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naBa 3

IPUTPOLINTHI

'I’t Ix. Poys, HaHcu BepnuHep

PYKTYpPa 1 QYHKUUM SpuUTpoLmTa

IME MNOJIOXEeHUS

STPOLUT SIBJISETCS] BBICOKOCIIEIIMAIM3NPOBAHHON KJIETKO, OCHOBHAs 3ajadya KO-
Oif COCTOUT B TPAHCIIOPTE KHCJIOPOAA M3 JIETKMX B TKAHU U ABYOKHCH YTJIEPO/a
— obparHo B sierkue. Kierka mmeer (opmy ABOSIKOBOTHYTOTO MCKA, 4TO 0bec-
leT HarbOMBIIYIO TIONIAh MOBEPXHOCTH razoo6MeHa. /[uaMeTp apUTpOLMTa
geT 8 MKM, OJHAKO 0COOEHHOCTH KJIETOYHOTO CKeJIeTa U CTPYKTYPbl MeMOpa-
T03BOJISIIOT €My IIpeTepIeBaTh 3HAYUTENbHYIO 1e(hOPMAIIHIO U MTPOXOAUThH Yepe3
SLISIPEI ¢ ipocBeToM B 2—3 MkM. Takas crioco6HocTs K gedopmalium obecrieanBa-
2 3a cueT B3aauMoeiicTBrs Mexk Ly GenkamMu MeMbpanbl (cerMenT 3 ¥ TIuKo(pOpuH)
$TONIa3Mbl (CrieKTpuH, aHkupuH U 6es1ok 4.1) (puc. 3.1). JedexTst aTux 6eaK0B
7T K MOpoIoriuecKiM U (QYHKIMOHAIBHBIM HaPYIIEHUSAM apuTporuToB (tabir. 3.1).

BIif 9PUTPOIMT He MMeeT UTOIIa3MaTUYeCKUX OPraHe/ul U siipa U MOITOMY
3
{2 \ ‘

r®A
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COOCOOOE
)
OO0

|‘ d

.

TPONOMMO3NH

o-CnekTpuH

. Yyactok NMpoTopunameHT akTuHa

camocBopku

e
03‘0-
t. ApnyumH
00-
90

9‘0

)
semenT 3 a6
N

4.1

TponomoaