PPEeKTUBHOCTHIO JICUCHHUS, a TAKKE CYAUTH O
CTETNIEHU BBIPAXKEHHOCTH HApyIIeHU OeTKOBOro oOMeHa.
B ximHuueckoil 1abopaTOpHOM MUArHOCTUKE CYHIECTBYET PsJi OCHOBHBIX
MIOJIXOJIOB JIJIsl OLIEHKU COCTOSIHUSI OETTKOBOT0 OOMEHa:
1. ompeneneHne cyMMapHOTO (OOIIETr0) KOJIMYeCcTBa OeKa B KPOBU;
2. ompezeneHue OETKOBBIX (hpaklnii — OPUEHTUPOBOYHOE MPEICTABICHHUE O Xa-
pakTepe (U30BITKE WU HEJOCTATKE) OMPEIEICHHBIX OEIKOB B KPOBH;
3. ompeneneHue cnenupuueckux (MHANBUAYATBHBIX) OCIKOB B KPOBH;
4. ompejerneHrne HAYATbHBIX (AMHHOKHCIIOT), MPOMEXYTOUYHBIX U KOHEYHBIX IMPO-
IYKTOB MeTabo113Ma O€JIKOB B CHIBOPOTKE KPOBH;
5. uccnenoBaHUe CTPYKTYPhI TEHOB, KOJUPYIOIIMX CUHTE3 UHAUBUAYAIbHBIX O€JI-
KOB.
buoxumuueckre METOIbl UCCIEI0BaHMS IO3BOJIIOT pelaTh 3ajaui OLUEHKU
COCTOSIHHSI O€JTKOBOTO 0OMEHA B paMKaX MEPBBIX YETHIPEX TPYII MOIXOA0B.
B nannom nocobuu Oynet npeacTaBieHa HHGOPMAIIHS O TAKUX OMOXUMUYe-
CKUX IMOKa3aTeJsIX KPOBU Kak 00mui OeloK, alibOyMuH, OeIKOBbIe (Ppakiuu, crie-
uupuyueckre (MHANBUAYaIbHbIE) OCIKH, UMEIOIINE 3HaYEHUE B JUArHOCTUKE MHO-
rux 3a00JeBaHMi, OLIEHKE AMHAMMKHU IMaTOJOTUYECKOro MPOLEcca, MOHUTOPHUHIE

3 PEKTUBHOCTH JICUCHUSI.

2.1 O01mmii 6eJ10K CHIBOPOTKH KPOBH

KoHuentpanus o01iero 0eiaka CbIBOPOTKH KPOBH 3aBUCHUT TJIABHBIM 00pa3oM
OT CHHTE3a U paclaja JIByX OCHOBHBIX OENKOBBIX (pakiuil (aap0yMuHa U 17100Yy-
auHOB). OnpeneneHue oo1ero 0eaka B CBIBOPOTKE KPOBU B KIIMHUYECKON MPAKTH-
K€ YacTO MCMOJb3yeTcsd KaK BaXKHBbIA AuarHocTuueckuil tect. OH XapakTepusyer
cofiepKaHue BceX OENKOB B CHIBOPOTKE KpOBH. B HOopMme y 310poBOro uenoBeka

KOHIICHTpaIusi 00111ero 06ejika B ChIBOPOTKE cocTaBisgeT 65-85 r/i1. CHUKEHHE co-
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JepkaHus Oellka B KPOBH IO CPABHEHHIO ¢ HOPMAIBHBIMH ITOKa3aTeIsIMU 0003Ha-
YalOT TEPMUHOM «THIIONPOTCHHEMHS», a MPEBBIIICHHE — TCPMUHOM «THIIEPIIPO-
TEUHEMHUSD».

Pedepentnrie npeaensr 001mero Oenka sl pa3TuIHBIX BO3PACTHBIX KAaTero-

puii MpUBEACHBI B TAOIHIIE 2.

Ta6nuna 2 — PedepenTHbie mpeaensl 00111ero 0eiKa B ChIBOPOTKE KPOBU

Bospacrt ConepkaHue B CHIBOPOTKE I/JI
o 1 rona 44-73
1-2ronma 56-75
2 — 14 ner 60-80
Crapuie 14 ner 65-85

2.1.1 KiinHu4ecKoe HCI0JIb30BAHUE ONpe/ieIeHUus 001ero oejaka

BrisiBnenune HapymieHuil 6€TKOBOTO OOMEHa MpU Pa3IMYHBIX MaTOJIOTHYE-
CKUX COCTOSIHUSIX (OCTPBIX U XPOHMYECKMX MH(EKIUAX, 3a00J€BaHUIX MEUYEHH U
MOYEK, OHKOJIOTUUECKUX 3a00JI€BaHUSIX, MaThaOCOPOIIUU MPU XPOHUUECKUX 3a00-
JeBaHUX KEITYAOYHO-KUILIEYHOTO TPaKTa, FOJOJJaHUH, 0XKOTraX, KpUTHYECKHX CO-
CTOSIHUSIX U Jp.). B couetanum ¢ anpbOyMUHOM M OENKOBBIMH (pPAKIMSIMHU — IS
OLIEHKH qucnpoTenHeMuu (cm. pasaen 2.3.1, gacts I).

T'unonpomeunemuueckuii cuHOpom CBUAETEIBCTBYET MO0 O OEIKOBOM TO-
JIOJIaHUU BCJIEJICTBUE HEIOCTATOYHOTO MOCTYIJIEHUSI aMHUHOKHCIIOT € MUIIEH, 1100
O 3HAUUTEJIBHBIX MOTEPSIX Oesika OpraHu3MOM (HampuUMep, Yepe3 MOUYKH MpHU pas-
BUTUU HE(PPOTUUECKOTO CHUHApPOMA), TUOO 00 YrHETEHUH MPOILIECCOB OMOCHHTE3a
OeITKOB KPOBH B pe3yJIbTaTe Pa3BUTHS XPOHUYECKUX 3a00sIeBaHUi (HampuMmep, pu
3a00JIeBaHUSAX TIE€UEHH), BOCTIAJUTENIbHBIX MPOLIECCOB, 3J10KAUYECTBEHHBIX HOBOOO-
pa3oBaHUM, UHTOKCUKALIUH.

YMeHbllIeHHeM KOHIIEHTPAKH (THHOIPOTEUHEMHUEH) COTTPOBOKIAIOTCS

® TUMOATBOYMUHEMUS;
® CHIKCHHME CHHTEe3a OeJKOB IPU HEJOCTATOYHOM IMOCTYIUICHUH W/WIIU YCBOSHUH
OeKOB MUIM (ToJI0JaHUe, TAHKPEATUTHI, SHTEPOKOJIUTHI, HeaJeKBaTHOE MapeH-

TCPAJIbHOC UJIM 30H0BOC HI/ITaHI/IC);
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3a00JIeBaHUsl TEYEHH C CHUHAPOMOM TemaTojenpeccuu (UUppO3bl, TeMaTUTHI,
TOKCHYECKOE MOPAKEHNE NIEYEHHN );

noTepu OENKOB (MJIa3MONOTEPS PU OOIIUPHBIX 0XKOTraxX, MPOTEUHYPHS MPU 3a-
00JIeBaHUAX MOYEK, IKCCYIaTUBHAS DPHTEPONIATHS TIPU SHTEPUTAX);

YCWICHHBIA pacnajg OenkoB (IOCIEONEpAllMOHHOE COCTOSIHUE, TSKENbIE coOMa-
TUYECKHE 3a00JeBaHUs, NPOAOIDKUTENbHAS TUNEPTEPMUS, OXoroBas 00-
JI€3Hb, OHKOMATOJIOTHUS);

BBIXO/J] OEJIKOB M3 COCYAUCTOro pycia, oOpa30BaHHUE 3KCCYAaTOB U TPaHCCYyJa-
TOB;

BPOKICHHAs araMMarjio0yIuHEeMUsl.

YBennueHneM KOHIIEHTPAIMU (THIEPIPOTEUHEMUEH) COMTPOBOXKAAIOTCS:

runepraMmarjioOyJIuHeMus (CIEACTBUEM, KaK MPaBUIIO, SIBISETCS aOCOIOTHAS
TUNEPIPOTEHUHEMUA );

XPOHUYECKUE UH(PEKITMOHHBIE 3a00JI€BaHNS;

XPOHUYECKHE HEUH(PEKIIMOHHBIE TeMaTUTHI;

ayTOMMMYHHAas MaToJorus (CUCTeMHasi KpacHasi BOJTYaHKa, pEBMATOMIHBIN apT-
pUT, pEBMATHU3M U T.1I.);

MOHOKJIOHAJIbHbIE TaMMaIllaTuH, CBSI3aHHBIE C MUEJIOMOW, MaKpOTrjIo0yIMHEMU-
eil, aMUIonA030M, JTMMGOMON;

neruapataius (OTHOCUTENbHAS TUIIEPIIPOTCHHEMUS );

OOIIUPHBIE 0KOTH;

nuapes, pBoTa;®

NOJINYPHS TIPU CUHIPOME HEaJIEKBATHOM CEKpeLH Ba3oIpeccuHa u Jip.

2.2 AnbOYMHUH CHIBOPOTKHU KPOBH

AnpOyMHH — camblii OOWJIbBHBIA O€JIOK B YEJIOBEUECKOW IIa3Me, COCTaB-

asromuid okosio 60% Bcex OENKOB MIa3Mbl. AJTBOYMHH Tak)Ke MPUCYTCTBYET BO

BHCKJICTOYHOM IPOCTPAHCTBE, I'IC €TO 061uee KOJIMYECTBO IIPEBBLIIIACT COACPIKA-

HUE BO BHYTpPHCOCYAUCTOM TpocTpaHcTBe Ha 30%. AnpOyMUH MMEET MOJIEKYIISp-
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HyI0 Maccy 66,3 KDa u cocTOUT M3 eAMHCTBEHHOH IeNH MenTuaa u3 585 amuHo-
KHUCTIOT. DTO — BBICOKO3APSKEHHBIN OeIOK 0e3 MIMKO3MIMPOBAHHBIX OCTATKOB, HO

¢ 17 6ucynbhuIHBIMA MOCTHKAMH M OJTHUM CBOOOJIHBIM IIUCTCHHOM.

2.2.1 ®yHkuuu aabOyMuHa

AnrOyMHH WTpaeT BaXXHYIO poiib Oydepa, mommepxkuBatomero pH Ha ¢u-
3MOJIOTMYECKOM YPOBHE, HOPMAJIbHYIO BSI3KOCTh M OHKOTHUYECKOE JIaBJICHUE I1J1a3-
Mbl. AJIbOYMHH SIBJISIETCSI BaKHBIM IIOKa3aTeJIeM OEJIKOBOTO pe3epBa OpraHu3Ma, a
TaK)K€ BBINIOJIHAET TPaHCHOPTHYIO (yHKIMIO. HecMOTpst Ha ero BHICOKYIO PacTBO-
PUMOCTb, 3TO — BaXKHBIA NMEPEHOCYMK MHOTUX TUAPO(OOHBIX (HEPACTBOUMBIX B
BOJIE) MOJIEKYJI THIA CBOOOJHBIX KUPHBIX KUCJIOT, OMIMpYOWHA, TUPOKCHHA, Te-
MHHA U KCEHOOMOTHKOB (Hampumep, GEHUTOMHA, BAIBIIPOEBON KUCIOTHI).

AnbOyMHUH TaKKe KPUTUYECKH BAXKEH JUJIsI METab0IM3Ma KaJlbLUsl, TIOCKOJIb-
Ky 10 45% 00111ero KaJblHs CHIBOPOTKH CBSI3aHbI C albOYyMHHOM. M3BECTHBI Ciy-
Yau aHaJTbOYMUHEMUH, MPU KOTOPBIX, KaK COOOIIAIOT, ObUTH OOHAPYKEHBI CepPhe3-
HBIE PACCTPOMCTBA META0OIN3MAa KOCTEH.

Anb0yMUH BHOCUT OCHOBHOM BKJIAJ] B MOJAEpKaHUE 00beMa IUPKYIUPYIO-
et kpoBu (OLIK). Ilognepxkanue nocrossucTBa OLIK 3aBuCHT OT yaep)kaHus B
COCYIUCTOM pycie Boawl. [Ipu aToM apTepuanbHOe JaBieHUE CIIOCOOCTBYET Mepe-
MELIEHUIO JKUJKOCTH BO BHECOCYAUCTOE (MEXKKIETOYHOE) IPOCTPAHCTBO. B oTCYT-
cTBUE d(PPEKTUBHOTO MPOTUBOCHCTBUS 3TOMY IIPOLIECCY MPOU30IIIIa ObI ObICTpast
noTeps BOAbI U3 COCYAUCTOro pycia. B oTiauune oT KJIeTOYHbIX MeMOpaH, CTEHKH
KalWUIAPOB MPOHUIAEMBI 111 HEOOJBIIMX MOJIEKYJI, IO3TOMY HAaTPHIl MOUYTH HE
OKa3bIBa€T OCMOTHYECKOro 3(@eKxra B KPOBEHOCHBIX Kanusuisipax. Haumensreit
U3 MOJIEKYJI, KOHIIEHTPALMsI KOTOPBIX 3HAYMTENIbHA B KPOBOTOKE, HO BHE KpOBe-
HOCHBIX COCYJIOB HHM3Kas, BBICTYIAeT MoJIeKyJa aJbOymuHa. B HopMe cTeHKa Ka-
NUJUISIPOB MAJIONPOHUIIAEMA JIJIs1 HETO, TO3TOMY KOHLEHTpalus aJb0yMHUHa B Kpo-
BU BBICTYIaeT HanOoyiee BaXXHBIM (PAKTOPOM, MPOTUBOCTOSALIUM OOIIEMY apTepH-
QIbHOMY (THIPOCTATUYECKOMY) JIaBJICHHUIO.

AJ'IB6YMI/IH INPUCYTCTBYCT B I1JIa3MC B OONBIINX KOJIMYSCTBAX M BHOCHUT Ca-
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MBI 3HAYUTENILHBIN BKJIAJ B MOJIEPKAHUE €€ OHKOTUYECKOTO aaBieHus. Kak u3-
BECTHO, OHKOTUYECKOE JAaBJICHHUE MPEMATCTBYET BHITCKAHUIO JKUJIKOCTU U3 Karui-
JSIPOB B OKPY’KAIOIIEe WHTEPCTUIIMANBHOE (MEXKIECTOYHOE) MPOCTPAHCTBO O]
JNeicTBUEM JaBiieHuss BHYTpu cocyaoB. Ha 65-80% oHKOTHYECKOE [aBlIeHHE
TJ1a3Mbl 00YCJIOBJICHO aJIbOYMHUHOM.

[Ipy maronoruu IWHAMHUYECKOE PABHOBECHE M OOMEH JKHIKOCTH MEXKIY
BHYTPH-H BHECOCYAMCTBIMU MIPOCTPAHCTBaMH Hapymiaercs. [Ipu ymeHbeHnu co-
Jiep’KaHusi albOyMUHA B KPOBH (OCTpasi KPOBOMOTEPS, BHICOKUI ypOBEHb KaTabo-
JU3Ma, TICYCHOYHAsT HEIOCTAaTOYHOCTh, MOTEpH Oelika ¢ MOYOW W JIp.) OHKOTHYE-
CKO€ JaBJICHHUE TUTa3Mbl CHIDKAETCS, JKUIKOCTh YCHJICHHO IMOKHIAET COCYIHCTOE
pyclio, B CBSI3M C Ye€M MPOUCXOJUT CTYIIEHHUE KPOBHU, 3aMeJIJICHUE KPOBOTOKA, a B
MEXKJIETOYHOM TIPOCTPAHCTBE 0O0pa3yeTcss HM30BITOK XUIAKOCTH W PA3BHBACTCS
otek. OTeK SBISIETCS KIMHUYECKUI CUMIITOM HAKOIUICHUS JKUJKOCTA B UMHTEPCTHU-
[[MaJIbHOM MPOCTPAHCTBE.

ATBOYMHH CHHTE3MPYETCS B MIEYCHH W3 aMHUHOKHCIIOT CO CKOPOCTBIO TPH-
MepHo 12-15 r/cyT, moaynepuo ero *u3Hu B kpoBoTtoke 18—20 maHeit. BripaboTka
abOyMHUHA CTUMYJIUPYETCS THPOKCHHOM M aHAOOJUYCCKUMH CTEPOUIAMH, TOTIA
KaK TIOJIaBJISIETCS MOBBIIIIEHUEM KOJUIOMIAIBHOTO OCMOTHYECKOTO JAaBJICHHS, Jie-
(GUIIUTOM aMUHOKHUCIIOT M YBEJIMYCHHEM YPOBHSI MHTEpJICHKHHA-O (MPU peakIuu
ocTpoi (pa3bl BoCmajaeHus).

Pegepenmuvie nepedenvt anvbymuna 6 coleopomke kpogu: 35—-50 2/x.

2.2.2 KnuHuYecKoe UCIoIb30BaHue OnpeieieHus: albOyMHUHA

B otHOmIEHNN anb0yMHHOB J1a00OpaTOpPHBIE HCCIIEOBAHUS OOHAPYKUBAIOT B
OCHOBHOM KOJIMYECTBEHHBIE HAPYIICHUS UX COJIEP>KAHMS B IJIa3Me KPOBH. DTH KO-
JMYECTBEHHBIE W3MEHEHHUS MPOSBISAIOTCA TUNEpaIbOyMUHEMUHN (KOHLIEHTPALIUs
Bbiie 50 r/1) u runoasbOyMuHeMuen (KOHILIEHTPAlUs B CHIBOPOTKE KPOBU HMKE
35 r/n).

[ToBbIlIeHNE KOHIIEHTPAIMH ATbOyMUHA (2unepanboymutemusi) B CBIBOPOTKE

Ha6JIIO,Z[a€TCH PCAKO, IMPOABJIASACE B OCHOBHOM IIPHU I'CMOKOHIOCHTPAIWH b0 Kak
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apredaxt, 100 n3-3a 00€3BOKMBAHUS B YCIOBUAX TSKEIBIX TPABM, OOIIMPHBIX
O’KOTOB, XOJEpbl. B HEKOTOPBIX ClTydasX TMOBBINICHHWE YPOBHS albOyMHHA KPOBH
MIPOBOIUPYIOT MPUEM aHAOOJIMYECKUX CTEPOMJIOB, a TAK)KE Upe3MEpPHOE BHYTPH-
BEHHOE BBEJICHHUE aTb,OYMHUHA MPU UHDY3USIX.

T'unoanvoymunemus

['unoansOymMuHEMUM OBIBAIOT (PU3UOJOTUUESCKUMU — Y HOBOPOXKJICHHBIX JIE-
TEW U JIeTeN 10 3-X MECSUEB KU3HU B PE3YJIbTATE HE3PEJIOCTH MEUYCHOUHBIX KJIE-
TOK, Yy JkeHIuH B Il TpumecTpe 6epeMEHHOCTH M TTaTOJIOTHYECKUMHU, OOYCIIOBJICH-
HbIE Pa3TUYHBIMU 3a00JI€BAHUSIMH.

HeoOxomuMo OTMETHTBH, YTO AUAIa30H OO0JIE3HEH, BBI3BIBAIOIINX CHHKCHHE
anpbOyMHHa B IJIa3Me, HACTOJIBPKO IIUPOK, YTO KOHICHTPAIMIO aJlbOyMHUHA KPOBU
HE CJIelyeT pacCMaTPUBATh KaK CIEHU(PUUECKUN HHIUKATOP OOJIE3HU.

FI/IHOEIJIB6VMHH€MI/II/I 06VCJIOBJICHI)I CJICAVIONIMMHU NPUYNHAMU.

1. TlogaBneHue cuHTe3a anbOyMUHA — MPU HEAOEHAHUM, CUHIPOME MaibadcopO-
MU, 3a00JICBaHUAX IICUCHH.

ATBOYMHUH CHIBOPOTKHU SIBJISIETCS OJTHUM M3 BAXKHBIX OMOXMMHYECKUX Map-
kepoB muTaHus. [Ipu 3ToM ankOymMuH He KaTabONMM3UpYyeTCs NPU TOJOJAHUH, HO
IpU AUETE C HU3KUM MOTpebiieHneM Oellka CKOPOCTH CUHTE3a U KaTaboau3Ma alib-
OyMUHaA CHMKEHBI, U1 Macca albOyMHHa BO BHECOCYAMCTOM IPOCTPAHCTBE YMEHb-
mraerca. Kak m3BecTHO, CHUKEHHE OE3:KMPOBOW MacChl Tella OKa3bIBa€T OTPHIIA-
TENbHOE BIUSHUE HAa (DYHKIIMM OPraHOB: YMEHBLIEHHE COKPAaTUMOCTH cepiala U
COOTBETCTBYIOIIIEE COKpAIlleHHe KPOBOTOKA M JIOCTaBKM KHCIOpOAa Ha mepude-
pUI0, IMMYHHBIH OTBET Ha MH(M)EKIINIO W 38KUBIICHUE PaH.

W3mepenHble TOCTIEI0BaTENbHO, 3HAUCHUSI Oelika B IUIa3Me IMPEICTaBISIOT
co00l MHJEKC CKOpoCcTU cUHTe3a Oenka. [Ipu 3TOM ucnosib30BaHUE YPOBHS ajib-
OyMuHa JUIsl HAYaJIbHOM OLIEHKH MUIIEBOTr0 CTaTyca U MPHU OIICHKE OTBETa Ha Jue-
TOTEpanuio sBisieTcs HeuHpopMaTUBHBIM. Jlydilee nNpuUMEHEHUE H3MEpPEeHUe
YPOBHS aTbOyMHUHA CBIBOPOTKH TMOTYYHIO B KQ4eCTBE MPOTHOCTUYECKOTO MapKepa
CMEpPTHOCTH y HaOJIOaeMbIX Ha JIOMY WM TOCIUTATM3UPOBAHHBIX MOXKHUIBIX Ma-

OUCHTOB. Cpe;:u/l NanquCHTOB C HU3KWUMH YPOBHAMU aJ'IB6YMI/IHa B I1J1a3M€ Ha6m011a-
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€TCsl MOBBILIEHHAs YaCTOTa OCJIOKHEHHM W CMEPTHOCTH, BCJIEACTBHUE TSHKEIIOTO
WIM XPOHUYECKOTO XapakTepa WX OOJE3HU WU B Pe3yjbTaTe IUIOXOrO MUTAHUS.
Tak, ypoBHM aibOyMHHAa HMXKE 25 I/ CBsSI3aHBl C IUIOXUM IIPOTHO30M U TOYHO
IPEACKa3bIBAIOT NPOrHO3 BbDKMBaHUA Y 90% ManMeHTOB B KPUTHUECKUX COCTOS-
HUSX.

CHmxeHue cUHTe3a albOyMHHA TAaK)Ke MPOUCXOIUT IpU 3a00JIEBaHUSIX Ie-
yeHu. [Ipu 3TOM yMeHblIeHHEe KOHUEHTPALMH aJbOyMHUHA B CHIBOPOTKE PETUCTPH-
pyercs IpHU CEepbe3HOM YXYALIEHUM CUHTETHYECKOW CIOCOOHOCTH IMeuyeHu (Ha-
pUMep, MPHU IUPPO3€ MEUYCHU, TSHKEIOM TelaTUTEe), IEYSHOYHOW HEIOCTaTOYHO-
cti. OTHaKO ypOBEHb aJbOyMUHA OCTAETCS HOPMAJIBHBIM, €CIIU 3a00JIEBaHUE IIPO-
TEKaeT OCTPO U OBICTPO paspemiaercs (OCTPHIN remaTtur). DTO CBSI3aHO JUIUTEIb-
HBIM NIEPHOJIOM IOy KU3HU allbOyMUHA B KpOoBH — 1520 cyT, mo3ToMy Jaxke mosi-
HOE TNpEeKpallleHue CUHTe3a albOyMHHA MEYEHBI0 HE OyJeT CONpOBOXKAAThCS 3HA-

YUTCJIbHBIM CT0 CHMKCHHCM B CBIBOPOTKC KPOBHU Ha IIPOTAKCHUN 3-4 CVT.

2. [loBbimienHast notepst anbOyMuHa (HEHPOTUUECKHUM CHUHIPOM, SHTEPOKOJIUTHI,
O’KOTH, KPOBOTEUEHHSI, BHITIOT, 00pa30BaHue HKCCYAATOB U TPAHCCYIaTOB).

3. [ToBeIIeHHBIN pacman anbOyMuHA (CETICHC, JTMXOpaaKa, TPaBMbl, HOBOOOPa30-
BaHus, cuHpomM KyiivHra, runepTupeos, THIEePKOPTULIN3M, TISITHAKHUS).

4, T'uneprunpparanus. ['emoammonus (pa3BeeHHe KPOBH), HaIIpUMep, Mpu Oepe-
MEHHOCTH COTIPOBOXKJIA€TCSI CHIDKCHHEM cojiepkaHus anboymuHa. [lpu mage-
HUU KOHIIEHTPAINK aTb0yMHUHA HIDKE 22—24 T/ BO3HUKAET OMAcHOCTh Pa3BU-

THUs OTCKA JICTKHX.

2.3 beaxkoBble ppakuum cbIBOPOTKHU (IPOTEUHOTPAMMBbI)

BaxHoe IMarHoCTUYECKOE 3HAYEHHE MMEIOT KOJIMYECTBEHHBIC B3aUMOOT-
HOIIICHUSI MKy OTACITBLHBIMU OCTKaMH CHIBOPOTKH KpOBH. {7151 pa3menenus Bcex
OCJIKOB CBIBOPOTKM KPOBH Ha WX COCTAaBJISIOIIME OOBIYHO HCIOJB3YIOT METO/
anekTpodopesa, OCHOBAHHBIN HA Pa3IMYHON MOJBMXHOCTUA OEITKOB CHIBOPOTKH B
aneKTpuueckoM mosie. Kak M3BecTHO, OEJIKM B CHIBOPOTKE KPOBU MMEIOT pa3HbIe

pa3Mepsl U 3apsa MoJekyn. [ToaTomy npu JelCTBUM AIEKTPUUECKOTO OIS OeIKU
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B CIICIIMATILHOM Pa3IEISIONICH Cpeie pactpeAesiFoTes Ha ¢hpakiuuu (TPYIIbI).
Bapuantamu aneKkTpodopesa, UCTIOJIb3YeMbIMU B KIIMHUKO-

JMAarHOCTUYECKUX JTA00paTOpHsiX, OCJIKU CHIBOPOTKH KPOBH Pa3JIESAIOTCS Ha Clie-

nyromue Qpakiuii (37exTpodoperpaMMa UM MPOTeHOTpamMma). anbOyMuHsbl, ol-

rJ100YJIMHBI, 02-TJI00YIUHBI, B-TIIO0YIMHBI M Y-TJIO0YJIHHEI (Tabiuna 3).

Ta6nuna 3 — PedepentHbie nipeiesibl OSIKOBBIX (paKIMil B CBIBOPOTKE KPOBH JIJIS
B3POCIIBIX

benkoBbie dhpakiuu PedepenTtnoiit npenen,%
anbOyMUH 60,5 -74,2
al-rnoOyauHbI 1,1-4.3
0.2-TJIOOYTUHBI 42 -10,9
B-rmo0yauHbI 8,4—-12.8
Y-TTIO0YJIHHBI 6,4—-17,0

Opakuust arbOymMura SBISETCS OAHOPOTHOM.

I n06ynunosvle gpakyuu coaepkaT MHOXKECTBO (DYHKIIMOHAIBLHO pPa3iny-
HBIX OEJIKOB, HO Ha M3MEHEHHE IMOKazaresiei neKkTpodoperpaMmbl BIUSET JIHIIb
4acTh OEJIKOB, KOHIICHTPALUS KOTOPHIX B HOPME WJIM MPHU MATOJOTUU COCTABIISET
He meHee 1 /1. K roOynuHoBO#M (pakiuu OeaKoB, MOJydaeMoil METOJ0M dJICK-
Tpodopesa, OTHOCHT:

1. al-r1oOVJIMHBI:

e Oenku ocTpo (as3pl: ol-aHTUTPUIICHH, Ol-KHCIBIH MIMKONPOTEHH (0p030-
MYKOHM]I);
e ol-nmunonporteuH.

2. 02-TJIOOVIVHBL:

® (02-MaKporiIo0yJInH;

® TaITOrJIOOWH;

e anonunonpoTterHsl A, B, C;
® I[IepYJIOIIa3MHUH;

3. B-r100VIIMHBL:

e TpaHcheppuH,

o (3-KOMIIOHEHT CHCTEMbI KOMILICMCHTA,
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¢ [- IMMONPOTEUHBI;
® TEMOIEKCHUH.

4. y-r100YJINHBL:

e ummyHorJooyaunsl — IgA, IgM, 1gG

HccnenoBanmne OeNKOBBIX (pakIuil sBisieTcss Oojiee MHOOPMATUBHBIM B JTH-
ArHOCTUYECKOM OTHOIICHHH, YeM OTIpe/IeIICHIE TOJIBKO 00IIero 6emka win anp0y-
muHa. [Ipr MHOTHX 3200J€BaHMIX YACTO M3MEHSETCS! MPOLIEHTHOE COOTHOIIICHHE
0enKkoBbIX (pakiuii, X0Ts o0lee cofepkanre 0eika B CBIBOPOTKE KPOBH OCTAETCS
B mpejienax HOpMbl. AHanu3 3JeKTpodoperpaMm OEIKOB MO3BOJISIET YCTAHOBUTD,
3a CYeT Kakou (pakiuu y O0JIHHOTO UMEETCsl YBETUYeHUE Win AeduiuT Oenka, a
TaK)Xe CYIUTh O CIICHU(PUIHOCTH U3MEHEHUH, XapaKTePHBIX IS JAaHHOW IaToio-
rur. OHAKO HCCleIoBaHuE OENKOBBIX (PpaKIUil MO3BOJIAET CYyJIUTh O XapaKTep-
HOM JIJI1 KaKoro-jaubo 3a0osieBaHusI M30bITKE WK Jepuuure Oejika TOJIbKO B ca-
Mo o011eit popme.

HaunGonpiryro kauHUYECKy0 MHGOOPMATUBHOCTD JIJISi IUATHOCTUKUA U IUd-
dbepeHIManbHON JUATHOCTUKH AJIEKTpodoperpaMMa ChIBOPOTKHA KPOBU MMEET MPH
CICAYIOIINX 3a00JICBaHUSIX
® MHOXXECTBEHHAs MUEJIOMA;

e MakporyiooynuHeMus Banbaectpema,
® THIOTraMMarjio0yJIuHEMHUS,;

e aramma-A-TIoOyIHHEMUs;

® aHATHLOYMUHEMHUS,

e OucanpbOyMuHEMHS;

e aubuHOTCHEMUHS;

e arpaHcepuHeMus,

e HapylieHne 0OMEHa O-aHTUTPUIICHHA,
® I[UPPO3 MECUCHHU.

BBII[GJIHIOT CJICAYIOIMEC OCHOBHBIC THUIIBI HaDVIHeHI/Iﬁ IIPOTCUHOI'PAMM.

1. qucnpoTenHEMUN — U3MEHEHMSI B COOTHOLIEHUHU OENKOBBIX (ppakiuii mo cpas-
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HEHUIO0 C HOPMAJIbHBIMU 3HAYCHUSMH,
2. TeHEeTHYeCKre AePEKTh CHHTE3a OCIIKOB,;
3. mapanpoTeMHEMHUH — TOSBJIICHHE B KPOBH aHOMAJILHBIX OCIKOB (HampuMep, IpH

MHEIIOMHOM OO0JIC3HN).

2.3.1 IlucnporenHeMunu

JlucripoTenHEMHUsI MOKET MPOSBIATHCSA Pa3IMUHBIMU U3MEHEHUSIMHU B COOT-
HOILIEHUU OCHOBHBIX OEJIKOB CBIBOPOTKHM KpOBU. PaccMOTpuM MX B mopsiike pac-
MOJIOKEHUS OEJIKOBBIX (PpakUUid Ha 3IEKTPOPoperpaMme.

M3meHenus dpakimu ol-r100VIMHOB

YBenuuenne (pakiuu ol-rio0yJIruHOB HAOMIOJAETCS PU OCTPHIX, MOJO0CT-
pBIX, 000OCTPEHUH XPOHUYECKUX BOCHAIUTEIBHBIX MPOLIECCOB; MOPAXKCHUM Teye-
HU; BCEX MpOoIIeccax TKAHEBOIO paciaja Wid KJIETOYHOU mpoudepaluu.

Camwxenue ¢pakiuu ol-rnmoOynuHoB HaOmogaercss npu Aedunure ol-
AHTUTPUIICUH, TUIIO-0 | -JIUONPOTENHEMUH.

M3meHenus dhpakimu o.2-ri100yJIMHOB

YBenuuenne ppaxkuuu 02-rao0yIuHOB HAOMIOJAETCS MPU BCEX BHUJIAX OCT-
PBIX BOCHAJIUTENBHBIX MPOLECCOB, OCOOCHHO C BBIPAKEHHBIM 3KCCYJATUBHBIM U
THOWHBIM XapakTepoM (TTHEBMOHHWH, dMIKEMa TUICBPHI, JPYTHe BHIBI THOWHBIX
IPOLIECCOB); 3a00JIEBaHUAX, CBSA3aHHBIX C BOBJICYEHHUEM B MATOJOTUYECKUN MPO-
LECC COCAMHMUTETHbHOW TKAaHU (KOJJIareHO3bl, ayTOMMMYHHbIE 3a00JI€BaHUS, PEB-
MaTHYeCKHe 3a00JIeBaHMsl); 3TOKaYECTBEHHBIX OMYyXOJISIX; B CTaIUH BOCCTAHOBIIE-
HUS TI0CJIE TEPMUYECKHUX 0’KOTOB; HE(QPOTUUECKOM CHHAPOME.

CHmwxenue ¢pakuuu 02-r100yJIMHOB HAOI0IAaeTCs IPU caxapHOM Auadere,
naHKpeaTuTax (MHOTAA), BPOXKIACHHON MEXaHWYECKOW JKENTyXe Y HOBOPOXKICH-
HBIX, TOKCHYECKUX TeIaTuTax.

K 02-rnoOynmHOB OTHOCHUTCS OCHOBHasi Macca OenkoB ocTpoit ¢assl. [lo-
TOMY yBEJIWYEHHE ATON (PpakiUy OTpakaeT MHTEHCHUBHOCTb CTPECCOPHOM peak-
IIUU ¥ BOCMIAJMTEIbHBIX MPOIIECCOB MPH MEPEUNCICHHBIX BUAX MaTOJIOTHH.

M3meHenus dhpakimu B-riio0yInHOB
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VYBenuuenue ¢pakuuu B-ria00yIMHOB BRISIBISIOT IPU MEPBUYHBIX U BTOPUY-
HBIX THUIEPIUNONPOTEUHEMUSX, 3a00JI€BaHUAX MT€YEHU, HEPPOTUUECKOM CHUHIPO-
Me, KpOBOTOYAIIIEH A3BE KEITYKA, THIIOTHPEO3E.

[ToHMKEHHBIE BEIMYUHBI COJAEPKAHUS B-rI00yJIMHOB BBISIBISIOT MPU THUIIO-
B- TMIIONPOTEMHEMMUH.

N3meHenus dhpakimu y-rjioOyJInHOB

Opakuus y-TI00yIuHOB coaepkUT uMMyHorooymunsl G, A, M, /1, E. Ilo-
ATOMY MOBBIIIEHUE COJIEPKAaHUS Y-TI00YIMHOB OTMEUYAETCSI IPU PEAKIIMHA CUCTEMBI
UMMYHUTETA, KOTJa MPOUCXOAUT BHIPAOOTKA aHTUTE U AyTOAHTUTEN: MPU BUPYC-
HBbIX U OaKTepHUabHbIX UH(PEKIHIX, BOCIAJIEHUH, KOJUIAr€HO3€e, JEeCTPYKIIMU TKa-
HEll U o)Korax. 3HAUMTEIbHAs TMIIEPraMMarjioOyJIMHEMHUs, OTpa)kas aKTHBHOCTh
BOCHAJIMUTENIBHOIO IMpoIlecca, XapakTepHa sl XPOHUUYECKUX AKTUBHBIX I€laTUTOB
U 1uppo30B nedeHu. [loBeiieHue ¢pakuuu y-riao0yauHOB HabOmogaeTcs y 88—
92% OONBHBIX XPOHMYECKUM AKTHUBHBIM I€NAaTUTOM, IMPUYEM 3HAYUTEIBHOE I0-
BbIIeHUE (10 26 r/a1 u BbIme) y 60—65% OonpHbIX. [louTn Takue e nu3MeHeHUs
OTMEYaroTCsl y OOJIbHBIX MPHU BBICOKOAKTUBHOM IIMPPO3€ MEUEHH, MPU JAJEKO 3a-
HIe/IeM IIUPPO3e, MPU 3TOM HEPEIKO COAEPIKaHUE Y-TJIOOYIMHOB MPEBBIIIAET CO-
JiepKaHue albOYMUHOB, YTO BBICTYIAET MJIOXUM MPOTHOCTUYECKUM MPU3HAKOM.

[ToBpllIeHNE coAepk aHUsI B KPOBU Y-TJIOOYJIMHOB, KPOME Y€ Ha3BaHHBIX
MPUYHH, MOXET COMPOBOXK/IATH CIEAYIOIINE 3a00JI€BAHMS: PEBMATOUIHBIN apTPUT,
CUCTEMHYIO KpacHYIO BOJIYaHKY, XPOHUYECKUH JTUM(OIEHKO3, SJHIOTEIUOMBI, OC-
TE€O0CAPKOMBbI, KAH/IUJIOMUKO3.

YMeHbllIeHHue CoJlep KaHus Y-TII00YJIMHOB ObIBA€T NMEPBUYHBIM U BTOPHUY-
HbIM. PaznuuaroT 3 OCHOBHBIX BHJA MEPBUYHBIX T'MIIOraMMAarioOyiIuHeMuil: ¢u-
3M0JIOTHYECKYIO0 (Y AeTed B Bo3pacTe 3—35 MeC), BPOXKJICHHYIO (T€HETUYECKUH Jie-
(eKT CMHTe3a aHTUTEN) U WIUOMATHYECKYI0 (KOr/la YCTaHOBUTh MIPUUMHY HE y1a-
ercs). [IppyurHaMu BTOPUUHBIX TUIIOTaMMAryioOyJIMHEMHU MOTYT ObITh MHOTOUYHC-
JIEHHbIE 3a00JIEBaHUSI U COCTOSIHMS, MPHUBOJALIME K MCTOLIEHHI0 UMMYHHOH cH-
CTEMBI.

CormocrapjeHue HaImpaBJICHHOCTH W3MEHCHUM COACPIKaHUA 2UII>6YMI/IHOB )41
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MIOOYJTMHOB C U3MEHEHUSIMH OOIIEro coaepkaHusi Oeika JaeT OCHOBAHUE JJIS 3a-
KITFOUCHUS, YTO TUTIEPIIPOTEHHEMHS YaIlle CBS3aHa C TUIEPIIIOO0YTUHEMUSIMH, B TO
BpeMs KaK THUIONPOTEMHEMHUS Yallle CBSA3aHa C TUI0aTbOyMUHEMHEH.

Hepenako s OIEHKM BBIPAKXEHHOCTH JUCIPOTEHMHEMHH PACCUUTHIBAIOT
aTbOYMHUH-TJIOOYJIMHOBBIM KO3 (GUIIMEHT, T.€. OTHOIICHHE BEIMYHMHBI (DpaKiuu
anbOYMUHOB K BEJIMYMHE (Ppakiuu TI00yIMHOB. B HOpMe 3TOT mMokKaszaTesb CO-
cTaBisgeT oT 2,5 A0 3,5. Y OOJIbHBIX XPOHUYECKUMU TelaTUTaMu U IUPPO3aMH Tie-
YeHHU 3TOT K03 ULIUEHT TToHMXaeTcs 10 1,5 u naxe 10 1 3a cueT CHKEHHS Co-

JepKaHusl ATbOyMUHA U TOBBIIIEHUS (PpaKIMK rI00YIHHOB.

2.3.2 'enetnueckue aedekThbl CHHTE3a 0€JIKOB
HccnenoBanue ChHIBOPOTKH KPOBU Ha OENKOBbIE (DpaKIMU IMO3BOJISET BBI-

SBUTHh T€HETHUUECKHE 3a00JIeBaHMs, TIepeiaBaeMbIe 10 HaciaeACTBY. OJTHUM U3 MPO-

SIBJICHWA HACJICJICTBEHHBIX Ne(PEKTOB BBHICTYMACT HAPYIIICHUE CHHTE3a HEKOTOPBIX

oenkoB. K aToMy Ty HapyieHui GEIKOBOTO CIIEKTPa OTHOCSITCS:

® OTCYTCTBHE aJIbOYMHUHA MTPU HOPMAJILHOM COJIEp)KaHUU Ipyrux dpakuuii Oenka;
KJIMHUYECKH 2TOT BUJ HACIEACTBEHHON MATOJOTHUH XapaKTEepH3yeTCs He3Hauu-
TEJIHbHBIMU OT€KaMHU B CBSI3U CO CHHKECHUEM OHKOTHYECKOTO JABJICHUS TUIa3MbI
KpPOBHU;

® araMMarJIOOyJTHMHEMHS — TATOJOTHsI, 3aKITI0YAI0IIAscsS BO BPOKICHHOM Jedu-
[IUTE CUHTE3a aHTUTEN, BXOISIINX B Y-TIIO0YJIWHOBYIO (Dpakiiuio; obiiee Koau-
YeCcTBO O€JIKa IPH 3TOM HE M3MEHEHO. bojbHbBIE ¢ Takoi aHOMalMe 00J1aIaroT
MOBBINICHHON BOCIPUUMYHBOCTHIO K OaKTepuadbHBIM WH(EKIUAM (peIuInBU-
pYIOIIKe MTHEBMOHUM, aHTUHBI, OTUTHI M JIp.) TIPU COXPAHEHHOW COMPOTHUBIISIC-
MOCTH K BUPYCHBIM HH(PEKITHSM;

® TUMNOrIO0YJIMHEMHS] — OOIIMKA HETOCTATOK TJIOOYJIMHOB B CHIBOPOTKE KPOBH,
IIPH 3TOM KOHIIEHTpaIlus o01ero 0eiaka B CBIBOPOTKE cHIKaercs no 40 r/m, a
YPOBEHb alIbOyMUHA OCTAE€TCA B HOPME;

e alerarjaoOyauMHEMHs] — OTCYTCTBHE B-(hpakiiuu Ha 3eKTpodoperpamme; 0JTHO-

BPEMEHHO MMEET MECTO HEJOCTaTOK Oelika TpaHC(heppuHa, OCYIIECTBISIONIETO
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TPAHCIIOPT KCJIC3a B OPraHU3MC 4CJI0OBCKA.

2.3.3 [lapanpoTrennemust

[TapanporenHeMuell Ha3bIBAE€TCA NOSIBICHUE B KPOBU OEJIKOB, OTIMYAIO-
mxcst B PU3NYECKOM, XUMUYECKOM U UMMYHOJIOTUYECKOM OTHOIIEHUHU OT OOBIY-
HBIX O€JIKOB CHIBOPOTKHU KpOBHU. Takue MmaToorndeckue OelKu MPEeACTaBIsIOT CO-
00l MMMYHOTJIOOYIMHBI WM MX (PparMEHThl OJHOPOAHBIE MO BCeM (HU3UKO-
XUMUYECKUM U OMOJIOTMYECKUM MapamerpaM. [103ToMy MX Ha3bIBaIOT €lle MOHO-
KJIOHAJIbHBIMM MMMYHOTJIOOyIMHaMu (mapanporensbl, M-npotennsl). OHU SBIIS-
IOTCSL TIPOJIYKTOM CEKPELMH OJHOro KjoHa B-muMdonuToB unu mniaa3zMaTH4eCcKUX
KJIETOK, TIO3TOMY MPEJCTABISIOT COOOM IMyJl CTPYKTYPHO TOMOTI'€HHBIX MOJIEKYJI.
[Ipu npoBenenun smekTpodopesa OETKOB CHIBOPOTKHA KPOBU O HAJIUYHMU Maparpo-
TEUHOB CBUJIETENILCTBYET MOSBIICHUE HA 3JIEKTPOdoperpaMme JONOJHUTENBHON (Y
3I0POBBIX JIIOJIEM OTCYTCTBYET) Y3KOM M PE3KO OrpaHUYCHHON (pakiuu OEIKOB
(ee erie Ha3bIBAIOT M-TpaJieHT) B 00JIaCTH Y-TJIOOYJIMHOB.

OOHapy>keHue naparnpoTenHOB Haubosiee XapaKTepHO IS HapamnpoTeuHe-
MUUYECKUX TeMO0JIacT030B — 0CO00W TpyIIibl omyxoser auMm@ounaHor tkanu. K
naparnpoTenHEMUYECKUM reMo0JIacTo3aM OTHOCSATCS MHEJIOMHasi 00Jie3Hb, MaKpo-
rio0ynuHeMus BanbneHcTpema u 00Jie3Hb TSDKENbIX Lieneid. 3a0oneBaHus npen-
CTaBJIAIOT OO0 KOCTHOMO3TOBYIO OMyXxoib. KiinHnueckas kapTuHa B Hadaje 00-
JIE3HW HE MMeET TUNUYHBIX 4epT. [Io Mepe mporpeccupoBaHus mporecca MosBIIs-
10TCsl 00JIM B MO3BOHKAxX, pedpax, 00yCIOBICHHBIX pa3pylIeHHEM KOCTEH pacTy-
mieit onmyxoinbto. [IpoBenenue uccienoBaHusi Ha OETKOBbIE (PPAKIMU BBICTYMAET
JY4YIIUM METOJOM paHHEW NUAarHOCTUKHU 3abojieBaHui. Hapsny ¢ oOHapyxeHueM
napamnpoTeuHOB Y OOJBHBIX PE3KO MOBBIIIEHA KOHIIEHTpalMs o0LIero Oeyka B Chl-
BOpoTke KpoBH (110 140—170 r/m) 3a cyeT yBennueHNs KOHIICHTPAIIUA aHOMaJIbHBIX
0enKkoB. YpoBeHb aibOyMHUHA B KpPOBH MpH 3TOM He u3MeHeH. KoHrenTpanus M-
Oenka Ooiee 15 /71 ¢ BBICOKOI BEPOATHOCTBIO CBUACTENHCTBYET O MUEIOMHOM 00-
JIE3HU.

[Ipu 6one3nu serkux ueneir M-0enok npu 3aeKTpodope3e ChIBOPOTKU MO-
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KET He OIMpPEAETATHCS, TOCKOJIbKY JIETKHE LIETTH UMMYHOII00y1MHOB (Oenok benc-
JI>koHCa) MPOXOJIAT Yepe3 MOUYCHHBIN (PUIBTP U BHIBOASTCS C MOUOIA.

[TosiBnenne M-0Oenka MOXeT HaOMIOJAThCS MPU XPOHUYECKHUX TIeNaTUTaXx,
LUPPO3€ MEUEHH, Y HEKOTOPBIX MMallMEHTOB IPECTAPEIOro Bo3pacTta 0e3 KIMHuYe-
CKHX I1aTOJIOTU, ACCOIMUPOBAHHBIX C MOHOKJIOHAJIBHOM raMMaratuei. imutupo-
BaTh M-0€J0K MOT'YT BBICOKHE KOHIIEHTpaMu C-peakTUBHOIO OeJika U HEKOTOPBIX

Ipyrux ocTpoda3HbIX OEIKOB, a Takke (QUOPUHOTEH.

3. Cnenuduyeckue (WM MHAUBUAYAJbHbIE) OeJIKH

Crenuguyeckue O0eIKd KpOBH BBIIOJIHAIOT pa3HOOOpa3Hble (PYHKIUU: OCY-
HIECTBIISIIOT TPAHCIIOPT PA3JIMYHBIX BEIIECTB, YYACTBYIOT B CBEPTBHIBAHMM KPOBH,
UHTUOUPYIOT MPOTEOIUTUYECKNE (PEPMEHTHI, AKTUBHO YYaCTBYIOT B UMMYHOJIOTH-
yeckux peakuusax. [Tomumo BbinosHeHUs crenupuyeckux GyHKIuUM, OEIKU KpOBU
YYaCTBYIOT B OOIMX PEAKIUAX OpraHru3Ma MpHU Pa3IMyHbIX NAaTOJOTHYECKUX MPO-
1eccax, OTpaxkas IIpHU 3TOM, B ONPEIEICHHON CTENEHH, COCTOSIHUE OPraHOB M TKa-
HEW, YTO HAIIUIO TPUMEHEHHUE B KIIMHUYECKON ITPAKTHKE.

B nacrosimee Bpems onucano 6osee 1000 crienudruecknx GEIKOB TIa3MBbl
KpoBH. OIHaKO BCIIEACTBUE CIIOKHOCTH TEXHOJIOTMNA MX UACHTU(PHUKAILIUH, a TaKKe
HEJJOCTATOYHBIX 3HAHUI O (PYHKLMSIX MHOTHX U3 3THX O€JIKOB M 00 UX CBSI3U C OI-
peleeHHBIMU MaTOJIOIMYECKUMHU MpoIleccaMi, JMIb 0Koyio 40 pa3nuyHbix Gel-

KOB HUCIIONB3YIOTCS B KIIMHUYECKOM TAO0OPaTOPHOM MPAKTHKE.

3.1 Aabda 1-aHTUTPUIICUH

Anbdal-antutpuncun (AAT), Ha3bIBaeMblii UHTHOUTOPOM 01-TIpOTEHHA3BI
— TImKonpoTewH ¢ wmaccoit 52 kDa, cunTesupyercs B TmieueHu. Admbdal-
AHTUTPHUIICUH COCTaBJISET OONBIIYIO YacTh ()pakiuu ol-ryio0ynuHa IpH JIEKTPO-
¢dopese OenKOB CHIBOPOTKU. Benok mpuHaANeKUT CEMEMCTBY «CEPIHHOB», KOTO-
pble BBICTYNMAIOT B Ka4eCTBE MHTMOMTOPOB CEpPUHOBOM mpoTeasbl. benku, momoo-
Hple aHtuTpoMOuny III, wuHruOuTOpy aktuBaTopa IUIa3MUHOTEHa, ol-

AHTUXUMOTPUIICHHY U APYI'MM, IPUHAIJIEKAT K TOMY K€ CeMENCTBY. DyHKIMO-
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HanbHO AAT ob6ecnieunBaer 90% aKTMBHOCTH, MHTHOMPYIOILIEH TPUIICUH B KPOBHU.
Taxxe 3TOT TNIMKOMPOTEU TOPMO3UT ACHCTBHE XUMOTPHUIICHHA, 3JIaCTa3bl JIEHKO-
IIUTOB.

Peghepenmnvie senuuunvt cooepocanus AAT 6 cvisopomke Kposu cocmas-
qsrom: y e3pocavix 00 60 nem — 0,718-2,0 2/n, cmapwe 60 nem — 1,15-2,0 2/, y Oe-
meit 0o 3 1em — 0,8-2,0 2/n.

llosviwenue cooepocanusi AAT.

Anbdal-aHTUTPUIICHH OTHOCUTCS K Oenkam ocTpoi ¢asbl (cM. pasznmen 4,
qacth II). Beipabotka AAT npu peakiusix ocTpoid (pa3pl MOBBIIASTCS IPUMEPHO B
5 pa3 B teuenne 48 4. Conepkanue AAT B CBIBOPOTKE KPOBHU MOBBIMIAECTCS MPHU
BOCHAJIMTENBHBIX MPOLIECCAX: OCTPBIE, TOJOCTPhIE U XPOHUUYECKUE NH(EKIIMOHHBIE
3a00JIeBaHus1, OCTPhIC TEMATUTHI M IIUPPO3BI TICUEHU B aKTUBHOM (hopMe, HEKPOTH-
YEeCKHE IMPOLIECChl, COCTOSIHUS IOCJE OIlepanuil, Mpu BOCCTAHOBUTEIBHOU (aze
TEPMUYECKUX OXKOTOB, MpH BakiuHaiuu. [lowimenue comepxanuss AAT Takxke
PETUCTPUPYIOTCS TIPU AKTUBHO MPOTPECCUPYIONIUX 3IIOKAYECTBEHHBIX OMyXOJIfX,
0COOEHHO C METacTa3aMu B IICUEHb.

Cruorcenue cooeporcanus AAT.

Bpoxnensbiii nedurmt AAT.

Bripabotka AAT medeHbl0 KOHTPOJIMPYETCS MHOKECTBEHHBIMU AJUICIISIMHU
(u3BectHO Oosiee 70), KOTOPBIE IKCIPECCUPYIOTCS] KOAOMUHAHTHO. [Tpu nedunure
AAT BO3HHKAaeT HECMOCOOHOCTH mepememniath cunresupyembii AAT u3 1uTo-
MJ1a3Mbl T€NaTOIMTa B CHIBOPOTKY. Bo BceM mupe u3BecTHo 6ojee 3,5 MILTHOHOB
cinyyaeB aepunmta AAT. Bpoxnennsiit nepunutr AAT coueTaercs ¢ FOBEHUIbHON
0a3anpbHOM dMPU3EMON JIETKUX, XPOHUYECKON OOCTPYKTUBHOW OOJIE3HU JIETKUX C
pazButuem sMpuzemsl y noaei B Bozpacte 2040 €T, MyKOBUCIIUI030M. ITO
MPEXJIe BCEro CBSA3aHO C OTCYTCTBHEM HMHruoupytomero aeiictBus AAT Ha ana-
CTa3y JICUKOIIMTOB, KOTOpasi MOBpeXaaeT CTeHKH anbBeol. [ledhurmmur AAT Takxke
MPOSIBIISIETCS. Pa3IMYHBIMU (D OpMaMU TOBPEXKACHUS MEUYEHU B BHUJAE MPOJOKH-
TEJIbHOW JKEJITYXM HOBOPOXKIEHHBIX, BKJIIOYAs paHHUE XOJECTa3bl, TIemnaTu-

Ta HESICHOW ATHUOJIOTUH Y HOBOPOXIACHHBIX U ,Z[CTeﬁ JOUIKOJIbHOI'O BO3pacTa. vV i-
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2% OOJBbHBIX Pa3BUBAETCS IUPPO3 MEUCHHU.

Heo0xoaumMo OTMETUTBH, YTO PUCK LHMPPO3a M paKa NEYEHH MOBBILIEH Y
MY>KUMH, TOMO3UTOTHBIX MO npu3HaKky Aedunuta AAT, HO He y xeHIUH. ['eTepo-
3UTOTHBIE MYXYHMHBI OOJIbIIIE MPEAPACIIONOKEHBI K XPOHUYECKOH 00CTPYKTUBHON
0O0JIE3HU JIETKUX C Pa3BUTHEM SM(HU3EMbI, KAYECTBEHHO CXOJIHOM C TaKOBOH Y TO-
MO3UTOT, HO B O0JIee MO3IHEM BO3pPACTE.

Huarno3 nepunura AAT mpeamonaraioT mpu OTCYTCTBUU 01-TIOJIOCHI Ha
aNeKTpodoperpamme OEIKOB CHIBOPOTKU U MOATBEPIKIAIOT KOJIWYECTBEHHBIM OII-
penenenueM AAT B ceiBopoTKe. JIOTIOTHUTENBHBIM UCCIEOBAHUEM MPU JeUITH-
Te AAT sBisieTcs u3MepeHue KOHIEHTpAMU NpeaibOyMrHa ChIBOPOTKU. [lonmyye-
HUE TOHW)KEHHBIX 3HAYCHUH MpeasbOyMHHAa HUCIOJb3YETCS B 3TOM CIyyae Kak
YyBCTBUTEIHHBIA WHAUKATOP HApYIICHUs (YHKIMH 1edeHn (CM. paszen 3.6, 9acTh
).

ITpuooperennbiii nedumr AAT.

Bcerpeuaetcs npu HeppoTUUECKOM CHHAPOME, TaCTPOIHTEPONATUU C MOTE-
peit 6enka, octpoit (aze TepMuueckux oxkoroB. CHmxkeHrne AAT B KpOBH MOXKET
OBITh Y OOJLHBIX BUPYCHBIM T'€AaTUTOM BCJIEICTBHE HAPYIICHUS €r0 CUHTE3a B TIe-
yeHU. [IoBBIIIIEHHOE PAacXOJI0BaHWE ATOr0 TIIMKOIPOTEUJAa MPU PECIUPATOPHOM
JUCTPECC-CUHIPOME, OCTPOM IMaHKpEaTUTEe, KOaryJonaTusxX TakKe IMPUBOJUT K

CHMIKCHUIO €0 COACPIKAaHNA B KPOBH.

3.2 Aabda-1-kucaslii raukonporenH (AAG)

Anbdal-xucnenii rnukonporend (AAG), Wi Opo30MyKOU, SIBISETCS TIU-
KOIPOTEUHOM, ¢ MOJIeKyJispHON Maccoil 40 kDa, rmaBHbIM 00pa3oM CHUHTE3UpYe-
MbIM TieueHbl0. M3 Bcex mnasmeHHbIX OenkoB AAG mMeeT camMyr HU3KYH H30-
ANEKTPUUYECKYIO TOUKY (2.7) W caMoe BBICOKOE cojep:kaHue yrieBoaoB (45%).
AAG Monynupyer BIHMSHUE CEJIEKTHHA Ha MPUTOK JIEMKOLUWTOB K MECTaM BOCTHa-
aeausi. AAG monaBisieT IMMYHOPEAKTUBHOCTh, U3MEHSET a/Ir€3UBHOCTh TPOMOO-
IIUTOB, CBS3bIBAET TOPMOHBI M JIEKAPCTBEHHBIE MpemapaThl, 00JaJatoniie OCHOB-

HBIMH CBOMCTBaMHU. SBisieTcsi 0eaKoM ocTpoi ¢a3bl BOCTIAJIEHUs, YPOBHU KOTOPO-
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'O TIOBBIIIAIOTCS B 2-3 pa3a B TEUCHUE peakiuu ocTpor (assl (pa3men 4, wacts II).

Pegepenmmnuiii ouanazon: 0,5 — 1,2 /n (50 — 120 me/on).

Omnpenenenne AAG ucnonb3yeTcs sl AUMarHOCTUKH OCTPBIX BOCTIAIUTEIb-
HBIX cocTostHuM (pas3men 4, yacts II).

Yeenuuenue cooeporcanus AAG nabnrooaemces npu.

e OakTepualTbHBIX MHPEKIMIX U BOCIIAJICHUHY;
® TpaBM€, B TOM YKCJI€ XUPYPTUUYECKOM;

® OIyXOJsX;

® PEBMATOMJIHOM apPTPUTE;

® CHUCTEMHOM KPACHOM BOJYAHKE;

e Oomne3nu KpoHa;

e yH(papKTe MUOKap/a.

Uccnenosanne AAG B IUHAMHUKE II03BOJISIET OIEHUTHL TEUYEHHE BOCHAIH-
TEJILHOTO TPOIIECCa, MPU ONEPATUBHOM JICYEHWHU ONMYXOJEH — JMArHOCTUPOBATH
peuuauB. [TockoabKy YPOBEHh OPO30OMYKOMIa B KPOBU YBEIUYUBACTCS MPU BOCTIa-
JUTEIBHBIX MPOIleccaX, OH CIOCOOEH CBS3bIBATH MOBBIIMICHHOE KOJIMYECTBO MPH-
HUMAaeMOT0 OOJIbHBIM JICKAPCTBEHHOTO CPEJICTBA, BCIEJACTBUE YETO MOXKET BO3HU-
KaTh PacXoJIeHue Mex1y hapmakoigorudyeckuM 3gpGheKTomM U YpoBHEM Ipernapara
B KPOBHU.

Bwmecte ¢ rantorno6unom AAG UCHONB3YIOT HJisi BBISBICHUS TE€MOJIM3A.
Tak, MoOBBIIIIEHUE YPOBHS OPO3OMYKOH 1A TIPH HOPMAJILHOM YPOBHE TalTorio0nHa
YKa3bIBaeT HA PEAKIINIO OCTPOH (ha3bl C YMEPEHHBIM T€MOIU30M.

Cruoicenue cooepoicanus AAG nabarooaemes npu:
® TSDKEJBIX TIOPAKCHUSIX MICUCHU;
® TACTPOIHTEPONATHUAX C MMOTEpelt Oenka;
® HEe(DPOTHUUECKOM CHHIPOME;
® B paHHEM JIETCKOM BO3pacTe;

e 1pu OEpEeMEHHOCTH (B paHHHE CPOKH);

® IIpHUCMC aHTI/IMI/IKpO6HBIX npemnapaToB, 3CTPOICHOB, OpaJIbHbIX KOHTPALICIITUBOB.
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3.3 AuTHcTpenToau3uH O

Antuctpentonuzun O (ACJI-O) npencrapisieT coOOM aHTUTENA K CTPENTO-
JU3UHY (aHTUTEHY -T€MOJIMTUYECKOTO CTPENTOKOKKA IPYHIbI A).

Pegepenmnvie npeoenvt ACJI-O: mnaowe 14 nem — menee 150 E/mn;
cmapwe 14 nem — menee 200 E/l/mn.

AntuctpenToiu3ud O SBISETCS MapKEpPOM CTPENTOKOKKOBOM MH(EKIUU B
OpraHu3Me: €ro YpoBEHb MOBBIIIAETCA yepe3 1 Heaeno nociie MHQEKIuu, J0CTU-
raer nukKa depes 3—5 Henenb U cHukaerca yepes 6—12 mec. CTOMKOE MOBBIILICHHE
YPOBHS CBA3aHO C Pa3BUTHUEM peBMaTu3Ma. B mepnoj pekoHBaleCLIEHIIMU TOKa3a-
TEJIb HUXKE, YEM B OCTPBII MEPUOA, MOITOMY MOKET HUCIOIb30BaThCA ISl HAOJIIO-
JICHUSI 32 JUHAMUKOW TEYEHHUs, OLECHKU CTENEHW AKTUBHOCTH PEBMATHYECKOIO
nporecca. MakCUMaldbHYI0 AUArHOCTUYECKYIO W MPOTHOCTUYECKYH) II€EHHOCTH
UMeeT CepUiHOE HCCIe0BaHNe (C MHTEPBAJIOM OKOjo 1 Hemenb). Mcmomb3yror
npu quddepeHnnanbHON TUarHOCTUKE PEBMATU3Ma C PEBMATOUIHBIM apTPUTOM,
npu KotopoM crenedb noBbiieHus ACJI-O 3nauntensHo MeHble. Tutp ACJI-O
MOXET OBITh MOBBIIICH U Y 3JI0POBBIX HOCUTEJIEH CTPENTOKOKKA.

Veenuuenue cooepoicanus:

e peBMaTu3M (YpOBEHb MOBBINIEH Yy 85% MalMeHTOB ¢ OCTPONM PEBMATHUUECKOMN
JUXOPAJIKOM);

e 3a00JIeBaHUsI CTPENITOKOKKOBOM ITHOJIOTUHU (POKa, OTUTHI, CKapjaTUHA, aHTHHA,
XPOHUYECKUN TOH3WIINUT, MHUOJIEPMUSI, OCTECOMUEIIUT) U CBSI3AHHBIE C HUMHU OC-

JIO’KHEHUsI (PEBMATU3M, IIIOMEPYJIOHEPPUT, MUOKAPAUT).

3.4 bera-2-MUKpPOTJ100yJIMH

bera-2-Mukporno0yauH — OqUHOYHAs MOJUIIENITUAHAS 1enb (99 amMuHOKHC-
J0T) ¢ MoJekyssipHoit Mmaccoit 11,8 kDa. bera-2-MukpornoOyinuH — CTPYKTYpPHBIN
KoMIoHeHT Mojiekya kimacca I HLA (Human Leucocyte Antigens — demoBedecKux
JEHKOUUTAPHBIX AHTHUI€HOB), KOTOPBIE MPUCYTCTBYIOT B MEPEMEHHBIX KOJUYECT-
Bax Ha MOBEPXHOCTH SJAEPHBIX KIETOK, OCOOEHHO JTUM(POLMUTOB U MOHOLMTOB. be-

Ta-Z-MI/IKPOFJ'IO6YJ'II/IH HEKOBAJICHTHO CBS3BIBACTCS C TSKEJION OCIIbIO AaHTUT'CHOB C
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Tspkeaoi nenbio kiaacca | MHC (Major Histocompatibility Complex — rimaBaoro
KOMITJIEKCA THCTOCOBMECTUMOCTH) Ha TIOBEPXHOCTH KJIETKU, (POPMUPYS MOTHYIO
monekyny HLA.

brnaronaps ceoemy HeOoIbIIOMY pazMepy B-2-MHUKPOTIIOOYIUH OBICTPO BHI-
BOJMUTCS U3 KPOBOTOKA MCKIIOUUTEIBHO Yepe3 MOUKH (Moynepuo ku3nu 40 Mu-
HyT) U 99,8% peabcopOupyeTcsi IPOKCUMAIbHBIMU KaHAJIbIIAMHU U KaTaOOJIU3UPY-
eTCsl 10 aMUHOKHCIIOT. [ToaToMy HapymeHre Kiryo0oukoBOH (UIBTPAINH BHI3BIBACT
MOBBINICHUE 3-2-MUKPOTIO0YJIMHA B CBIBOPOTKE, @ TOBPEK/ICHNE KaHAIBIIEB BEJIET
K YBEJIMYEHUIO [3-2-MHUKpOTI00yInHA B MOYE.

bera-2-MukpornoOynuH — HUCIONB3YETCS IS OIEHKH CKOPOCTH KITyOOYKO-
BOM (uibTpanuu U (QYHKIMH MOYEYHBIX KaHAJBLIEB, OCOOCHHO TYyOYJIOTOKCHYE-
cKUX 3P (HEKTOB Pa3IMIHBIX BEIIECTB, TUIIA TSHKEIIBIX METAJIJIOB KaJMUS U CBUHIIA.

bera-2-mukpornoOynuH sSBISETCS MOJIE3HBIM TECTOM JIJII KOHTPOJISI MallieH-
TOB C IMEpPECaKCHHOM MOYKOM, €ro MOBBIIICHUE SBJSETCS PAaHHUM MPU3HAKOM OT-
TOPKCHUS TPAHCIJIAaHTATA.

Bcenencreue cBoeit ¢Bsizu ¢ UMMYHHOU (GyHKIMEH [3-2-MUKpPOTIIOOYINH TaK-
e SABIIIETCA MapKepoM Takux Oone3nei, kak BUU-undekuus u muenoma.

Pepepenmmnuiii ouanason: y e3pocavix 0o 60 nem: 0,8 — 2,4 me/n; cmapue

60 nem: 1,1 — 3,0 me/n.

3.5 N'anrorj100Mu

["anTornoOuH — rIMKONPOTEHH IIa3Mbl KPOBH, OCHOBHAS €r0 TalTorIO0NHA
— CBSI3bIBaHWE CBOOOJIHOTO TeMOTJIOOMHA MPU BHYTPUCOCYIUCTOM TE€MOJHU3E, YTO
MPEIOXPaHSICT OPTaHu3M OT MTOTEPH Keje3a.

PaznmuuaroT Tpu HacleNCTBEHHBIX (PEHOTHITA TaNTOTJIO0WHA: ranTorioouH I
-1, 2-1, 2-2. TlepBas popma mpeacTaBisieT cO00 MOHOMEP C MOJICKYJIIPHOM Mac-
coit 85000 Da, nBe apyrue — mojauMepsl C BapbUPYIOIICH, HO TOpa3ao OOJbIIeH
maccoit. ['anrormobun 1-1 cocrouT u3 4 MOMUNENTUAHBIX Ieneit: 2 Térkux — o -
Henu U 2 TSHKENbIX — B-11enu, COeAMHEHHBIX MEXy cO00M AUCYIb(PUAHBIMUA MOC-

THUKaMH.
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["anTonoOuH BHIMOIHAET 3aMTHYIO (QYHKIINIO, 00pa3yst KOMIUIEKCHI ¢ OeJ-
KaMH, OCBOOOXIAIOUIMMCS TPU pacmajie KJIETOK, SBJSeTCS MHTMOMTOPOM KaTel-
CHHOB, TPaHCHOPTHpYeT BUTaMUH Bj,. Komriekc «reMornoOuH-TanTorioOnH
o0JyiafiaeT BBICOKON MEpPOKCHIA3HOW aKTUBHOCTBIO, TOPMO3UT MEPEKUCHOE OKHC-
JICHUE JIUTTUIOB.

PedepenTrrie 3HaueHus1 ypoBHEH ranToriioOMHa B KPOBU MPEJCTABICHHI B

tabmnurte 4.

Tabnuna 4 — PedepenTHbie mpe/enpl KOHIIEHTPAIMK TaNTOrJI00WHA B CHIBOPOTKE
KpOBH

Bospacrt Konuentpauus, r/Ja
HoBopokieHHbIE 05-4.8
6 mec — 16 et 25-14
16 — 60 ner 15-20
Bbonee 60 ner 35-175

Veenuuenue cooeporcanus
["anTornmoOnH OTHOCHTCS K Oenkam ocTpoit ¢assl (cM. pazaen 4, yacts II).
[ToBbIIIEHHE €TO KOHIIEHTPAIIMH B KPOBH TPOUCXOIUT BCIEACTBUE CTUMYIISIIHH

WMHTEpJICUKMHAMU KJIETOK medyeHu. B ocTpoil ¢a3e BocmajieHHs KOHILIEHTpauus

ranTorjio0uHa B CHIBOPOTKE yBelIUuuBaeTcs 10 3 pa3 B TeueHue 48 4. OqHako He-
00XOJIMMO OTMETHUTH, YTO KOHIIEHTPAIIMHM TaNTOrIOOWHA B KPOBU HE CTOJIb 3aKO-
HOMEPHBI KaK JIpYrux OENKOB ocTpoil ¢azpl. DTO 00YCIOBICHO TEM, UYTO TPH Te-
MOJIM3€ 1IN VIVO, JOBOJBHO YacTO COIMPOBOXKIAIOIIEM OCTpPO(a3zoBbI€ MPOILIECCHI,
TanToOrJIOONH CEJIEKTHBHO CBS3BIBAETCS CO CBOOOIHBIM T'e€MOTJIOOMHOM TLIa3MBI,
YTO MPUBOAUT K CHIXKCHHIO €ro CojAep aHus B KpoBu. [loaToMy cyMMapHBIM pe-
3yJIbTaTOM MOXET OBITh TOBBIINICHWE, CHIKCHUE WM COXPAaHCHHE HOPMAJIbHOMN
KOHIICHTpAIUU 3TOro Oenka. JIJisi NCKITFOUEeHHsI BIUSIHUSI TEMOJIM3a Ha PE3YIbTaThl
OTIPEJICIICHHS TaNTOTIOOMHA UX HEOOXOJIMMO COTIOCTABIIATH C JJAHHBIMHU HCCIIEN0-
BaHUS XOTs Obl €lI€ OJHOTO peaKTaHTa OCTPOH (ha3bl.

OcHoBHBIE 3a00JICBaHNS M COCTOSIHUS, IPUBOISIINE K MOBBITIICHUIO KOHIICH-

Tpalnuunu ranTorjioonHa B ChIBOPOTKE KPOBH, aHAJIOTMYHBI HpI/IBGILéHHBIM HJs1 Opo-
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3omykownga (cM. pazaen 3.2, gyacth I). [ToBbImasce nmpu BOCHAIUTEIBHBIX U HEKPO-
OMOTHYECKUX MPOIECCax, ranTOrIOOMH OTPaXXaeT CTENEHb JACCTPYKIIMU COCTUHHU-
TEJIbHOW TKaHM (KOJUIareHo3aX, peBMaTU3Me, CETlICUCE, OCTPOM MH(ApKTE MUOKAp-
Jla, TTHEBMOHUSAX, OMyXoJjsax). Hanuuue 3710KaueCTBEHHBIX OMYXO0JIE HEKOTOPBIX
JoKanu3aui (pak MOJIOYHOM >KEJIEe3bl, KEIYJOUHO-KUIIEYHOrO TpaKTa, TeHHUTa-
JUH, JETKOr0 U JIp.) TAaKK€ BBI3BIBAET IMOBBIIICHUE COJACPKAHUS TalTorIoonHa B
KpoBU. BO3MOKHBI I3MEHEHUSI OTHOCUTEIILHOTO COACPKaHUS TUIIOB TalTOrI00MHA
B CBIBOPOTKE KpOBU OOJBHBIX PAKOM I'€HUTAIUN M MOJOYHOM *kene3bl (mpeobdiia-
JnaHue ranToraoduHa 1—1 npu 3710KaueCTBEHHBIX OMYXOJSIX MOJOYHOM KeJe3bl U
B CHIWKEHUU COJIEPKAHUS TanTorIo0MHa 2—2 TpH pake MIEHKH MaTKH.
Kpome Toro, nmoBblllieHUE COAEpkKaHUS TaNTOrI00MHA B KPOBU HAOIIOJAIOT
P XOJIeCcTa3e, JICUCHUH TJIIOKOKOPTUKOUIAMHU.
CHudicenue KOHYeHmpayuu
CHxeHHe KOHIIEHTPAIlUU TanTOrI00MHA BRISBIISIOT MIPU:
® BCEX BUJIaX reMOJIM3a in Vivo — ayTOUMMYHHOM, U30MMMYHHOM, MEXaHUYE€CKOM
(MCKyCCTBEHHBIE KJIaaHbl CEP/Ia, TPABMBI U JIp.);

® OCTPBIX U XPOHUYECKHUX 3a00JICBAaHUSX CUCHU;

e HedphekTuBHOM 3puUTponod3e (aedunut GoaueBor KUCIOThI, TeMOIIOOMHOMA-
THH);

e nedekrax MEeMOpaHbl IPUTPOIMTOB WU MeTabonu3Ma (AePUIUT TIOK030-6-
docdar geruaporeHasbl); yBeINUYEHUN CEIC3EHKH.

[Tpu HEpoTHUECKOM CHHJIpOME CTENEHb CHUYKEHUSI KOHIIEHTpAIMX TanToT-
J00vHA B KpOBH 3aBUCHUT OT ero ¢geHorumna. [Ipu rantornobune 1-1, monekyssip-
Has Macca KOTOPOro OTHOCUTEILHO HEBEJMKa, KOHIIEHTpAIlUs TanTorjio0uHa CHU-
’KaeTcsl BCIICJICTBUE €ro MoTeph ¢ Mouoi. [Ipu apyrux Tumax ramnrorioOuna (¢ 60-
Jiee BBICOKOM MOJIEKYJIIPHOW Maccoi) MOTEpU C MOUYOM MPAKTUYECKU HE MPOUCXO-

JAUT U €T0 KOHOCHTpAlKs B KPOBHU HEC CHUKACTCH.

3.6 IIpeanbOymun

[IpeansOymuH, uam TpaHCTHPETUH (MoJieKyisipHas macca 55 kDa), coctout
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U3 YEeThIpEeX WJICHTUYHBIX CyObemuuuil. OTHOCHUTCS K Tpynme OelKoB-
nepeHocurkoB. [IpeanbOyMuH QyHKITMOHUPYET KaK TPAHCIIOPTHBINA OETIOK IS TH-
pokcuHa. OH TakXke TEPEeHOCUT BHUTAMHUH A B TMPUCYTCTBUU PETUHOJ-
CBSI3BIBAIOIIETO Oelika, TaKUM 00pa3oM MperoTBpalasi ero moTepro 4epe3 MOYKH.
[Ipu HOpManbHBIX ycloBHSAX mpuoimsutenbHo 50—70% mnpeansOymMuHa KOM-
IJIEKCUPOBAHBl C PETUHOJ-CBS3BIBAIOMINM OeikoM. B mpeansOymuHe OOMIBHO
MIPEICTAaBIICHa aMUHOKHCIIOTa TPUNTO(hAH, a OTHOIICHHE 3aMEHUMBIX aMUHOKHC-
JIOT K HE3aMEHUMBIM — OJTHO M3 CAMbIX BBICOKHUX CPEIH BCEX OCIKOB B OpraHU3ME.
CunTe3 mpeanbOyMHUHA MPOWCXOAUT B TEMATOLMTAaX M COCYIHMCTOM CIUICTCHUH,
CTUMYJIHPYETCS TTIOKOKOPTUKOUIAMH, aHA0OTUIECKIMH CTEPOUIaMU U aHApOTe-
HAaMU U YTHETAETCS SCTPOreHaMHU.

Pepepenmnuiii ouanaszon: 0,20—-0,40 2/n (20—40 me/on).

[IpeansOyMuH KaTaOOTU3ZUPYETCS B MOYKAX, UMEET MEPHO]| MOJYKU3HU B
mia3Me NpUOIU3UTENBHO 2,5 IHSI, HEOOJBIION MyJl B CHIBOPOTKE KPOBU M BBICO-
KYIO0 YYBCTBUTEIIBHOCTh K JACHUIIUTY OCIIKOB W XapakTepy JiedeHus. [lanmmueHTs ¢
OCTpPBIM MOBPEKACHUEM Touek (acute Kidney injury) MoryT MMeTh MOBBIIICHHBIN
yYpOBEHB IIPeaTbOyMUHA B CBIBOPOTKE KPOBH, UTO OOBSICHIETCS POJIBIO TIOYEK B €T0
karabomu3me. [IpeanbOyMuH — OY€Hb UYyBCTBUTEIBHBIN OTPHUIIATEIBHBIN OEIoK
ocTpoit (ha3bl BoCTAIUTEIbHBIX TporieccoB (cM. pasaen 4, dacts II), mpu KOTOpbIX
€ro KOHLEHTPALNs B CBIBOPOTKE KPOBHU CHUKAETCS 10 ypOBHA MeHee 20% HOpPMBI.
Ero conepxkanue Takke CHUXKACTCS MPHU HEJOCTATOYHOCTH B MUTAHUU (OEIKOB U
KaJIOpuit), IUPpo3e, MeUEHOYHON HEIOCTATOYHOCTH U XPOHUYECKUX 3a00JICBAHUSIX
neyeHu. B cBs3u ¢ 3TUM, 1151 TOTO 4TOOBI OTAU(dPEepeHIIMPOBaTh BOCTAIIUTEIBHOE
CHW)KCHHE YPOBHS MpeaqbOyMHUHA OT HapYIIEHUs CTaTyca MUTAaHUS, HEOOXOIUMO
OJTHOBPEMEHHO ONPEEISITh KOHIIEHTPAIMIO MpeaibOyMUHA U €Ile OJTHOTO OCTPO-
dazoBoro Oenka (Hampumep, C-peakTUBHOTO OenKka i opo3omykounaa). Omnpene-
JICHUE YPOBHS MpealbOyMHHA OUYEHb TIOJIE3HO Y TSHKEIIBIX OOJIbHBIX peaHMMAaIlUOH-
HBIX OT/IEJICHUH B Hayalle MapeHTEPATbHOTO UCKYCCTBEHHOIO MUTAHUSA U TIPU MO-
HUTOPUHTE PEAKIINK Ha TaKYIO Tepanuio. AJIEKBaTHAS MHUIIEBAs MOAECPKKA TOTK-

Ha OBITh OTPETYJIUPOBAHA TAKUM 00pa3oM, UTOObI YPOBEHb MpeaaTbOyMHUHA B KPOBH
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NOBBIIIANICA TpUMEpHO Ha 5 mi/in. [loBwieHne ypoBHS mpeanbOyMHHaA B KPOBH
menee 0,2 /1 B TeueHue | Heenu yka3plBaeT Ha HeaJeKBAaTHYIO o aepxkKy. Kon-
HEHTpAaIs CBIBOPOTOYHOIO MpeasibOymMuHa Beiie 1,1 /1 — Ta BeauurHa, KoTopas
J0JKHA OBITh MOJy4YeHa y JI000ro MmalueHTa npu NepeBoie ero ¢ mapeHTepaibHO-
ro NUTaHUS Ha SHTEpaAIbHOE WM MUTaHUE yepe3 poT. Eciu ypoBeHb npeansoymu-
Ha MPU MapEeHTEPATbHOM UCKYCCTBEHHOM NMUTAHUU HE MOBBIIIACTCS WA OCTACTCS
Hwke 1,1 /1 Ha QoHEe KOPPEKTUPOBKH MUTAHHS, TO HEOOXOIUMO MEPECMOTPETH
croco0 MUTAHMA, KOJWYECTBO MHUTATEIbHBIX BELIECTB WM HUCKATh OCIOKHEHUS
OCHOBHOT'O 3a00J1€BaHUSI.

Hapsiny ¢ mepedncieHHBIMU HHINKATOPaMU, TIO3BOJISIONIUMHU OLIEHUTH CTe-
NEHb TSHKECTH OEKOBOI HEAOCTATOYHOCTH, MIPOCTHIM U UH(DPOPMATUBHBIM MOKa3a-
TEJIeM BBICTYIIAET OIpe/eTeHHe a0COMOTHOTO KOJUYECTBA JTUMQPOIUTOB B KPOBH.
[To ux coaepkaHUIO MOXHO B OOLIMX YepTax OXapaKTepU30BaThb COCTOSHUE UM-
MYHHOH CHUCTEMBI, BBIPAKEHHOCTh CYIPECCUU KOTOPOU KOPPETUPYET CO CTETECHbBIO
0enkoBOM HegocTaTouHOCTU. [Ipu HEegOCTATOUHOCTU OEIKOBO-KAJIOPUHHOIO MUTA-
HUSL 9MCIO JTHM(OLHUTOB B KPOBH 4acTo ObiBaeT Hinke 2,5x10°/1m. KommdecTBo
JTUM(OUTOB 0,8—1,2x10%n YKa3bIBaeT HA YMEPEHHBIN JeDUUUT MUTAHMS, & HUXKE
0,8x10°/1 — Ha TsDKeTOE HapyIICHHE. 3aMeTHAS A6COMOTHAS TUM(OICHHS IPH OT-
CYTCTBUU JIpYTHMX HNPUYUH UMMYHOJE(UIUTA MO3BOJISIET KIMHUIMCTY MPEAINOo-
XKUTHh HEJIOCTATOYHOE MUTAHUE.

Kputepuu HenoctatrouHocTy nuTanus (AeUIUT OEIKOB U KaJlopuil) IpuBe-

JIEHBI B TaOuIe 5.

Tabnuna 5 — JlabopatopHble KPpUTEPUU HEIOCTATOYHOCTH MTUTAHUS

CrerneHb HETOCTATOYHOCTH TTUTAHUS
[Toka3zarenp
Jlerkas Cpenusis Tspxenas
AnsOymuH, /1 35-30 30-25 <25
[TpeansOymuH, /11 — 1,5-1,0 <1,0
Tpancdheppun, r/n 2-1,8 1,8-1,6 <1,6
JIumdoruTel, x10%/x 1,8-1,2 0,8-1,2 <0,8
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3.7 HepyomiazMuH

Llepynomiaa3MuH — CHHErO LBETa 0.2-TITMKONPOTEHH, KOTOPBIA CBS3BIBAET
90-95% wmenu 1TIa3Mbl B COACPKUT 6 WX 7 MOHOB MEAW HA MOJEKYIY, BKIIO-
qarouuecs: B Hee B mpolecce cuHte3a. OH UrpaeT CylIeCTBEHHYIO pojib B MeTabo-
Jau3Me Kak JKenes3a, Tak U MeAu. LlepyrnoriasMuH CHHTE3HpPYETCsS B MEYEHH Kak
oJlMHOYHas 1enb ¢ Maccoi 132 kDa. OH Takxke 0OUITbHO IKCIIPECCUPYETCS B OIpe-
JIEJICHHBIX MOMYJIALMIX TIUAIbHBIX KJIETOK B Mo3re. Llepynomiasmun TpaHcnop-
TUPYET Meb K COIepKaIiM MeIb (hepMEeHTaM B KPOBU M MTPACT CYIICCTBEHHYIO
pOJIb B PEryJMpPOBAaHUU OKHUCIUTEIHLHO-BOCCTAHOBUTEIBHOIO MOTEHIIUAJA, TPAHC-
nopTa M yTUIU3aluK Kene3a. HAUBUIyyMBI ¢ HACIEACTBEHHBIM ACPUIIUTOM Iie-
pyJoIa3MruHa UMEIOT 3HAYMTEIbHbIC HAKOIUICHHUS Keje3a B OOJIIIMHCTBE TKa-
HEeH, 4TO MOJYEPKUBAET BAXKHYIO POJIb LIEPYJIOIJIa3MUHA B HOPMAJIbHOM BBICBO-
OO0XIEHUU KeJle3a U3 KIETOK.

XKeneszo, BbICBOOOXKAEHHOE (DEPPUTUHOM, OKHCIIIETCS B MOH JKeJie3a B MpH-
CYTCTBHH IEpYJIOIUIa3MUHA W HEMEIJIEHHO 3aXBaTbIBaeTCA TpaHCHEeppuHOM IS
MOBTOPHOTO MCIIOJIB30BaHUs, TAaKUM 00pa3oM MpejoTBpaliasi oOpa3oBaHUE peak-
TUBHBIX Pa3HOBUHOCTEHN KHUCIOPOJa, TAKHX KaK CYIMEPOKUCH U TIEPEKUCHh BOJOPO-
na. Kpome Ttoro, nepynomnnazmun BosiedeH B okucienue Fe (II) tpancdeppuna
st oopazosanus Fe (I11) tpancheppuna. Llepynomnasmun taxke 001agaeT aHTH-
OKHUCJIUTENIbHBIM JIEHCTBUEM, KOTOPOE TMPEOTBPAIAET OKUCICHUE JHUMHUIOB B
MeMOpaHe KJIETKH uepe3 ee heppOoKCHIa3HYI0 aKTUBHOCTh U MOXKET MOIYJIUPOBAThH
GYHKIHIO YHIOTEINAIBHON CHUHTA3bl OKUCH a30Ta, peryaupys NO-3aBucumoe pac-
cialbJeHue coCcyoB.

Pepepenmnuiti ouanaszon: netn <5 nueit: 0,05 — 0,40 r/i; B3pocnsie 0,20 —
0,60 r/m.

Baknelinryto ponb ompeneneHre YpoBHS ILEpPYJIOMJIa3MHUHA B CHIBOPOTKE
KpPOBHM WIpaeT i JUarHocTuku Oone3nu Bunbcona-KonoBasnosa (remartorepe6-
panbHas faereHepans). B ocHOBe 3a00sieBaHMs JICKUT TeHETUYECKUNA TePEeKT CUH-
Te3a Oenka Meab-Tpancnoptupytomein AT®-a3e1 B Tuma B neuenu. ATd-aza B-

THUNA ONPEACISIET TPAHCIIOPT MEIU B anmapar ['oJbIKu U €€ MOCIEAYIOIIEE BbI-
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JeJeHNEe C JM30COMaMH B Kemdb. Y TAIMEeHTOB ¢ Oosie3Hbl0 BuibcoHa-
KoHoBanoBa oTMedaeTcs 3HAYUTENbHOE CHHYKEHHE 3KCKPELUUU MEIU C JKETYblo,
YTO MPUBOJUT K €€ HAKOIUICHUIO B renartouute. Jledunur uim noiHoe oTCyTCTBUE
AT®-a3p1 B-tuna, onpenenstomeil TpaHCIIOpT MEAW B annapar ['oiabaku U ee no-
CIEAYIOIIEE BBIICIICHUE JM30COMAMHU B JKEIM4Yb, COMPOBOXKIACTCA HAPYIICHUEM
MpoIIECCa BKIIFOUEHUSI MEIM B LIEPYJIOIUIa3MUH. B pe3ynbprare conepxaHue Hepy-
JIOIUIa3MHUHA B CBIBOPOTKE KPOBH CHHMIKAETCA (BCIIEACTBUE YMEHBLIEHUS €r0 CHHTE-
3a B [ICYEHH ), UYTO UMEET IUAarHOCTUYECKOE, HO HE MaTOr€HETUYECKOE 3HAUeHuE. Y
OONBHBIX B TUIa3ME PE3KO CHIDKEHA KOHIIEHTparus nepynomiazmuna (<0,2 r/m) u B
MEHBIIEH CTENEHH €lle OJHOro OelKa, YYacCTBYIOUIEro B METa0OIM3ME MEIU, —
LHATOXPOMOKCHIA3bI.

I'en 6one3nu Bunbcona-KonoBanosa HazBan A TP7B u nokanu3oBad B 13-i1
xpomocome. B mupe pacnpoctpaneHHoCTh Oose3nn Bunbcona-KonoBanoBa co-
ctaBisieT 30 60IbHBIX HA 1 MIIH. YETIOBEK, 4 HOCUTENIIMUA NAaTOJIOTUYECKOTO TeHa B
cpenneM saBisitoTcst 1 yenosek Ha 90. Tun HacnenoBaHus 3a00J€BaHKS AyTOCOMHO-
PELIECCUBHBIM.

[Ipu HETOCTATOYHOCTH LIEPYJIOIIa3MHUHA B TJIa3M€ MOHBI MEU OBICTPO BHI-
XOJAT BO BHECOCYJIUCTOE MPOCTPAHCTBO (COAEPKAHUE MEIU B KPOBU CHMIKAETCH).
Onu poxoasT uyepe3 06azanbHbie MEMOpPAHbI TTOUEK B TIIOMEPYJIAPHBIN (GUIBTPAT U
BBIBOJSITCS C MOUOM MJIM HAKaIlJIMBAIOTCS B TKaHAX (HalpuMep, B POrOBUIIE TJ1a3a).
JIst posIBIIEHUS KIMHUYECKUX MPU3HAKOB 3a00s1eBaHus 0c000€ 3HAUCHUE NMEET
CTETNICHb HAKOIUICHUS MEIW B LEHTPAJIbHOM HEPBHOW cHUcTeMe. HemocTtaTtouHOCTh
MOHOB M€l B KPOBHU MPUBOAUT K MOBBIIICHUIO UX PE30POIMU B KUIIIEYHUKE, UTO
emie OOJbIlIEe CIIOCOOCTBYET €€ HAKOIUICHHWIO B OPTraHWU3ME C IMOCJEAYIOIIUM I10-
BPEXKJICHUEM OpraHOB U TKaHel. B HanOonbIIMX KOJIMYECTBAaX MEb OTKIIAAbIBACT-
Csl B TIEUEHHU U 0a3aJIbHBIX TAHTJIMSIX TOJIOBHOTO MO3Ta, & TAK)KE MOYCUHBIX KaHAIb-
nax. B knuHWYeckol kapTuHE OOJE3HM CUMIITOMBI MOPAXKEHUS MEYEHU OOBIYHO
NOSIBJISIFOTCS NIepBbIMU. [laTonorndeckuit nmpoiecc B ne4eHu (TernaTur) pa3BUBaeT-
Csl, IPUBOJISL Y€pPE3 HECKOJIBKO JIET K XPOHUYECKON NEYEHOYHON HEAOCTATOYHOCTH.

B TkaHu Mo3ra mosBIISHOTCS IIOJIOCTH U ACrCcHCPAaTHUBHBIC U3MCHCHHUSA HC TOJIBKO B
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0a3aJIbHBIX TAHIJIUAX, HO U B KOPE FOJIOBHOTO MO3Ta, OCOOCHHO B JTOOHBIX JIOJISIX.
HeBponoruueckue CUMOTOMBI Yallle BCET0 HAYMHAIOT OTMeuaThcsi ¢ 6—8-1eTHero
Bo3pacta. [logBisItOTCS ABUTATENIbHBIE HAPYIICHUS U OTKJIOHEHUSI B TICUXUKE.
JIBKeHUS pyK HATIOMUHAIOT B3MaXH KPbUTbEB NTHUIBI. MOTYT BO3HUKHYTh IICUXH-
YecKre OTKIIOHEHUS, 3aJIepKKa YMCTBEHHOr0 pa3Butus. [lopaxkeHue nouek nposis-
JSIeTCS Pa3BUTHEM IMOYEYHOTI'O KAHAJIBIIMEBOTO AallM103a, YCUJIEHHOW ToTepen ¢
MOYOW aMHHOKHCIJIOT, HeopraHudeckoro (ocdopa, rirokossl (Tiatoko3ypusi). bo-
Je3Hb OOBIYHO Mporpeccupyer MenaeHHO. CHUKEHHE YPOBHSI LIEpYJIOMIa3MHUHA B
KpPOBU BBISABIIIOT Y 97% mannenToB ¢ 6one3ubt0 Bunibcona-KoHnoBasosa.

Boiaenstor Tpu ocHOBHBIE popMbl O0s1e3HKM Bunibcona-KonoBasona:

® CJaBSHCKasi — XapaKTepU3YeTCs CPABHUTEIHHO TMO3JHUM HAYaJloM U TMpeu-
MYIIECTBEHHO HEBPOJIOTUYECKOM CHUMIITOMATUKOW, KOHIEHTpALUs IEepyio-
IUTa3MHUHA B IJIa3Me CHIDKEHA;

® IOBCHWIbHAS — MPOSIBISICTCS NMEUYEHOYHBIMUA HAPYIICHUSMU, KOHIICHTpaIus Iie-
pyJIOTUIa3MUHA B TIJIa3M€ CHIDKEHA;

e aTumHUyHas — peakas ¢opma 3ab0JIeBaHMs, Y TETEPO3UTOT COAEpKaHUe IepyIIo-
IUIa3MUHA B IJIa3M€ CHU)KEHO HE MEHee 4eM B 2 pasa.

B muddepennmanbHO-IMarHoCTUYECKOM IJIaHE HEOOXOAMMO MOMHUTb, YTO
HU3KHE YPOBHHU IEPYJIOIIa3MUHA B CBHIBOPOTKE KPOBH MOTYT OBITH BBISIBICHBI
TaK)Ke MpU HePPOTUYECKOM CUHApoMe (ToTepst Oenka ¢ Mouoil), 3a00J€BaHUSIX
KEITyT0YHO-KUIIIEYHOTO TpakTa (HapyIIeHHE BCACHIBAHHS aMHUHOKHCIIOT), TsKe-
JBIX 3a00JieBaHUsIX nieueHu (B 23% ciryyaeB) BCIIEACTBHE HAPYIISHUS €r0 CUHTE3a,
3a00JIeBaHUSAX IICHTPATbHOM HepBHOU cucTteMbl (y 15% marueHToR).

[epynmomnazMuH BeICTynaetT 0ekoM octpoit Baser (cM. pasaen 4, yacts 1)
(mepuop momypacmnajna 6 CyToK), TO3TOMY BO3pacTaHUE €ro YPOBHs HaOIt01aeTCs y
OOJBHBIX C OCTPHIMHU U XPOHUYECKUMHU HH(EKIIMOHHBIMU 3a00JIeBaHUSIMH, ITHPPO-
30M TI€UeHH, renaTuTaMu, WHPAPKTOM MHUOKapa, CUCTEMHBIMH 3a00JICBaHUSMU,
auMmdorpanynemaro3om. [loBbilieHre ypoBHS LEpyJIOMIa3MUHA MOXET OBITh OT-
MEUEHO y OOJIBHBIX MHU30GPEHUCH.

ConepxaHue UEpYIOIUIa3MUHA B CHIBOPOTKE KPOBU YBEIMYUBAETCS MPH
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3JI0KaY€CTBEHHBIX HOBOOOPA30BAHUSAX PA3IUYHON JIOKATU3aINUK (Pak JIETKOTO, MO-
JIOUHOW KeJe3bl, MUKW MAaTKH, KETyJIOYHO-KHMIIIEYHOro Tpakra) B 1,5-2 pa3a,
nocturas 0ojiee 3HAYUTENbHBIX BEIUYMH MNpHU OOJBIIONW pacnpoCTpaHEHHOCTH
IpoIECCa. Y CIEIHOE XUMHUO- U JIy4€BOE JICUEHUE CONPOBOKIACTCS CHUKEHUEM
YPOBHSI IEepyJIOIJIa3MUHA BIUIOTH O HOpMaibHOro ypoBHA. [Ipu HeaddexkTuBHO-
CTM KOMOWHHPOBAHHOM Tepamuu, a TakKe MpH MPOrpecCUpOBaHUU 3a00JIE€BaHMUS,

COJACPIKAHHUC LICPYIIOIIa3SMHHA OCTACTCA BBICOKHUM.

3.8 Hucratun C

[Muctratun C — 6enok ¢ MoJekysipHoit maccoii 13,4 kDa, koTopblit obnagaet
CJICAYIOIINUMU XapaKTePUCTUKAMH
® C [IOCTOSIHHOM CKOPOCTBIO CHHTE3UPYETCSI BCEMU SAPOCOAEPKAIMMU KIICTKAMU,
e O0OHAPYKMBAETCS BO BCEX OMOJIOTMYECKUX YKUIKOCTSAX B JOCTATOYHO BBICOKHUX

KOHIICHTPAIIUSX;
e CcBOOOJHO QUIBTPYETCS Yepe3 KIIyOOUKOBYIO MEMOpaHY;
e MeTabOJM3UPYETCS B MTOYKAX;
® HE CEKpPETUPYETCS MPOKCUMAIbHBIMU MTOYEUHBIMU KaHAJIbIIAMHU.

OTHOCHUTCS K CEMENUCTBY MHTMOUTOPOB IIMCTEMHOBBIX MpoTenHas. UHruou-
TOpHasi aKTUBHOCTh nuctatuHa C HeoOxoauma JjIsl peryJisiiiud HOPMaJIbHBIX (Pu-
3MOJIOTUYECKUX MPOLECCOB IIyTEM TOPMOMKEHHUSI aKTUBHOCTEN MPOTENHA3, KOTOPbHIE
SBJISTFOTCSL CHCIM(PUISCKUMHA MUIIEHSIMUA €ro JAeucTBus. bymyun wHTHOMTOpOM
[IUCTEUHOBBIX MPOTEHHA3 OH OJOKUPYET UX aKTUBHOCTH M, TEM CaMbIM, Jerpajaa-
IIMI0 BHEKJIETOYHOTO MAaTPUKCa, UMHU OCYIIECTBIIIEMYIO M, TAKUM 00pa3oM, CTUMY-
JUPYET CUHTE3 WM pachaj] BHEKJIECTOYHBIX CTPYKTYp, HAlpUMEp, B CTEHKaX COCY-
JI0B (aTepOCKIIEpo3), WK MPH PEMOJICIMPOBAHUM MHOKap/ia (cepieuHasl HeJoCTa-
TOYHOCTh, OCTPBIN KOPOHAPHBIN CUHAPOM).

CoiBOpoTOUHBIE YpOBHHU LMcTaTiHA C 00yCNaBIMBAIOT:
® [IOCTOSIHHAsI CKOPOCTh CHHTE3a, MPAKTUYECKU HE 3aBUCHIIAs OT BO3pacTa, MoJja,

BECA;

® JIOCTOAHHAsA CKOPOCTb €TI0 BBIBCACHHUSA M3 OpPraHrM3Ma, KOTOpas 3aBHUCHUT IIPC-
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UMYIIECTBEHHO OT PEHAIBHBIX (DYHKITUH;

® TMOBBIIIEHHUE €T0 YPOBHEHN M3-3a PEHAJIBHOM MMATOJIOTHH;

® MIOBBIIICHUE CHUHTE3A MPU CEPACYHON HENOCTATOYHOCTH U OCTPBIX KOPOHAPHBIX
CUHIpOMaXx.

Pegpepenmmuvie snauenus:

Jlemu 0-3 mecsaues 0,8-2,3 me/n
4-12 mecsayes 0,7-1,5 me/n
1-17 nem 0,5-1,3 me/n

B3spocnvie  Cmapwe 18 nem 0,5-1,0 me/n
Jlo 50 nem 0,55-1,15 me/n
Cmapwe 50 1em 0,63—1,44 me/n

[Ipumenenue mucratuna C B J1a0OpaTOPHOM JUArHOCTUKE OOYCIIOBJICHO

TEM, YTO OH SIBJISICTCS:

® BBLICOKOYYBCTBUTEJIBHBIM M TOYHBIM HHIOTCHHBIM MapKEPOM CKOPOCTH KIyOod-
koBoi puibTpanu (CK®), u TeM caMbIM, — MAaTOJIOTUH TTOYEK, IO CBOCH 4YYB-
CTBUTEJIBHOCTH CUJIBHO TpeBocxondmuii kpeatnHuH. [uctatun C mo3Bosser
JIMarHOCTUPOBATh caMmble paHHue n3MeHeHus: CK® (manpumep, runeppuiabTpa-
[IUIO TIPU TUIIEPTEH3UM U AuabeTnueckor HedpomaTuu U paHHUE CTAJUU THUIIO-
bunbTpanym), a TaKxKe OTCIACKUBATh ObICTpbie U3MeHeHus: CK® npu pazButun
OCTPOTO MOBPEXKICHUS TTOYECK;

® MapKepOM peHAIbHOU (DYHKIINHN Y TepUAPTPUUECKUX MMAIIMEHTOB;

® BBICOKOUYBCTBUTEIBHBIM MapKEPOM CEPACUYHO-COCYIUCTHIX COOBITHIA, HE3aBH-
CUMBIM OT TaKUX KapAuOMapKepOB, KaK KapJuajbHbIe TPOIIOHUHBI, HATPUHYpE-
TUYeCKue nenTubl, C-peakTUBHBIN OEJIOK U JIp.;

e yjeanbHbIM neauarpuueckuM mapkepom CK®. Yposuu nucraruna C He 3aBu-
CSIT OT BO3pacTa, OH HE MPOXOAUT uepe3 IaleHty. [Ipu 3ToM BO3MOKHO BHYT-
pUYTPOOHOE U HEOHATAIBHOE U3MEPEHUE.

Uem TspKenee peHaabHasi MaToJaorus, TeM Xyxke 1uctatud C GuibTpyeTcs B

MIOYKax, TEM BBIILIE €r0 YPOBEHb B KpOBH. OTHOKPATHOE M3MEPEHUE YPOBHS LIHC-

tatrHa C B KPOBH MO3BOJIAET C MMOMOIIBIO ciienytonux Gopmyi Berauciantb CKD:
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e Jlns B3pOCIIBIX:

CK®=91,62x1lucratux ch#

o Jlna nerert (<14net)

CK®=84,69x{ucrarun C%%x 1,384

[ToBblllIeHHBIE KOHIIEHTpAMu 1uctatuHa C, SBISIOTCS UHAUKATOPOM Ipe-
KIMHAYeCKuX (GopM 3a00J€BaHUN TOYEK, CBSI3AHHBIX C PHUCKOM CEPJIEYHO-
COCYIUCTBIX 3a00JIEBaHUN U MPEIUKTOPOM MX HEOJIaronmpUsITHBIX MCXO0JI0B. B TO
BpEMsI KaK ChIBOPOTOYHBIM KPEATUHUH NOBBIIAETCA yepe3 24-48 4acoB mocie oT-
Ka3a peHaJbHON (PYHKIMH, cojiepkanue nucratiia C B CHIBOPOTKE W/WIIM B MOYE
MOBBIIIAETCA yepe3 6-8 4acoB IMOCIIEe Hadalla Pa3BUTUS OCTPOTO MOBPEXKACHUS MO-
YeK.

Tak, MHOTrOYHCIICHHBIE HCCIEHOBAaHUS IIOKA3bIBAIOT, YTO IOBBIIICHHbBIE
ypoBHH nucTaTuHa C CBS3aHbI ¢ MOBBIICHUEM PUCKA JICTAIBHOCTUA U TAKUMHU CEp-
JIEYHO-COCYJTUCTHIMU COOBITUAMM, KaK HMH(APKT MUOKapja, UIIEMHUYECKUN HH-
CYJIbT, CepJeUHasi HeJJOCTATOYHOCTD, a TaK K€ C 3a00JIEBaHUSMU MepUdepruIecKux
apTepuil U MeTaboJuYecKuM CUHAPOMOM. [Ipu 3ToM B OOJBIIMHCTBE HCCIIEIOBA-
HUN OBUTO OOHApYKEHO, 4To IucTaTuH C U B ATUX CIIydasX Kak MPeIUuKTOp Ipe-
BOCXOJUT KPEaTUHHH.

[ToBeIlIEHHE CEPACYHO-COCYAUCTOIO PHUCKA, CBSI3aHHOTO C MOBBILICHUEM
CBIBOPOTOYHOTO mucTaTuHa C, 0COOCHHO XapaKTEepHO JJIS JIUII TTOXKHIIOTO BO3pac-
Ta, Yy KOTOPBIX, KaK MPaBUJIO, MPOUCXOAUT exerogHoe cHmwkeHue CK®. IIpuuem
tTakoe cHKeHue 3HaueHH CK® sBnseTcs He3aBUCUMBIM (PaKTOPOM pHCKa II0-
BBIIIIEHHON CMEPTHOCTHU. TaK, YCTAaHOBJIEHO, YTO JIUI[A HE UMEBIINE XPOHUYECKOU
00JIe3HU TOYEK, HO C BBICOKMMH YpOBHSIMU ItucTaTuHa C MMENIW TMOBBIIICHHBIN
PUCK HEOJArOnmpHsITHBIX HCXOJOB CEPIACYHO-COCYIUCTHIX COOBITUN (MHCYJIBTHI,
CEpJIEYHYI0 HEJIOCTATOYHOCTh, 3a00JIeBaHUSI KOPOHApHBIX aprepuil, u 50%-Hyr0
BEPOATHOCTH JIETATLHOCTH). OCO0YI0 IIEHHOCTh UCTaTUH C MMEET /IS BBISBICHHS
MAIMEHTOB C BBICOKHMM PHCKOM CEPACYHO-COCYIUCTBIX COOBITUN CpEIu JIUI] C
HOpMaibHbIMU 3HaYueHUsIMU CK® u KpeaTMHMHA U TO3TOMY HENPABOMEPHO BKIIFO-

YaeMbIX B KATETOPHUIO C HU3KUMHU YPOBHSIMHU PUCKa CEPACYHO-COCYAUCTHIX 3a00Je-
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BaHUHN M XPOHUYECKOW OOJIE3HU TOYEK.

YcraHoBieHa IMHEHHAs 3aBUCUMOCTh MEX]ly MOBbILIEHUEM IucTaTiHa C U
TSKECThIO MILIEMUHU Y NAIMEHTOB C 3a00JE€BaHUSIMU KOpOHApHbIX apTrepuil. Tak,
OJTHOKpAaTHOE M3MepeHue nucratuHa C CyIIeCTBEHHO YJIyYIIaeT PAHHIOK CTPATH-
(UKaLKIO PUCKOB Yy MALMEHTOB C MOJI03PEBAEMbBIM WUJIM NOATBEPKIAECHHBIM OCTPBIM
KOpPOHapHbIM CcHHApoMOM 0e3 moabema ST-cermenrta. Ilpu sTom KiaMHHYEcKas
3HAYUMOCTB onpenaeneHus nuctatuia C s crpaTuduKanuyu KOpOHApHBIX PUCKOB
O0COOCHHO yBEJIMYMBAETCS MPU COUETaHHOM IpuMeHeHuu ¢ NT-proBNP, tpononu-

HaMH U BBICOKOYYBCTBUTCIIbHBIM C'pCaKTI/IBHBIM OCJIKOM.

3.9 OcTeoKkaJabINH

Ocreokanbiiun (OK) — ruapokcuanaTUT-CBSI3bIBAIOIIUNA O€JIOK, COCTOSIIIUI
u3 49 aMUHOKHUCIIOT, CHUHTE3UPYETCsl OCTeo0JacTaMu M OJIOHTOOJacTaMu H, B
MEHBIIIEH CTENEeHH, TUIEPTOPUPOBAHHBIMU XOHApOoLUTaMU. CBI3bIBACT KAJIBIUHN U
THIPOKCHAIIATUT C BBICOKOU apPpuHHOCTHIO. OCTEOKANBIIMH — CaMbIil OOMIBHBIN
HEKOJIJIATCHOBBIN O€JIOK B KOCTSAX W JICHTHHE 3y00B, BKItOUas 1-2% olmiero co-
nepkanus Oenka B KocTsax. B npouecce popmupoBanust koctu 6oibiias yacte OK
BKJIFOYAeTCsl B Matuily Koctu, HO 10-30% BbICBOOOXIa€TCs B KPOBB, IJI€¢ OH MO-
XKeT ObITh M3MEPEH KaK YyBCTBUTEIbHBIN Mapkep (popmupoBanus koctu. Octeo-
KaJIBIIMH METa00IM3UPYyeTCs IIIaBHBIM 00pa30M B MOYKE U B MEHBIIIEH CTENIEHU — B
MIEYECHH, TOTYTIEPUO €T0 KU3HU B KPOBOTOKE — OKOJIO 5 MUHYT. Bripabotka OK
3aBUCHUT OT 1,25-nurunpokcusurtamuna D, Butamuna K u Butamuna C.

Hupkynanus OK HenocTosiHHA, TOCKOJIBKY OH COJIEPAKUT YUaCTOK TPOMHOTO
pacuieruieHusl y aMUHOKUCIOT 43—45, 4To MpUBOAUT K 0Opa30BaHUIO MHOTOYHC-
JICHHBIX UMMYHOPEAKTUBHBIX (POPM, KOTOPhIE MOTYT OBITH OOHAPY>KEHBI pa3Iny-
HbBIMA HMMMYHOJIOTHYECKMUMH METOJIaMH HCCJIEIOBaHUA. Y 4YEJOBEKAa LHPKYJIH-
pytommMu GopMaMH OCTEOKAJIbIMHA, JIYYIlle BCEr0 OTPa)KaroIUMHU (popMupoBa-
HUE KOCTH, SIBJISIETCS HEMOBPEXKICHHAsI MOJIEKYJIa OCTeOKalbluHa U 00JbIIoN N-
TEPMHUHAIBHBIA (pParMeHT CPEAHEr0 pPEruoHa, KOTOpbid Ha3biBalOT N-MID-

ocreokanbiiH (1-43). BeneacTBre KOpOTKOro MOMyNepHOAa JKU3HH B KpoBH (5
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MUHYT), u3Mmepenne OK oTpakaer, mpexae Bcero, HOBbIM cuHTE3 OeKa (4aCTUYHO
TaKXe U PEe30pOINI0) U SABISETCA LIEHHBIM MHCTPYMEHTOM JUIsl OLICHKH METado-
JM3Ma KOCTeH ckeneTa. byaydn yHUKaIbHBIM MPOAYKTOM OCT€00JIaCTOB, OH TaKkKe
XapaKTepU3yeT aKTUBHOCTh KJIETKH, OTBETCTBEHHOM 32 (HOPMHUPOBAHHE KOCTH.
CoiBoporounsiit OK 6bicTpo pacnagaeTcsi B pe3yibTaTe NpOTEOIUTUYECKOTO
pacuIeIuieHHs] U HEeTOBpexAeHHbIe nenTuabl u ¢pparmentsl OK pa3nuuHbIX pa3me-
POB COCYIIECTBYIOT B KPOBOTOKE, CO3/1aBasi KAPTUHY I'€TEPOT€HHOCTH (PparMeHTOB
OocTeOKaJIblInHAa B ChIBOpoTKe. OcteokanbinH (1-43) Oojee ycTOWYMB, 4€M HWH-
TakTHBIM OK, co cHmxeHueM 3HaueHuid MHTAakTHOro OK B CBIBOPOTKE MOCIHE IO-
BTOPHBIX IIUKJIOB 3aMOPAKUBAHUS/OTTAMBAHUS WM MOCIIE JJIMTEIBHOTO XPaHEHUS.
OcreokanbluH, U3MEPEHHBI B JUHAMHKE, pacCMaTpPUBAETCS KaK IMPOTHO-
CTUYECKUI MHAUKATOP MPOTrPECCUU OOJIE3HU KOCTH.
Logviuennvie yposnu OK mo2ym ecmpeuamuvcs npu:
® OCTEOMAJIALIUU, OCTEOIUCTPODUH;
e Ooxne3nu [lemxkera;
® HECOBEPEIICHHOM OCTEOTeHe3e, epeoMax KOCTeH, MeTacTa3ax B KOCTH;
® 0OCTEONOpPO3€ MOCJIEe MEHOMNAay3bl U3-32 YBEJIMYEHHOTO WM YMEHBIIEHHOTO 000-
pOTa KOCTH;
® TUNEPTUPEO3€, MEPBUYHOM W BTOPUYHOM THUIEPIAPATUPEO3E, AKPOMETAIUUA U
MOYEYHOI 0CTEOAUCTPODUH.
Vmenvuennvle ypoenu ocmeokanbyuna HaOI100aromces npu.
® TUINOTHUPEO3E;
® TUIONAPATUPEO3E;
e runepkopruinusme (6one3np U cuHapoMm Hienko-KymmHra) wim AMTensHOM
Teparuu rIlOKOPTUKOUIAMU;
e (0oJIe3HM NeUeHHU (IEPBUYHBIA OMIIMAPHBIN LIUPPO3)
¢ neduLMTE COMATOTPOIHHA,
® paxwure.
Peghepenmmnuie snauenus:

TecT mst ”HTAKTHOTO OcTeoKanblMHa (1-49) (Hr/Mi1 uau MKr/1):
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® MyX4uHBI: 2,7 — 25,0 MKT/T;
e KEHIIWHBI (710 MeHoTnay3bl): 4,4 — 17,0 MKT/11;
® KCHIIWHBI (TIOCIIe MEHOTaY3hI): 3,6 — 28 MKI/II.
Tect nns mHTaKTHOTO OCTeoKablMHA (1-49) u cpegunHoro ¢gparmenta (1-
43).
e MyxuuHbI: 3,3 —40,0 MKr/11;
® SKEHIIUHBI (10 MeHonay3kl): 5,0 — 31,0 Mkr/;

® KEHIIMHBI (TTocsie MeHonay3bl): 9,0 — 47,0 Mkr/11.

3.10 Tpauncpeppun

TpancheppruHbl — OOIIKMPHOE CEMEMCTBO >KENE30-CBSA3BIBAIOUINX OEIKOB.
TpancdeppuH B CBIBOPOTKE — TIIMKOMPOTEUH ¢ MOJICKYJsipHOH Maccor 79,6 KD,
UMEIOLINI MHOTOYHCIEHHbIE U30(popMbl. TpaHcPepprH COCTOUT U3 OAMHOYHOIO
CIUIETEHHOro mnosmnentuaa (679 amMuHOKUCHOT) ¢ 19 Oucynb@uAHBIMH MOCTH-
kamu. TpaHceppuH TpaHCHOPTUPYET >KEJIE30 B IUIA3ME MEXAY JKEITyI04YHO-
KUILIEYHBIM TPAKTOM M OpraHaMH, XpaHALIUMU Keje30 (MeUeHb, celie3eHKa U KO-
CTHBIM MO3T), U TeMomno3ThudecknuMu TKaHsmu. Menee 0,1% jkeme3a B opraHusme
CBsi3aHO ¢ TpaHcheppuHoM. Kaxknas W3 ABYX TOMOJIOTHYHBIX OOJacTeid MOXKET
CBSI3aTh OZIMH aTOM JKelle3a, TO eCTh MakchMyM aBa Fe®* noma TpancmoprupyroTes
K KJIETKaM pelienTopamu TpaHcpeppuHa.

Jpyroii BakKHBIN 4YJIEH CEMEHCTBAa TeHOB TpaHChEppHHA Y YEIOBEKa — JIaK-
TodeppuH. ITo — Oenok ¢ Maccoit 78 KDa, HaliIcHHBIN B MOJIOKE, SIBJISIOIIMIACS
IJIaBHBIM KOMIIOHEHTOM MoJio3uBa. Ilo cpaBHeHuio ¢ TpaHcheppuHOM, €ro Ke-
ne30-cBs3bIBaroIas abGuHHOCTH Oobie mpudanzutensHo B 300 pas.

KoHuentpanuu tpanchepprHa UCIOIb3YIOTCS JIsl OLIEHKU COJEPKAHUS K e-
ne3a. biaromaps TOYHOMY MOJISIPHOMY OTHOLUEHHUIO CBSI3BIBAHMSI )Kelie3a TpPaHC-
beppuHoM, u3MepeHue oo1el xene3o-cBs3biBatoiei cnocooHoctu (OXKCC) ObI-
JIO 3aMEHEHO KOJIMYECTBEHHBIM olpe/eiieHrneM Tpancheppuna. Mamepenue Hachl-
IICHHOCTH TpaHc(eppHHa, T. €. OTHOILIECHUE jKelie3a K KOHLEHTpaluu TpaHcdep-

PHHA, BBIPAXKCHHOC B IIPOLCHTAX, SABJIACTCA CaMbIM TOYHBIM MHAWKATOPOM IIOCTAaB-
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KM JKelle3a B KOCTHBIM Mo3r. [lpm nedummre skeme3a CTeneHb HACHIICHHOCTH
TpaHChepprHA — YPE3BBIYAMHO YYBCTBHUTEIBHBI MHIUKATOP (DYHKITMOHAIBHOTO
UCTOIICHUS COACPIKAHUS jKese3a (cM. paszen 6, yacts II).

OXCC (mxmomnw/n) = Tpancheppus (r/1) x 25,12 (MKMOTB/T);

Haceimennocts Tpancdeppuna(%)=>Keneso(mxmoins/in)/OXKCC(mrmoun/m)x100;
WIN:

Haceimennocts  tpancheppuna  (%)=3,98x[XKene3o(Mrmonn/in)/ Tpancheppun
(r/m)].

KiteTkn ¢ BBICOKOM MOTPEOHOCTHIO B KeJle3e¢ UMEIOT MHOTO MEMOpPaHHBIX
pELEenTopoB sl JKeJie30-TpaHCHEeppUHOBOTO KoMILIekca (cM. pa3aen 3.11, dacthb
|). BHyTpHKII€TOUHOE *Kee30 TpeOyeTes I JeJICHUS KICTKH, TOTOMY YTO CHHTE3
PUOOHYKIICOTHA-PEAYKTA3bl HYKJIAETCA B XKeye3e. DTOT (PEpMEHT KaTalu3upyeT
OJIMH U3 MEPBBIX 11aroB, Beaymux k cunresy JAHK. Tpancdeppun cBsa3biBaeT xke-
JIE30 C OYCHb BBICOKOH KOHCTAHTOH QHCCOLMAIINI — MPHOIM3UTEIBHO 10°% MOIB/IT
! Ces3biBanme nonos Fe** TpeOyeT aHroHa (0OBIYHO KapOOHAT), KOTOPBIM CIIYKUT
CBSI3BIBAIONIUM JIMTAHIAOM MEXIY Kelie3oM U OenkoM. YmeHwinenue pH ke 7
MPUCOEAUHSET MPOTOH K MOHY KapOoHaTa U Bce Oojiee U 0osiee OCaadisieT CBA3bI-
BaHUE.

TpancdepprH cUHTE3UPYETCS TJIABHBIM 00pa30M B MEUEHU, XOTS KIETKHU pe-
TUKYJIODHIOTENNS TaKKe BHOCST CBOM BKJIAJl, M CHHTE3 KOPPETUPYETCs ¢ OTpeo-
HOCTBIO OpTaHM3Ma B XKeJye3e U ero 3anacamu. CUHTE3 CTUMYIUPYETCS CTPOTCHA-
MU, KOPTUKOCTEPOUIaMH U HU3KOM KOHIIEHTparuel sxenesa. [lomymepuos Ku3Hu
TpaHceppuHa — 00bIYHO TTPUOIM3UTENBHO 10,5 THS.

JIBa N-CBsi3aHHBIX OJMTOCaxapuia Ha TpaHcheppuHe — TJIMKaHBI TUTIA KOM-
IJIEKCOB, COCTOAT M3 CHUAJIM3UPOBAHHBIX OWAHTEHHANbHBIX (85%) W TpUaHTEH-
HabHBIX (15%) tenelt. Yucno cuanoBoi KUCIOTHI HAa MOJIEKYITYy TpaHc(eppurHa,
KaK mpaBwio, oT 4 1o 6, 0O0bryHO — 4 ocTtaTka. BapmaHThl TTUKO3WIMPOBAHUS
TpaHchepprHa 00pa3yroTCs MPU Pa3IUMYHBIX COCTOSHHUSX. Y TAIMEHTOB, CTpa-
JAIOMIUX OT AJIKOTOJM3Ma, B IETMSIX YIJIEBOJIA OTCYTCTBYIOT OT JBYX JO YETHIPEX

KOHIECBBIX CaxapuA0B, BKIIIOYas OTPHULATCIIBHO 3aps’KCHHYIO CHAaJIOBYIO KHCIIOTY,
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B TO BpeMsl KaK HEUTPAIbHBIM N-aleTUI-TIIFOKO3aMUH U TajdakTo3a COXPaHSIOTCH.
OTH nucHao-, MOHOCHAJIO- M acuajo-TpaHC(EepPpHHbI M3BECTHBI KaK «yIJIEBO-
nedunutHeie TpaHcheppuHb». Pa3paboTaHO HECKONIBKO aHATUTUYECKUX IMpolie-
Iyp IUIsl UBMEPEHUS UX YPOBHS B CHIBOPOTKE KaK MapKepa MOTPeOIECHUs aJIKOTOJIS.
Ectb Taxke cooOuieHusi, onuceiBaromue n3o0(hopmsl TpaHcheppruHa ¢ OYE€Hb HU3-
KUMU YPOBHSIMH COJEpP’KaHUS, KOTOPBIE SIBISIOTCS IMOJHOCTBIO CBOOOJHBIMHU OT
YTJIEBOJIA M pACCMATPUBAIOTCA KaK Ba)KHbIE MHAUKATOPHI AJIKOTOJIU3Ma.

TpanceppuH sBIsSETCS TaKXKe OTPULIATEIbHBIM OEJIKOM OCTpOoi (ha3bl, U €ro
KOHLIEHTpalus B IJIa3M€ HU3Ka MPHU BOCHAJIUTENbHBIX U 30KaYECTBEHHBIX 0O0Je3-
Hsix. CHIKeHue ypoBHEW TpaHchepprHa HaOIt01aeTcs TaKKe MPU SHTEPOIATUAX C
norepeil Oenka, HeAOECAAHUM M HEPPOTHUECKOM CHUHAPOME, MPU PacCTPOMCTBAX
CUHTE3a reMOrjao0rHa, HalpuMep, pu NopHUpUH, TAITACCEMHH.

Pepepenmnuvie senuuunvt mpancgheppuna npeocmasnensvt 8 mabauye 6.

Tabnuma 6 — PepepenTHbie BeTHUMHBI cCoiep KaHus TpaHC(hepprHA B CHIBOPOTKE

Bospacr Copaep:xkanue Tpancheppuna
M/ T r/a
HoBopoieHHbIE 130-275 1,30-2,75
B3pocnbie 200-320 2,00-3,20
bepeMenHblie 305 3,05

3.11 PacTtBopuMBblii perienTop TpaHceppuHa

TpanchepprH He MOXKET IPOHUKHYTH B KJIETKY M JJOCTaBUTh B HEE XKEJe30,
MOKa OH HE 3aXBay€H MEMOpPAHHBIM OEJIKOM, KOTOPBII CBSI3bIBAECT TPAaHCPEPPUH U
yCBaMBAET €ro. DTOT crenu(puuecknii MeMOpaHHBIA PEIEeNTOP HA3bIBAIOT peleT-
topoM TpaHncheppuna (TfR). dynkunonansubiii TR, Haxomsmumiicss Ha MemMOpa-
HaX KJIETOK, COCTOMT W3 JBYX HJICHTUYHBIX MOHOMEPOB, CBS3aHHBIX depe3 Ou-
Cynb()HUIHBIN MOCTHK, C 00pa3zoBaHueM MosieKyJibl Mmaccoit 190 kDa.

Kaxxapiit perientop cBA3BIBAET ABE MOJIEKYJIbI TpaHC(HEppUHA, HACHIIIIEHHOTO
xene3oM. DaKkTUYECKH BCE KIIETKH, KPOME 3pejibiX 3pUTpouuToB, uMetoT T{R Ha

cBoOEH IMOBCPXHOCTH, C HanOOIBIINM KOJIMYECTBOM B OPUTPOHC, INIANCHTC U IICUC-
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HU. Y 370pOBOro B3pocioro yenoeka okosio 80% TR HaxoauTcs B 3pUTPOUTHOM
KOCTHOM Mo3re. [II10THOCTh penenTtopoB Ha Mpoirndepupyronux KiIeTkax CBsi3aHa
C IOCTYITHOCTBIO jKelie3a: MoTeps xene3a cHrkaeT konmnuectBo TfR. Takum o6pa-
30M, oOmasi macca KiIeTo4HbIX TfR 3aBHCHT M OT KOJIMYECTBA SPUTPOUTHBIX
MPEIIeCTBEHHUKOB B KOCTHOM Mo3re, u oT uyucia TfR Ha kieTky, KoTopoe, B
CBOIO ouepe/ib, sBJsieTcs QyHKIUEH coliep kaHus keme3a B kieTke. Komruieke pe-
HenTopa TpaHceppuHa U ABYX TpaHC(HEppUHOB YCBaWBaeTCA KaK dHI0COMA BMe-
CT€ C APYr'UM OEJIKOM, NEPEHOCUMKOM MOHOB JIByXBaJIEHTHBIX METaJIoB. BHyTpH-
kjeTouHbld pH B sHI0cOMe noHmkeH npumepHo 110 pH 5,5. Ilpu 3ToM crnerka ku-
cioMm pH addunHOCTE TpaHcheppuHa K Kejie3y CYIIECTBEHHO YMEHbIIIEHA, U HO-
bl Fe** BRICBOGOKIAIOTCS M mpeBpammaoTes B noubl Fe?* ¢ momomsio moka erme
HEU3BECTHOTO MEXaHW3Ma. belok mepeHOCUYMK MOHOB JIBYXBAJIEHTHBIX METAJLIOB
TPOJIBUTAET JKEJIE30 U3 IHIIOCOMBI B IIMTO301Tb, B TO BpeMs Kak TfR ¢ Tpancdeppu-
HOM BO3BpallaeTcsi Ha MeMOpaHy KJIETKH, I7ie TpaHC(heppHrH BHICBOOOXK1aETCSl.
VYceuennas ¢opma cBszaHHoro ¢ memOpanoi TfR, Ha3bpIBaemasi pacTBO-
pUMBIM penentTopoM TpaHceppuna (STfR), sBiseTcss rIIMKOMPOTEHMHOM C Mac-
coit okoJio 85 kDa u oOHapyxuBaeTcsi B ria3Me B pesyibTare BeioOpoca TfR. Pac-
TBopuMbIil TfR oOpasyercs myTem mpoTeosn3a, ONOCPEJOBAHHOIO CBS3aHHOM C
MeMOpaHoii CEpUHOBOM MPOTEa30H, 1 HAXOAUTCS Ha TTOBEPXHOCTH DK30COM BHYTPHU
MYJIbTUBE3UKYJISIPHOTO Tenblla 10 3Kk3omuTo3a. Konmentpauun sTfR B miuazme
IPOMOPIUOHANIBHEI 001el cymme skcnpeccun TR kineTkamu U, clieoBaTeNbHO,
OTpaXaroT COCTOSIHHE IPUTPOII033a U (YHKIMOHAIBHBIN TeULUT *Kemesa.
[Toswimenue STTR Habnromaercs mpu:
o neduiuTe XKenesa;
® YBEIUYCHHUH DPUTPOIIOI3A;
® MUEJOAUCIIA3NH;
e Merajio0JIaCTHOM aHEMUH;
® TeMOTJIOOMHOTATHH (TaJaCCEMUN);
® B OTBET HA JICYCHHE SPUTPOTIOITHHOM.

VYposenb STR He 3aBUCHT OT mosia, exKeTHEBHAS BHYTPUUHIAMBH Iy aIbHAS 1
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obmrast Omonormueckasi Bapuanuu nokaszateneii STfR oduens Huskue. Yposuu STTR
BBIIIIE y JETei, OCOOEHHO Yy MJIAQJCHIIEB, YeM Yy B3pocibiX. [Ipu OepemeHHOCTH
ypoBHH STfR yBenMuuBaroTCsi ¢ reCTallMOHHBIM CPOKM M BO3BPAILAIOTCS K HOP-
MaJIbHBIM 3HAQYEHUSIM CITyCTd 5 — 12 Henenp mocie poaoB. Y JTOHOPOB KPOBH 3Ha-
yeHus STTR MOryT ObITh HEMHOI'O TIOBBIIICHBI.

Pegepenmnuiti ouanazon: oemu: <16 nem: 1,5-3,0 me/n; 63pocnvie: myonc-

yunwvl: 2,2-5,0 me/n; scenuyunvl 0o menonaysvl 1,9—4,4ue/n.

3.12 ®epputun

@deppuTHH - TJIABHBIA OCJIOK XpaHEHUS 3aracoB >Kejie3a JJIsi CUHTE3a reMo-
roOuHa. benok anodepputuH 6e3 xeine3a UMEET MOJEKYJSIPHYIO Maccy OKOJIO
450 kDa. On cocTouT u3 6e1K0BOil 000JI0UKH, HACUUTHIBAIOIIECH 24 CyObeAMHUIIBL,
pacroJioKEeHHbIE BOKPYT siipa kene3uctoro ruapodocdara. Kaxnas cyobenunuia
oTHocuTcsl MO0 k moatuny H (Tspkensiid, unu cepaeunsiii, 21 kDa), nu6o — L
(merkuit, mnu nedeHouHbld, 19 kDa). Tsokenast nens xapakrtepuszyercs heppoKCH-
JTa3HOM AaKTUBHOCTBIO, KOTOpasi OTBETCTBEHHA 33 OKHUCJICHUE Fe** B Fe®". Jlerkas
1eNb COJCPKUT OoJsiee 3apsHKEHHbIE aMUHOKHUCIIOTHI, YY4aCTBYIOIIUME B CTaOMIM3a-
MK 000JI0YKH U, BEPOSITHO, B YCHIJICHHUH KEJIE30COIePKAIIETO SApa.

Cy1iecTByeT TakKe IUIalleHTapHbIM (EeppUTHH, Ha3bIBAEMbIH «UMMYHOMO-
nynsatopHsiM (pepputuHoM 1anentel» (PLIF), roe mocnennue 65 amMmuHOKHCIOT
C-tepmunana H-cyObennHuUIIBI 3aMEHEHBI Ha 1IETh U3 48 aMHUHOKHCIIOT, MPOSIBIIS-
IOIIUX [IUTOKUHOMOAOOHYIO aKTUBHOCTh. Y BenndeHHble ypoBHU PLIF Obln Haii-
JIEHBI TIPU KapIIMHOMaX TPYIHBIX kele3. Depputun umeet hopmy chepsl, BHyTpU
KOTOPOM XPaHUTCS kKeJe30. XUMUUYECKH KeJe30 BKIYEHO Kak MUHEpasl deppu-
ruaput [FeO (O)] 8 [FeO (H2P04)], koTopblii MpUCOCTIUHEH K BHYTPEHHEH CTCHKE
cheprl. Kaxnmas monexkyna deppuTHHa HMEET NOTCHIMAIBHYIO CIOCOOHOCTh
BKIIO4aTh 10 4500 atoMoB xene3a. GeppuUTHH CUHTE3UPYETCS KaK anoeppuTH,
¥ IPOLIECC XPAHEHHS JKelle3a HAYMHACTCS ¢ HOHOB Fe’', HemoCpenCcTBEHHO OKHC-
asieMbIX (eppuTHHOM. [10THOCTBIO AeTaM XpaHEHUsS W BBICBOOOXKIICHHS Keje3a

€IC HEC ITOHATHHEI. I[J'IH BI)ICBO60)KI[CHI/IH KEJIC3a U3 (l)eppI/ITI/IHa COCTOAHHE OKHCIJIC-
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HESL IOJDKHO M3MEHHTBCS OT JKEIIE3UCTOTO K JKele3HoMy. Monexyisr Fe” BoIxomst
yepe3 KaHabl B cepuueckoit ctpykrype. [lepeokucnenue F ¢’ B Fe*" s mormo-
HICHUS TpaHCHEPPUHOM MOIEPKUBACTCS LIEPYIIOIIIA3MUHOM.

[Tna3ma comepkuT, TJIaBHBIM 00pa3oM, GpeppuTuH, OOTaThiii CyObEeTUHUIICH
L-Tuna, npeacTaBieHHbIA B IEYeHHU U cere3eHke. DeppuTuH cuHTe3upyercs dak-
TUYECKHU BO BCEX COMATHMYECKUX KJIETKaX, IJIe OH U30JHMPYET JKeJe30 B PacTBOPHU-
Mot (hopme, obecrieunBasi JOCTYIHBIC 3allachl I CHHTE3a KEJIe30COACPKAIINX
COoelMHEeHUN Tumna remorjoOuHa. OH MPUCYTCTBYET B OOJBIIMX KOJIUYECTBAX B
Makpodarax u remarouuTax JJis 1ejeid XpaHeHus: U B 3puTpoOiacTax — JJisi MeTa-
oonmsma. Kak B reueHu, Tak 1 B KOCTHOM MO3re B (hopMe peppUTHHA COJIECPHKUTCS
MPUOJIM3UTENIBHO 110 OJHOM TPETH 3aracoB jkelie3a opraHuzma. OeppuTuH Takxke
SBJISIETCS BOXKHBIM AHTHOKCHUIAHTOM, 3alIUIIAIONIMM KJIETKH OT OKHUCIUTEIHLHOIO
noBpexaenus JJHK, 6en1koB, TUnmua0oB CBOOOTHBIMH paiuKaiaMu, 00pa3yronuMHu-
Csl B PEaKIMsIX, KaTaIU3UPYEMbIX JKEJIE30M, BHICBOOOKIEHHBIM OT CBSI3U C (peppu-
TUHOM.

3HaueHus cojaepxkaHus (EeppUTHHA B CHIBOPOTKE KPOBU MPENICTABIICHHI B

Tabmnure 7.

Tabnuna 7 — PedepentHpie BeTUUUHBI coiepxkaHus GeppuUTHHA B CHIBOPOTKE

Bo3pact Coaep:xkanue peppuTuHa HI/MJ (MKI/J1)
HoBopoxneHHsie 25-200

Heru 1 mec 200-600

Hetu 2-5 mec 50-200

Hetu 6 mec-15 et 7-140

B3pociebie:

MY>KIUHBI 30-300

JKEHIIUHBI 10 50 et 10-160

JKEeHIMHBI > 50 et 30-300

Tosviwenue cooepoicanus geppumura B CHIBOPOTKE KPOBU MOXKET OBITH
BBISIBJICHO TP TIATOJIOTHH OOMEHA JKeJie3a: MPH M30BITOYHOM COJCPIKAHUU JKeJe3a
(HampuMmep, MpH reMOXpoMaro3e ypoBeHb (epputuHa Bbime 500 MKr/i), Hedd-
(EKTUBHOM SPHUTPONOI3E M B pe3yibTaTe MpHEMa MpernapaToB jKele3a BHYTPb.

@DeppuTHH B CHIBOPOTKE KPOBU TAKXKE MOBBIIIAETCS MpU BocnajgeHuu. OH JaeicT-
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BYeT KakK «0enoK ocTpoi (pa3bl», M €ro ypoBHH B IIa3ME€ MOTYT HCIOJIb30BAThHCS
IIPU OLICHKE KJIIMHUYECKHUX COCTOSHHI, HE CBSI3AHHBIX C XPAHEHUEM JKe€Je3a, TUIa
OCTPOr0 U XPOHUYECKOTO BOCHAJIEHUS (J€TOYHble MHPEKIUU, OCTEOMHUEININT, apT-
PHUT, CUCTEMHasi KpacHasi BOJIYaHKA, 0KOTH), OCTPBIX U XPOHUYECKUX 3a00JIeBaHU-
AX C MOPaKEHUEM IEUYECHOUHBIX KJIETOK (AJIKOTOJIbHOE MOpaXCHHE IEUEHH, rema-
THUT), 3JI0KAYECTBEHHbIX 3a0osieBaHui. I[loaTomy 3HaueHue QeppUTHHA IOJKHO
OBITh TIATEJIBHO OLEHEHO.

Hcnonp3oBanue omnpeaeneHuss GeppuTHHA i1 JUATHOCTUKH U MOHMUTOpPH-
pOBaHUSI OHKOJIOTMYECKUX 3a00JIEBaHUII OCHOBAHO HAa TOM, YTO B OTIEIBHBIX Op-
raHax M TKaHAX C HaJUYMEM HOBOOOpa30BaHUM (paKk MOJOYHOM XKeJe3bl, OCTPbINA
MUEN00JIaCTHRIA U JTUM(OOIACTHBIN JIEWKO3, TUM(OrpaHyIeMaTo3, OMyXoJu Ie-
YEHU ) IPOUCXOJIUT HAPYIICHHUE JIETIOHUPOBAHUS HKEJe3a, U 3TO MPUBOJIUT K YBEJIH-
YEHUIO (PEPPUTHHA B CHIBOPOTKE, @ TAKKE YCUIEHHOMY BBIXOy €r0 U3 KJIETOK IPH

UX rudeu.

3.13 Muor100MH

MuorinobouH — reMonpoTerH (MojeKkysipHas macca 17,2 kDa), cocrosimii
U3 OJIMHOYHOU MOJUTIENTUIHON 1ienu (mpubau3utenbHo 153 amuHOKuCI0TH). Ero
(byHKIUEH SBISIETCS XpaHEHUE KUCIOPOJia U 00JierdeHre ero TPaHCIIOPTUPOBKH B
MUTOXOHJPHUH JIJII OKHCIUTENBHOTO (hochopmmupoBanus. OH npeobiiasaet B mMo-
MEePEYHO-MO0JI0CATON MBIIIEYHOUN TKaHU (CKEJETHBIE U cepAeyHas mbiiiibl). OH co-
craBisieT 2% o01iero MeleyHoro Oenka, T. €. OKoJIo 2,8 Mr MuorjoomHa Ha 1 r
CEpJICYHOM TKaHH.

Pepepenmmnuiii ouanazon.: mysscuunol: 23—72 mxe/n (He/mn),; srceHuwunvl: 19—
51 mxe/n (ne/mn). Kombunuposannoe 3nauenue cut-off Osi MyM#CUUH U HCEHWUH:
<80 mke/n (He/mn).

Veenuuenue cooeporcanus

Bcenenctrue HEOOMBIIOTO pa3Mepa M IUTOIUIA3MATHIECKOTO MECTOMOJIOXKe-
HUS, MUOTJIOOMH — OJIMH W3 TEPBBIX TKAHECTEIU(UUECKUX MapPKEPOB, KOTOPHIC

BBICBO60)K,Z[aIOTCH N3 MOPAXKCHHOI'O CKCJIICTHOT'O MJIM CEPACUYHOr0O MHOLIMUTA. YPO-
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BEHb MUOTJIOOMHA B KPOBU MOBBIIIAETCS B TEUEHUE OJHOTO Yaca Mocie Hayana 0o-
Jeil B Tpyau mpH ocTpoM uHGapkTe MHOKapAa. TakuMm o0pa3oM, dactoe u3Mepe-
HUEC MHOTJIOOMHA TIO3BOJISIET OOHAPYXHTh WM HCKIFOYUTH 3TO COCTOSHHUE (CM.
pazzmen 5, yacts Il). [Tockombky MUOTIIOOMH HE SBISIETCS CIIEUPUISCKAM MapKe-
poMm HH(apKTa MUOKapJa, JUarHo3 clieAyeT MOJATBEepk AaTh Ooyiee crernudUuyHbI-
MU JJI TIOPaKEHUSI CEPJICYHOM MBIIIIBI MapkepamMu. MUOTJIOOMH BBIBOJUTCSA B
HEU3MEHEHHOM BHUJE C MOYOH, MO3TOMY €ro KOHIEHTpAalus B KPOBU 3aBHCHUT OT
GyHKIUNA TTOYEK.

[ToBblllIeHHE KOHIICHTpAIlMU MHUOTJIOOMHA HAOJIOAAeTCs TAaKXKe MPHU MOBpe-
KJIEHUU CKeJIeTHBIX MbIIIL. [To3ToMy onpenenenne ypoBHs MUOTTIOOMHA B IJIa3Me
KPOBH MMEET BaKHOE 3HAYEHHE y OOJNBHBIX C CHHAPOMOM JJIUTEIHLHOTO CHABIIE-
HUS, TIPY OOIIUPHBIX TpaBMax MBIIII, HAUOOJIEE YaCThIM OCIOKHEHHEM KOTOPBIX
BBICTYIIAET OCTPOE MOBpEXACHHUE MmoueK. OcTpoe MOBPEXKICHUE TOYEK pa3BUBACT-
Cs1 BCJIEJICTBUE MAaCCHUBHOTO OTJIOKEHHUSI MUOTJIIO0OMHA B MIOYEUHBIX KITyOOUKax.

YpoBeHb MUOTTIOOMHA B KPOBH YBEJIMUMUBACTCS MPHU THKEJIOM DJIEKTPOIIIOKE,
TEPMUUECKUX 0XKOTaX, BTOPUUYHON TOKCHYECKOU MHUOTIIOOMHYpHuH (00ne3Hb Xad-
¢a), MOBPEKIACHUH CKEJIETHBIX MBIIII, apTEPUATBHON OKKJIIO3UN C HIIEMHUEH MBI-
IEYHOU MAacCChl.

CHudiceHue co0epicanusl:
® HaJIMYKME MUPKYIUPYIOMIUX aHTUTEN K MUOTIIOOUHY (TIPY TTOJIMOMUEITUTE);

® PEBMATOUIHBIN aPTPUT.

3.14 Cepaeunbiii TponoHuH I u cepaeunsiii TponoHuH T

KomMmmuiekc TponoHuHa — reTepoMepHbIid OENIOK, COCTOSIIIUN U3 TpeX cyObe-
nuHui: TpononuHa | (Tnl, monekynspuas macca 24 kDa), tponmonuna T (TnT,
cpenHsst moyiekymsipHas Mmacca 35 kDa) u tpononuna C (TnC, monekymnsipHas Mac-
ca 18.5 kDa), koropble BMecTe C AKTUHOM M TPOIMOMHUO3UHOM O0Opa3ylOT TOHKYIO
HUTb COKPATUTEJIBbHON €IMHHULIBI MOMEPEYHO-TI0I0CATOr0 BOJIOKHA MBIl (Ha3bI-

BaeMoro "capkomepom") (pUCyHOK 1).
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Capxomep —|

H-30na Z-THHHA

DHIaMeHT aKkTHHA (TOHKWIT)

M-nunus Z-1nuHns

(

|
'—Wﬁlﬁh
B nokoe XBocrt

l'onoska Ocesas cTpyKTypa

A-THCK

M-nuHus

Koneu Z-nuunu

MuogunamenTs (monepeunsiii cpes)

Ypoeens H-30Hb1

Tponoxux Tponomuosux
AKTHH
« OUnaMeHT aKTHHa
® OunaMeHT MHO3HHA
4
AKTUH

M-MOCTHK —

[TonocaTeiii BUJ BOJOKHA MBIl BO3HMKAET BCJICACTBUE 4YepeaOBaHUS
TeMHBIX A mosioc (A-auck) u cBeTibix I momoc (I-muck). Tlomocst 1 pasaenens: mo-
nosiam TeMHo# Z-nmunuei. [lonocel A pasnenensl nomnojaM 30H0M H, He conepxa-
el aktuHa. HuTu akTuHA MpUKpEIUieHbl K Z-JIMHUHU, OXBaThIBalOT |-mosocy u
MPOCTUPAIOTCS K cepeauHe capkomepa. B A-mosioce OHU 3axKaThbl, KaK MEXKIY

najpnaMu, TOJICTBIMU HUTAMM. OTIIGJIBHBIC MOJICKYJIbl THTAHTCKOT'O OeJlKa CKenleT-

Pucynok 1 - Ctpykrypa capkomepa
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HBIX MBIIII HEOYJWHA, TAKXKE KaK U TOJMMEPhl TPOTIOMHUO3WHA U KOMITJIEKCA TPO-
IIOHKWHA, PACMOJIOKEHBI BJIOJb BCEU JJIMHBI HUTECW aKTUHA. TOHKME HUTHU COCTaB-
astoT noioca [ v mosoca A, 3a Mmunycom obnactu 30ub6l H. OHU npenMyniecTBeH-
HO COCTOSIT U3 aKTHHA, TPOTIOHWHA U TPOTIOMHO3HUHA.

TponmoHUH ¥ TPOMOMUO3HUH 3aBEPHYTHI, KaK B 00OJOUKY, B CBA3BIBAIOIINE
MHO3HUH YYaCTKH Ha MOJIEKYJIC aKTHHA U B OTBET HAa KAJIBLIMI OTKPBIBAIOT 3TH y4a-
CTKH MUO3UHY, MIO3BOJISIL €My CBSI3aThCsl C TOHKMM BOJIOKHOM. BOJlOKHA yBEHYaHbI
Ha TOYEYHBIX KOHIIAX TPOIOMOYJIMHOM, a Ha BRICTyHAOMUX KoHIax — CapZ.

Jpyras yacTb capkoMepa — TOJICTO€ BOJOKHO — COCTOMT, IJIaBHbIM oOpa-
30M, U3 MUO3UHA. ['OJJOBHOM 4YacThl0O MHO3WHA SIBJIAETCS Y4aCTOK MOJICKYJIbI, KO-
TOPBIN IPUKPEMUTCS K TOHKUM BOJIOKHAM U OyJIeT Cru0ath UX JJisi OCYIECTBICHUS
MBIIIEYHOTO COKpameHusd. ToJcToe BOJOKHO COCTOMUT MpuOim3uTenbHo u3 400
MOJIEKYJl MUO3MHa, 10 200 ¢ 06enx cTOpoH JUHUU M. DTH MOJEKYNbl yIepKUBa-
10TCs B cBsizkax OenkoM C (Oenok 3akuma), 6enkoM nTuHud M u ruapodoOHbIMU
B3aUMOJICHCTBUSIMUA CAMUX MOJIEKYJI MUO3HWHA.

CokpalieH1ue MBIl TPOUCXOIUT MPHU CKOJIBKEHUH TOJICTBIX U TOHKUX BO-
JIOKOH JPYT 3a JPYroM, B pe3yJibTaTe yero JUIMHA capkomepa ymeHbiiaetcs. Kom-
IJIEKC TPOMIOHWHA PETYJIUPYET B3aUMOJICUCTBUE MEXKIY TOJICTHIMA U TOHKUMHU HH-
TSAMH U, TAKUM 00Pa30M, - COKpAIICHHE CEPJCYHON U CKEJIETHBIX MBIIIIII.

Kaxnas u3 tpex paznmuunbix cyobenunuil - Tnl, TnT, TnC - oTBeTCcTBeHHA
3a 4yacTh (QYHKIUU KOMILiekca TpomoHuHa. TNT, TpomomMuo3uH-CBS3bIBAIOMIAS
CyObeIMHUIIA, PETYJHUPYET B3aUMOJICHCTBHE KOMILUIEKCA TPOIOHHWHA C TOHKUMU
aursivi, Tnl Topmosut AT®-a3Hyi0 akTHBHOCTH akTomMuosmHa m TnC — Ca®'-
CBSI3BIBAIOINAS CyOBCAMHIA, HIPACT [IIABHYIO Poilb B Ca’ -3aBHCHMOIT pery siuu
MBIIIIEYHOTO COKPAIIEHUS.

TnT u Tnl B cepaeunoit MpIme uMeOT GOPMBI, OTIIMYHBIE OT TAKOBHIX B
ckeneTHBIX MbIax. J[Be nuzohopmsl Tnl u nBe uzodgopmer TnT sxcnpeccupyroTcs
CKeJICTHOU MbIleuyHor TKaHbio uenoBeka (skTnl u skTnT). Cepneunas dopma Tnl
(cTnl) umeer momoaHUTEIbHBIH 31 aMHUHOKHCIOTHBIA OCTATOK B N-KOHIICBOM

tepmuHaie. Toabko ogHa TkaHecnenuduyHas uzodopma cTnl onucana mis cep-
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JeYHOU MBIIBI - CTNl, Torga kak, mo KpaifHell Mepe, 4eThipe KapAauocmenudud-
HbIX u3o¢opmsl TNT (¢TnT) MoryTr cymiectBoBaTh B MHOKapnae. He onucano Hu
onHOM kapauocnenubuyuHoit uzodopmsel as TnC yenoseka, CTnl skcnpeccupyet-
cs ToyibKO B Muokapzae. Het m npumepos skcnpeccun cTnl B 310poBOi M mo-
BPEXKJICHHOW CKEJIETHOM MYCKYJaType WM B APYTUX TKaHAX, TOr/la Kak ObLia Onu-
cana skcnpeccust cTnT B ckeIeTHOW TKaHU MallUEHTOB C XPOHUUYECKUMU MOBPEIK-
JICHUSIMU CKEJIETHBIX MBIIIIII.

Kaxnas u3z tpex uzodopm Tnl (nBe ckenetnwix — Thl-6sicTpoii (fTnl) u Tnl-
menneHHoi (sTnl) u cepaeunoit uzodpopmsr — cTnl) kKogupyeTcss OTACIBHBIMU Te€-
Hamu. CTnl (MonekynspHas macca 24 KDa) — yHUKaNbHBIH O€JI0K, SKCIIPECCHpYe-
MBIH TOJIBKO B CEPJICYHOM MblIIiIie U oTindaetcs kak oT fTnl, Tak u ot sTnl (Moe-
KynspHas macca 19,8 kDa) BciencTBue nNpUCyTCTBUS TOTOTHUTENbHOM 31 aMuHO-
KUCIOThl B peruoHe N-tepmuHana. GochopumupoBanue cTnl uzmenser koundop-
Maluoo 0enka U MOAU(PUIIMPYET €ro B3aUMOJCUCTBUE C JIPYTUMU TPOMOHUHAMH,
TaK K€ KaK U B3aUMOJEHCTBYE ¢ aHTH- | Nl aHTUTEIaMU.

Bynyun BbICBOOOXKIEHA B KPOBH MAlMEHTA, 3HaYWTEIbHAs YacTh Tnl moau-
¢bunupyercs mu60 B pochopunrpoBaHHyo, TMO0 B OKUCICHHYIO (OPMBI U Jlajee
MOXET CYIIECTBOBaTh KaK KomIuieke i ¢ TNT wmu ¢ TnC. D10 mMeeT HEKOTOpoe
JIMarHOCTUYECKOE 3HAYEHUE, MOCKOJIbKY Pa3JIMYHbIE aHTHUTENA, UCIOJIb3yEMbIE B
KOMMEpPYECKUX MMMYHOJIOTHYECKMX TECTaX, MOTYT Paclo3HaBaTh 3THU OTJIMYAIO-
IIMECs] MOJICKYJIApHBIE (hOPMBI C pa3HOM CTeNeHbio criennpuanoctd. Heemotps Ha
npobsieMbl ¢ HekoTopbIMH TecTamu Ha cTnl, OO0benuneHHwii komuter ESC
(European Society of Cardiology) no nepecmotpy omnpenencHuss nHdapKTa MHO-
KapJia peKOMEHI0BAJI TPOIIOHUHBI KaK MapKephl BEIOOpa B OIIEHKE OCTPOTO KOPO-
HapHOTO cuHapoMa (cM. paszmen 5, dacth |l) B CBsI3M ¢ MX MPEBOCXOASIIEH YyBCT-
BUTEIILHOCTBIO U CHEIM(PUIHOCTHIO MPU OCTPOM KOPOHAPHOM CHHIPOME IO CpaB-
HEHHIO C IPYTUMU MapKepaMH. AHAIUTUYECKasl MPEUU3UNOHHOCTh XapaKTEepU3yeT-
Csl CTETICHBIO HETOYHOCTH (Kod(ppuIIMeHT Bapualum): ipu 99-oit mporeHTHIC TOY-
ka cut-off momkna 6b1Th MeHee 10%.

Hekoponaporennsie 3a001€BaHus CEpACYHON MBIIIIBI (MUOKAPAUTHI, TPAB-
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Ma cepiIa, KapJuOBEPCHs) TaK)KE€ MOTYT COMPOBOKIATHCS MOBBIIMICHUEM ypPOBHS
TnT B kxpoBHU, OTHAKO TMHAMHUKA H3MEHEHUS, XapakTepHas sl nH(apKTa MUOKap-
71a, OTCYTCTBYET.

ConepsxaHue TPOMOHMHOB B CBIBOPOTKE MOYKET OBITh MOBBIIMICHO MPH CETI-
TUYECKOM IIOKE W MPOBEICHUN XUMHUOTEPAINH BCIEACTBHE TOKCUYECKOTO MOBpE-
XKJICHHUS MUOKap/a.

JIO’)KHOTIOJIOKHUTENIbHBIE PE3YIbTaThl TIPU OMPENCICHUN TPOIMOHUHOB B CHI-
BOPOTKE MOTYT OBITh MOJYYEHBI NMPU HAIUYUU TEMOJU3a, y OOJIbHBIX CO 3HAYU-
TEJIHHBIM YBEIUYCHUEM KOHIIEHTPAIMH MUMMYHOTJIOOYJIUHOB B KPOBH, OCTPOH H,
0COOEHHO, XPOHHUYECKOW OOJIE3HH MOYEK, a TaKXKe IMPU XPOHUYECKON O0se3HU
MBIIIIII.

Peghepenmmuuiti ouanaszon.: xonyenmpayus cTnl (99-as npoyenmunw) y 300-
POBbIX Y, 8 3a8ucumocmu om memooa ucciedosanus, mexcoy 0,03 u 0,3 mke/n,

onsa cInT <0,01 mxe/n.

3.15 BbICOKOYYBCTBUTEIbHBII TPONMOHUH

BricokouyBctBuTenbHbIe (high sensitive — hs) TecTsl ciocoOHBI ONpEAEATh
OYEHb HU3KHUE KOHLEHTPALIUKU TPOIIOHUHOB B CBIBOPOTKE KPOBH, COCTABIIAIOIINE OT
1 1o 20 HI/n 1 HaxoAsIIKUECS HUXKE 3HAaYEHUM, COOTBETCTBYIOIIMX 99-i1 MpOLIEHTH-
mu. Caengyer MoHUMaTh, 4TO 99-1 NPOLEHTWIb — 3TO YPOBEHb aHAJINUTA, IPU KOTO-
pom 99 u3 100 aui 310poBOI NOMyIALKUK OYIYT UMETh OTPULIATENIbHBIN pe3ynbTar
tecTrupoBaHus (Toyibko 1 13 100 MOXKET UMETh JIOKHOIOJIOKHUTEIBHBIN pe3yJIbTaT).
TpaauuMOHHBIE TECTHI HA KapAUaJIbHBIN TPOIIOHUH U3-3a HU3KOM YYyBCTBUTEIIBHO-
CTU HE YJABIMBAIOT B KPOBU TPONOHUHBI HIKE 99-i1 mpouenTwin. Kpome Toro,
npaBwia HarmonansHoM akagemuu kiauHudeckor omoxumuu CIIA tpeOyrot, uto-
ObI TECThI HAa KapAuaibHbIe TPOIOHUHBI | unu T uMenu onTUManbHYI0 TOYHOCTD C
koadurmentom ananutuueckoil Bapuanuu (CV) menbiie 10%. Yem Huke 3Ha-
yeHust CV, TeM MEHbILE OTIUYMS [TPU MOBTOPHBIX U3MEPEHUAX B OJTHOM U TOM K€
U 00paslie, TeM BBILIE TOYHOCTh M TEM MEHBIIE JIOKHOMOIOKHUTEIbHBIX PE3YJIbTa-

TOB. B nrore KapanajJdbHbIC TPOIIOHWHBI BBICOKOYYBCTBUTCIbHBIMH TCCTAMU oOHa-
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pyxuBatorcas moutd y 100% 310pOBBIX JIIOAEH, MO3TOMY «TPOIOHHH-

OTPHUIATENBHBIX)» MMALMEHTOB TEIIEPh HET.

Cpennue HOpMallbHbIE YPOBHHM BBICOKOUYBCTBUTEIBHOTO KapAUabHOTO
tportornHa (hs-cTn) cocraBistor 2—5 Hr/m, ypoBHH 99-it mporenTran — 14-20
HI/JI, B 3aBUCUMOCTH OT KOHKPETHOTI'O BBICOKOUYBCTBUTEIHHOTO TecTa. s uH-
dapkTa MUOKapAa XapaKTEepHO BbBISBIICHUE TMOBBIIMICHUS W/WIA CHUXXEHUS 3Haue-
HUAW KOHUEHTPALUUH KapAWaJbHOIO TPOIIOHMHA 0 KpalHEW Mepe Ha OJHO 3Haye-
Hue 0osbiie 99-i1 NpOUEHTUIIN, COOTBETCTBYIONIEN BEpXHEMY peepeHTHOMY 3HA-
YEHHUIO.

Bo3MmoxHBIE MEXaHU3MBI «HOPMAaJHHOTO» BBICBOOOXKIECHUS TPOIOHMHA M3
MUOKapaa:
® MaJOMacIITa0HBIA HEKPO3 KapAHMOMHUOIIMTOB — Hambosee pacripoCTpaHCHHBIN

MEXaHHU3M, KOTOPBI MOKET OBITh BBI3BAH HWIIEMHYECKAM BOCTATUTEIHbHBIM
npoiieccoM, MHGUIBTPALMEH, MPSAMOl TpaBMOW M TOKCHYECKUMHU MPUUMHAMH,
BKJTFOUYAIOIITUMH CETICHUC;

® arnornTo3 (3aporpaMMHUpPOBaHHAs CMEPTH KJIETOK);

® HOpPMAJIbHBIN META00JIU3M MHUOIIUTOB;

® BBLICBOOOXKJCHHE W3 MHUOIMTOB MPOAYKTOB MPOTEOIUTUUYECKON Jerpaganuu
TPOIIOHUHOB;

® TOBBINICHHAS MPOHUIIAEMOCTH KJICTOYHBIX MEMOpaH;

e 00pa3oBaHHWE M BBICBOOOXKIIEHHE MEMOpAHHBIX BE3UKYJ (AKTHBHAS CEKpEIUS
MEMOpaHHBIX BE3UKYJI ITO3BOJISIET TPOIIOHUHY BBIXOJUTH U3 MUOIIUTOB).

Knunuuecras ungpopmamuenocmo hs-Tpononuna:

o [IpeaukTop HEOIATONPHUITHBIX KaPAHAIBHBIX COOBITHI B OOIICH MOMYJISIIHH.

o CrpatudunmpyeT pUCKA HEOJATONMPHUSATHBIX MCXOJOB IMPHU CTEHOKAPIUH, CEp-
JICYHON HEIOCTATOYHOCTH M OCTPOTO KOPOHAPHOTO CHHJAPOMA 0€3 MOBBIMICHUS
ST cermenra.

e C BBICOKON KJIMHUYECKOW YYBCTBUTEIHHOCTHIO JUATHOCTHPYET MHPAPKT MHO-
KapJia B TEYEHHE 3 4YacOB C MOMEHTA MPOSABIICHUS UILIEMUYECKUX CUMITTOMOB.

e [Ipu cepuitHOM U3MEPEHUH B TEUEHHUE MEPBBIX 2-3 YACOB UCKIIIOYAET UHPAPKT
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Muokapaa co 100%-HpIM OTpULIATENIBHBIM NPEIUKUTUBHBIM 3HAYCHHUEM.

OO6ecrieurBaeT MOHUTOPUHT TEPAUU MOCJIE MEPEHECEHHOT0 OCTPOTro KOpOHap-

HOTO CUHApPOMA U OCTPOro uHdapKTa MUOKap/a.

3.16 HaTpuiiypeTnueckue menTHabl

Hatpuitypernueckue nentuasl (BNP u NT-proBNP) - rpymmna HeliposHI0K-

PUHHBIX TOPMOHOB, BII€pBbI€ ONMUCAHHBIX B 1981-1983 rr. OHuU perynupyroT Kpo-

BsJHOC JaBJICHUC, BHGKTpOHHTHBIﬁ OanaHC M 00BEM )KI/II[KOCTCﬁ B OpraHmusme, Ipo-

TPIBOI[@ﬁCTByTOT AKTUBHOCTHU CHUCTCMbl PCHHHA-AaHTHOTCH3WHA-AJIbAOCTCPOHA IIPHU

YIPABJICHUH BHYTPUCOCYAUCTHIM OOBEMOM, BBI3bIBAasl HATPHUIlype3 U Ba3OAMIIATA-

OUIO. H3BecTHBI TPHU OCHOBHLIX HATPUYPCTHYCCKUX IICIITHAA:

HaTpuilypeTuueckuil nentua A (Miau oTHocsmMiics K npeacepauio) (ANP) cek-
peTupyeTcsl IMpeACcepArEM B OTBET Ha paciminpeHne. MoiekyisspHas macca 16
kDa;
HaTpuitypetnueckuii nentua B (BNP), nepBoHauanbHO Ha3BaHHBIM MO3TOBBIM
HAaTPUMYPETUUECKUM TMENTUOM, MOCKOJbKY OBbLI HailiIeH B MO3TOBOM TKaHU
CBUHEH, BbIpaOATHIBACTCS JKEIYIOYKOM B OTBET Ha YBEJIMUYEHHUE AHACTOJIHNYE-
CKOTO JIaBJicHUS WM o0bema. MotekysipHas macca 14,5 kDa;
Hatpuitypetudeckuii nentua C (CNP) akTuBHO BhIpabaThIBA€TCS SHIAOTEINATb-
HBIMH KJIETKaMU B OTBET Ha cTpecc. MonekymnsipHas macca 13 kDa.

Oynkunn ANP u BNP:
BBICBOOOKJAIOTCS B OTBET HA PACTSIKEHHE IMPEACEpAHs U >KEeITyIO0YKOB, COOT-
BETCTBEHHO, M BBI3BIBAIOT PACIIMPEHUE COCYAOB (Ba30pelaKkCHUPYIOIIUE IEHCT-
BUE), YTO NPUBOJUT K CH’KEHUIO KPOBSTHOTO JIABJICHHUS;
UHTUOUPYIOT NMposndepaluio I1aJKOMBIIIECYHbIX KIETOK COCYIOB U OKa3bIBAIOT
UHTUOUpYIOLIee BIMSIHUE HA CUMIIATUYECKYIO CUCTEMY CEep/Ilia;
BBI3BIBAIOT TOPMOKEHHE CEKPELMHU allbJOCTEPOHA KOPOW HAIMIOYEUHUKOB U CEK-
peLuu peHrHa 0YKaMy;
BBI3BIBAIOT HATPHUIYPE3 M COKPAICHHE BHYTPUCOCYAUCTOrO o0beMa ¢ 3¢ dekTa-

MU, YCUJICHHBIMHW aHTArOHU3MOM K dHTUANYPCTUICCKOMY I'OPMOHY.
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IIpenmectsennuk BNP, proBNP, coxpansercs B CEKpeTOpPHBIX TI'paHyJax

MuouuToB. ProBNP, cocTosimmii n3 180 aMHMHOKHUCIIOT, CEKpETUPYETCs, IIIaBHBIM

00pa3oM, JEBBIM JKEIYAOUKOM CEpALA, PACHICIISAACH IPH 3TOM Ha (hpU3HOJIOTHYe-

cku aktuBHBIM BNP (amuHOKUCHOTEI 77-108) 1 N-Tepmunanbubiii pparment NT-

proBNP (1-76 amunokwucinorel). BNP coctout u3 32 aMHHOKHCIIOT, C LIEHTPab-

HBIM KOJIBIIOM M3 17 aMUHOKHCIIOT, 00Opa3oBaHHBIM Ojarojgaps JUCYIb(GUIHBIM

MOCTHUKAaM MCKAY ABYMs OCTaTKaMU IMUCTCHHA.

Pedepentnrie 3nauenus BNP, proBNP npusenens! B Tabnuiie 8.

Tabnuua 8§ — PeepeHTHbIe 3HaUEHUST HATPUIYPETUUECKUX MENTHIOB

PedepenTtHblil nuamna3on
s BNP:

Knunnueckas ”HGOPMATUBHOCTD

<0,1 ur/a (100 mr/mn);

JuchyHKLMS JIEBOTO kKETyJ0UKa MaJIOBEPOSITHA.

0,1-0,4 ar/n
(100 - 400 mr/mu)

JluchyHKIMS JIEBOTO JKENMymo4yka, 0e3 yBEIUYCHUS
o0bema, JeroyHas 3MOOJIMSI W JIETOYHOE CepllE,
JTOJDKHBI OBITh UCKIIFOYEHBI KaK BO3MOKHBIE TTPUYUHBI
OJIBIIIIKH.

> 0,4 ur/m (>400 rr/mir)

ITokazaTtenpHO ISl TALMEHTOB C CEPIACUYHOMN
HEJIOCTATOYHOCTHIO KAK MPUYUHOMN OJIBIIIKH.

Pedepenturrit nuanaszon ms NT-proBNP:

<0,125 ur/n (<125 or/mn)

Jutst i mostoxke 75 Jer.

Jlns cTaHgapTHOM NTMAarHOCTUKH HamOoJiee MpuemIie-
MBIM SIBJISICTCSI YPOBEHBb HOpPOroBoro pericHus (Cut-
off) 125 nr/mi, MOCKOJIBKY HCKIIOYAETCS 3aBHUCH-
MOCTh OT mosia. CepJieuHasi HEIOCTAaTOYHOCTh MAaJIO-
BeposiTHa nipu ypoBHe NT-proBNP <125 nr/mn, cuun-
TaeMbIM HOPMAJIbHBIM, U HapyIlIeHUs] GyHKIIUU CEPJ-
1[a MOTYT OBITh HMCKJIIOUEHBI C BBICOKOU BEpOSITHO-
cThio (kimHHMUYecKas crenuduanocts 97%). Ilpu
ypoBHE >125 mnr/mn cepiaeyHas HEIOCTATOYHOCTH
BIIOJIHE BEPOSITHA, YTO OTPAXKAET HATMYKE UJIU PA3BU-
THE HApYIICHUH QYHKIIUU CEPIIia U aCCOIUUPYETCS C
MOBBIIIEHHBIM PUCKOM CEPJICYHBIX OCI0KHEHUMN

<0,4 ur/n (<400 rr/mom)

Jutst mung 75 et v crapie.

BNP, NT-proBNP sBisiroTcsi Haubosiee 9yBCTBUTEILHBIMU MapKepamMu OCT-

POl U XpPOHUYECKON CepJeYHONM HEAOCTATOYHOCTU W MCHOJB3YIOTCS ISl paHHEU
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JMArHOCTHKH 3TUX 3a0oneBanuil. KoppenupyroT ¢ TakecThio 1 QyHKIIMOHATBHBIM
KJIACCOM XPOHHMYECKOH cepaeuHor HenoctaTouHocTu. YpoBeHb BNP, NT-proBNP
YBEIMYHUBAIOTCS MPONOPLUHUOHAIBHO YIPO3€ OCTAHOBKE Cep/Ilia U SBJISIETCS MPOrHO-
CTUYECKUM IOKa3aTesIeM JETAIBHOIO UCXO0/IA.

Omnpenenenne BNP, proBNP nipocniekTUBHO omnpeesnsieT puck pa3BUTHS CO-
CYJIMCTBIX OCJIOKHEHHUI TIPU OCTPOM KOPOHApHOM cuHJpome. Koppenupyer ¢ puc-
KOM pa3BUTHS JeTaibHOro ucxonaa. Ilossimenue ypoBas NT-proBNP y nmaunentos
C OCTPBIM KOPOHAPHBIM CUHJIPOMOM BBIIIE MEIMAHbI YBEIUYUBAET PUCK CMEPTH B
4 paza.

Hcnonb3ytoTes AJi1 MOHUTOPUHTA TEPANMK CEPAEYHO-COCYIUCTHIX 3a00Je-
BaHUM, JUIsI KOPPEKIIMK Teparuu y OOJIbHBIX C XPOHHUUECKOW CepJIeYHON Hea0CTa-
TOYHOCTHIO. [Ipy BHE3alTHO BO3HUKIIEH OTABIIIKE — MOKa3aTellb AEKOMIIEHCAUN
CEpJICYHOM HEJOCTATOYHOCTH.

NudopMaTUBHOCTh HATPUINYPETUUECKUX MENTUIAOB I TUATHOCTUKHU 3a00-

JICBaHUU Cep/lia MPUBEICHbI B TAOJIUIIE U HA PUCYHKE 2.

HaTpuilypeTUuyeckue ropMoHbI

BNP <100 nr/mn — BNP 100 - 400 nr/mn BNP >400 nr/mn
NT-proBNP
NT-proBNP NT-proBNP <25 neTpr: i NT-proBNP

<300 Hr/n "cepas 30Ha" 50-75  >900Hr/n >10 000 Hr/n
<75 netr >1800 Hr/n

i U i i

CH manoBeposaTHa CH BoamoxHa Octpas CH CH, npeaukTop
neTtanbHOro ucxoga
JanbHelLme KOPREMALIN ¢
nccrnenoBaHus, KIMERI KOV neyexuve rocnuTanusauus,
KapTUHOM, BOSMOXHO MOHUTOPWHT,
He cepaeyHas paHHee fEEGE
OfbllliKa BOCCTaHOBIIEHME

Pucynok 2 — Ucnosan3zoBanue BNP, NT-proBNP s crpaTudukanum pucka y
00JILHBIX C CepAeYHO HEJOCTATOYHOCTHIO
BNP, NT-proBNP ucnonb3ytorcst Kak MpOrHOCTHYECKUE KPUTEPHUH BBIKH-
BaeMOCTH OOJILHBIX MPU KaPAHUOXUPYPTHUECKUX OTIEPAITHSIX.

CpaBHuTENbHAS XapakTepucThka HHpopMaTUBHOCTU onpeneneHus BNP,
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NT-proBNP npencrasiena B Tabnure 9.

Tabnuna 9 — XapakTepucTuka HaTpUNYPETUUECKUX MTENTHI0B

XapakTepucTHKa

BNP

NT-proBNP

buonornueckas ak-
TUBHOCTH

I'opMOHaNTBEHO AKTUBHBIN

I'opMOHaILHO HEAKTUBHBIN

®parMeHT nporop-
MOHa

C-konrieBoit (proBNP 77-
108)
32 aMUHOKHUCJIIOTHI

N-xonmeBoi (proBNP 1-76)
76 aMUHOKHCIIOT

Bpewms nonyBbIBe-
JECHUS

I10CJIE€ BEICBOOOXKIEHUS BBI-
BOJIUTCS U3 KPOBOTOKA
T1/2 20 mun

IMOCJIC CCKPCUUHU OIIPCACIIA-
CTCA B KPOBH B TCUCHUC HC-

CKOJIBKHX JTHEH
T1/2 60-120 mun

Hanmnuue nupkan-
HOTO pUTMa

Hanuune nupkaHoro put-
Ma, YPOBEHB OBICTPO U3MeE-
HSIETCSl B 3aBUCHUMOCTH OT
COCTOSIHUSA JIEBOTO KETYI0Y-
Ka, OTPAXXaeT COCTOSTHUE
MHOKapJia B MOMEHT OIpee-
JICHUs

He nmonBepreH mupkaaHbM
pUTMaM, KyMYJISTUBHBIH
ypoBeHb ProBNP oTtpaxkaet
(GyHKIMIO MUOKap/a B 11e-
JIOM, KOPPEIUPYS CO CTEIe-
HbIO HAPYILICHUS CEPIACUHON
GYHKIMH B 1IEJIOM
(manbosee 0ObEKTUBHAS
OIICHKA CTa/INH 3a00JIeBaHUS
Y TIPOTHO34)

[Ina3mMeHHbIE YPOB-
HU

OTHOCUTEIIBHO HU3KHE, HE
MO3BOJISIIOT TMAarHOCTUPO-
BaThb CEPJICUHYIO HEJIOCTa-
TOYHOCTbH
Ha PaHHUX CTaJUIX

Bricokue, mo3BOIISAIOT BhISB-
JSTh paHHUE HAPYIICHUS
GbyHKIMU MUOKapaa (aua-

CTOJIMYECKYIO JUCHYHKIIUIO)

CraOWIbHOCTH B

10 7 nuew (pu KOMHATHOM

5 4 yaca TeMmeparype), 10 21 qus
npobe 0

P (mpu 4 C)
3aBUCUMOCTb OT 3aBHCHT, He 3aBucut ot npoBoaumoit
Tepanuu HanpuMep, HaTPEKOPOM Tepanuu

3.17 C-peakTuBHBII 0€10K

C-peaktuBHbiii 6enok (CPB) — HEMIMKO3MIMPOBAHHBIN TEHTAMEPHBIN OETIOK

(macca 105 kDa), cuHTe3upyeMbIii B II€UEHH TeNaTOIUTaMU. JTO — YICH CEMEUCT-

Ba 0€JIKOB, Ha3bIBAEMbBIX MTEHTPAKCUHAMH 10 UX AJIEKTPOHHO-MUKPOTpaPUIECKOMY

BUJIy OT TPEUECKUX CJIOB penta (msaTh) U ragos (saroanl). C-peakTUBHBIA OEIOK —

(UIOreHeTUYECKN CTaphlii OENIOK C OMM3KMMHU TOMOJIOTaMHU KaK y MO3BOHOYHBIX
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KHUBOTHBIX, TaK U y Oecno3BoHOYHBIX. CPb nMeeTr Heckonbko crenupuyecKux
YYaCTKOB CBsI3bIBaHM. Tak, ¢ yuactueM Kanbitusa CPb cBs3weiBaeTcs ¢ gochopui-
XOJIMHOBBIMH OCTaTKaMu (OC(OJIUIUIOB KICTOUYHBIX MEMOpaH (MOBPEKICHHBIX
KJIETOK) ¥, 4TO Hambojee BaxHO, C (ochopmixonmHOBEIMU ocTaTkamu C-
noJyiucaxapuaa nmHeBMokokkoB. Ha ocHoBe 3Toii peakiiuu CPb 6b11 oOHapyskeH u
Ha3BaH. J[pyro#t yuactrok CPb orBeuaer 3a cBssbpiBanue peuentopoB u C 1q kom-
MOHEHTa KOMIUIEMEHTA. biaronaps HaIM4Yuio crienn(pruuecKux y4acTKOB CBSI3bIBA-
Husi CPb criocoGeH peanu3oBbIBaTh CBOI0 OCHOBHYIO POJIb aKTUBATOPAa UMMYHHBIX
peaKunil.

Oyukuus CPB cocTtouT B pacrio3HaBaHUM YY>KEPOIHBIX OOJIE3HETBOPHBIX
MUKpPOOPTaHU3MOB U NOBPEXKICHHBIX KJIETOK XO35MHA U MHULUUPOBAHUM HUX yJa-
nenusi. CPb umeer cBoiicTBa ONCOHUPOBAHUS U CBA3BIBAeTCS ¢ FC-penienTopamu
JUISL aKTHBalUUM KJIACCHMYECKOrO IIyTHM CHUCTEMBI KoMIiuiemeHta uepe3 (C3-
KoH(epTazy. 1o — MexaHu3M, kotopbiM CPB ycunuBaer xemorakcuc u garomu-
TO3 AHTUI'€HOB MaKpOUYaCTULl 1 MUKPOOPTaHW3MOB Makpo-u Mukpogaramu. Cro-
cobHocTh cBsi3biBaHUs CPb ¢ XxpoMaTMHOM M THCTOHaAMH BHOCHUT JOTOJHUTEIbHBIHN
BKJIAJI B MIPOLIECC YAAICHHS MPOAYKTOB pacmnaja KJIeToK.

CPb Takxe CBSI3bIBa€TCS C IUNONPOTeMHaMU HU3KoM mmoTHocTH (JIITHIT) n
MoxeT «Bbruniarh» JITTHIT u3 atepockiepoTndeckux OJSIICK, CBA3BIBASCH C pe-
LENTOpaMH TMOBEPXHOCTH (harolUTapHbIX KJeTok. Jlpyrue mpenmnonaraemble
GyHKIUKA BKJIIOYAIOT M30MpaTenbHOE CBS3bIBaHUE C T-TUMQOIUTAMHU C TIOCIIe-
JYIOIINM MOBBIIIEHUEM IIUTOCTATUYECKOTrO 0TBeTa T-KieTku u MoauduKaiuei ar-
peramuu TpomboruToB. CPB ycmmBaer aktuBHocTh NK (natural Killers)-knerok,
oOecrieunBasi TEM CaMbIM ITPOTUBOOITYXOJIEBBIM 3P (HEKT. 3a CUeT MPOUYHOTO CBI3BI-
BaHUs ¢ (HOCHOPUIXOIMHOM U JPYTUMHU (POCHOJIUIUTHBIMU KOMIOHEHTAMH CTEH-
k1 kieTku CPb Takke MOXKeT ydacTBOBAaTh B MOBPEXJICHUU MEMOpaH KIIETOK, Je-
Jast UX MEHee TOKCUYHBIMH U/WJIM MEHee UMMYHOTeHHbIMU. TakuM obpa3om, CPb
— MHOTO(DYHKIIMOHAJIbHBIN O€JIOK, KOTOPBIA UIpaeT Ba)KHbIE POJIM B BOCHAJICHUH,
3aIMTE XO35MHA U ayTOUMMYHUTETE.

CPb o6HapyxeH B miia3Me, CBIBOPOTKE U PA3IMYHBIX JKUJIKOCTAX OpraHu3-
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Ma, BKJII0Yasi CHMHHOMO3TOBYIO0, CHHOBHAIIbHYIO, TUIEBPAIbHYI0 U ACHIUTHYECKYIO
xuakoctu. CPb He mpoHUKaeT yepe3 TUIaleHTapHbIN 0aphep, TaK 9TO HEOOIBIIOe
KOJIMYECTBO €0 B KPOBHU MTyMOBUHBI UIMEET CKOpee SIMOPHUOHANILHOE, @ HE MaTEpUH-
CKO€ MPOUCXOXK]ICHHE.

CPB npunHamiexxuT K THIy OelkoB ocTpor ¢asel (cM. pasaen 4, yacts 1),
KOTOpble cTUMynupytoTcs unrepneiikunamu (IL) — IL-6 u IL-1, Ho u cam CPb
CIIY)KUT MPOBOCHAIUTEIILHBIM TPUTTEPHBIM MEXAHU3MOM, MTOCKOJBKY CTUMYIIHUPY-
€T MOHOIUTHI K BhIcBOOOXIeHUt0 IL-1, IL-6 u dakrop Hekposa omyxonu-o (TNF-
), cBs3biBasich ¢ FcgRII penentopom.

XO0Ta OCHOBHOUM MCTOYHUK oOpazoBaHuss CPb — nedeHb, HelaBHUE JTaHHbBIC
MOKa3bIBAIOT, YTO apTepualibHas TKaHb MOKET BbipabatbiBath CPb, Tak ke, Kak u
OEJIKM KOMIUIEMEHTA.

Pegepenmmnuie 3nauenus CPb

BonbnHCTBO 370pOBBIX B3pocibiX uMeeT ypoBHU CPB B mnasme nHuxe 1
MI/J, MenuaHa HopMmaiabHOM koHueHTpauuu CPb 0,8 wmr/mn, npu 75% 3HaueHuit
CPb <1,3 mr/m, 90% <3 mr/n v Ha 99% Hmke 10 mr/m.

[ToBbrienrie ypoBHsi CPb B kpoBH, mogo06HO yckopenuto COD, — 310 npu-
3HAK JIIOOOTO 3a00JIeBaHUsI, CBI3aHHOTO CO 3HAYUTEIBHBIM MOBPEKICHUEM TKaHEH,
BOCTaJICHUEM, HH(MEKITUEH TN 3]T0KaYECTBEHHOMN OMyX0Jiblo. B 11eom, 4em BhIIe
ypoBeHb CPB B KpOBH, TeM BbIllIE BEPOSTHOCTh HAIMUYUA Y OOJIbHOTO MOBPEXK/Ie-
HUS TKaHEH, BOCMIAIUTEIBHOTO, HHPEKIIMOHHOTO HJIM OHKOJIOTUYECKOTO 3a00JIeBa-
HUSL.

B Teuenue peakiuu octpoit ¢asel (cM. paszgen 4, dacth II) KOHIEHTpaLys
CPb moxet yBenmunuthbest B 1000 pa3. YpoBeHb B CBIBOPOTKE > 5 MI/J CITY>KHUT SIB-
HBIM MPU3HAKOM BOCIAJICHUS UM TTPOIIECCOB, BBI3BIBAIOIINX PEAKIIUIO OCTpolt (ha-
3b1. KoHnleHTpauu Mexay 1 u 5 Mr/a MoryT yKa3bsiBaTh Ha HAJTMYHUE XPOHUYECKO-

ro ¢J1a00 BBIPAXKEHHOTO BOCITAJICHHSI YUTH HAYaJIO0 OCTPOH (pa3bl.
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3.18 YabTpauyBcTBUTENbHBI C-peakTUBHbBIN 010K

JUiutensHOe BpeMsl CUMTAIM, YTO KIMHUYECKH 3HAYMMbIM BBICTYNAET IO-
BbiieHue ypoBHs CPb Boiie 5 mr/n, npu 3Ha4eHHUsIX HUKE STOM BETUYMHBI KOH-
CTaTUPOBAJIOCH OTCYTCTBUE CUCTEMHOIO BOCIAJIUTEIBHOIO OTBETA. B ganbpHelmemM
OBLIO MOKa3aHo, 4yTO 3HaueHus koHueHTpauuu CPb mpesblmaroniue 3 mr/mu, sBis-
I0TCSI HEOJIaronpUATHBIM MPOTHOCTUYECKUM MPU3HAKOM, CBSI3aHHBIM C PUCKOM CO-
CYJIUCTBIX OCIIOKHEHHUM y IPAKTUYECKU 370POBBIX JIIOJIEH M OOJBHBIX C CEPACYHO-
COCYOUCThIMH 3a0ojeBaHuAMH. B cBs3M ¢ 3TuM ObUM pa3pabOTaHbl  Yilb-
TPauyBCTBUTEJIbHbIE TECT-CUCTEMbI U HAOOPHI PEAKTUBOB JJIsl ONPEAEICHUS YPOB-
Ha CPb. Ot meroasl obnagaror npumepHo B 10 pa3 Oosiblie aHATUTAYECKON
YYBCTBUTEIBHOCTBIO MO CPABHEHUIO C TPAJULIMOHHBIMU METOAAMHU M MO3BOJSIOT
perucTpupoBaTh MUHUMANbHbBIE KoJieOaHus koHueHTpauuu CPb B kpoBu. B cBs3u
C 3TUM B KJIIMHMYECKYIO MPAKTUKY OBLJIO BBEJICHO MOHATHE «0a30Basi KOHLEHTPAa-
uuss CPb» — 310 ToT ypoBenb CPb, KoTopbIii CTAOMIIBHO BBISIBIISIIOT y MIpaKTUYE-
CKH 3JJ0POBBIX JIMILI, a TAK)KE Y MAMEHTOB P OTCYTCTBUU OCTPOI'O BOCHAIUTEIb-
HOTO Mpoliecca WU BHE 00OCTpeHusi 3a0osieBaHud. J[Jig ompeneneHus 0a30BbIX
ypoBHel CPb 1 ucnoib3ytoTcst yabTpauyyBCTBUTEIbHBIE TECT-CUCTEMBI.

Onpenenenne ynprpauyBctButeiabHoro CPB (high sensitivity — hs-CPB)
UMEeT BaKHOE MpakTHuYeckoe 3HaveHue. YposeHb hs-CPb 3 — 10 mr/n — npusHak
BSJIOTEKYILIETO BOCHIAIMTEIBHOIO MPOLECCA, CBA3aH C BBICOKUM PHUCKOM CEPIEYHO-
COCYIUCTBIX 3a00JIEBaHUN M WX OCJIOXHEHUH (MH(papKTa MHUOKapAa, MO3TOBOTO
WHCYJIbTA), @ TAKKE PUCKOM BHE3AIHOW CEpJICUHOM CMEpPTH Yy JIIOAEH, HE CTpa-
JAIOLIUX CEPACUHO-COCYAUCTHIMU 3a00JieBaHUSIMU. [IpUMEHSIOT ISl BBISIBICHUSA
NAlMEHTOB, HYXJAIOMMXCS B MPO(QUIAKTUUECKOM JICUEHUHU, 711 OUEHKHU dDdek-
TUBHOCTH MPOPUIAKTUKU CEPACUHO-COCYIUCTHIX 3a00JI€BaHUIN U UX OCJIOKHEHU:
IPU OTKa3e OT KypEeHUs, PEryJsipHON (PU3NUECKOW Harpy3Ke, JEUEHUH OKUPEHUs
ypoBeHb hs-CPb camxkaetcs. Onpeneneane hs-CPb MoxkeT ctuMyupoBaTh maru-

€HTa K U3MEHEHHIO 00pa3a *KU3HHU, OTKa3y OT BPEAHBIX MPUBBIUEK.
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Veenuuenue cooepoicanus hs-CPE conpogoscoaem:

1. NOBBILIEHHBII PUCK PAa3BUTHUS CEPACYHO-COCYIUCTHIX 3a00JIEBAHUI Y TIPAKTHUYE-
CKH 3JI0POBBIX B3pPOCIIBIX JIIOJEH;

2.y 6onbHbIX ¢ UBC — MOBBIICHHBIA PUCK PAHHUX M OTCPOUYCHHBIX OCIOXKHE-
HUM TI0CJIE€ KOPOHApPHOI'O UIYHTHPOBAHUS, BBICOKMHM PHUCK ITOCIEAYIOLIEro pec-
TEHO34;

3.y OOJIbHBIX C HECTAOMJILHOM CTEHOKapAued M OCTPhIM HMH(APKTOM MHOKapjia

PHUCK JICTAJIbHOCTH:

e hs-CPb menee 1 MI/n — HU3KHI;

e hs-CPb 1-3 mr/n — cpennuii;

e hs-CPb >3 mr/n — BBLICOKHIA;
bonee nunpopmaruBHo coueranHoe onpeneneHue hs-CPb u yposus cTnT:

e hs-CPb 6onee 1,55 mr/m, tpononun T Gomee 0,1 MKI/1 — MaKCHMaJIbHBIN
pHCK;

e hs-CPb menee 1,55 mr/n, tpoonud T menee 0,1 MKI/J — MHHHMAaIbHBINA
PHCK;

VYposerb hs-CPB wucnonbsyercs Takke Kak 3((EKTUBHBIA MPEIUKTOP
CMEpPTHOCTH y AIMEHTOB Ha remoaunanuse. Kak n3sectHo, npu remoauanuse y 35-
65% mnanueHToB HaOMIOAAETCS XPOHUYECKOE BOCIAJIEHUE B CBSI3U C HEMOCPEICT-
BEHHBIM KOHTAKTOM KJIETOK KPOBH C IHAJIU3HON MEMOpaHOM, UTO COITPOBOXKIAETCS
noBeIieHueM ypoBHsi hs-CPB. TloBblieHre BO BpeMs MPOBEICHHS TeMOIUAIN3A
ypoBHst hs-CPb Ha 1 Mr/i yBenu4uuBaeT puck JeTaabHOCTH Ha 9%, Ha 3 Mr/i — Ha
30%. OrcyrcrBue cHmkenus hs-CPb mocie remoaunanusa siisercss HeOIaromnpu-
ATHBIM MPOTHOCTHYECKUM Npu3HakoM. CoxpaHEeHHE MOCie reMoAralii3a YpPOBHS

hs-CPBb Bebiiire 8 MI/1 yBeIMuuBaeT PUCK CMEPTH alMeHTa B 2 pasa.

3.19 CoiBOpOTOUYHBII aMuIona A

CoiBopoTounblii ammiions; A (CAA) npencrapiseT moJauMoppHyO Tpynmy
0enkoB — udPepeHInpOBaHHO SKCIPECCUPYEMBIX anoiaunonpoTrenHoB, CAA

ocTpoil (a3el M1 KOHCTUTYTUBHBIX CAA, coueTarmuxcs, MPexae BCEro, C JIMIMO-
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npotenHaMu BbicOkO#l mioTHocTH (JITIBII). BonbmmucTBO CAA CHHTE3UPYIOTCS B
neueHd. OcHoBHbIMU ¢QyHKIUSIMH CAA ABIAIOTCS ydyacTHe B MeTaOOoNM3-
Me/TpaHCIIOpTE JIMMUI0B, MHIAYKIU (EPMEHTOB JAeTrpajallii BHEKJIECTOYHOTO MaT-
pUKCAa U XEMOTAKTHYECKOE IPUBICYEHUE BOCHAIUTEIBHBIX KIETOK K Y4acCTKaM
BocnianieHus. [logo6no CPb, CAA mpunamiexxut k tuny 1 0enkoB octpoil ¢asbl
(cMm. pasznmen 4, gacts 1), kotopeie crumynupyrotes IL-6, IL-1 u TNF-0, KoHIIeH-
tpaumst CAA B ceiBopoTke MOoxeT Bbipactu 10 1000 — 2000 pa3 u 6onee mpu pe-
aKkuuu octpoil ¢aszel. [InurensHo Beicokue ypoBHU CAA mpu XpOHHYECKOM BOC-
NaJeHUU BIMSIOT HAa METa0O0JIM3M XOJECTEpUHA U JIUIIONPOTEUHOB, CIIOCOOCTBYS
CO3JaHUI0 aTepOTreHHbIX ycioBUl. Ilpu cuctemMHOM amuiono3e OEOK aMHIIOUA
A (N-tepmuHanbHbiii pparmeHT CAA), OTKIIAJBIBACTCS B PA3JIMYHBIX OpraHax.

Pepepenmnuiii ouanazon CAA: <7.0 me/n.
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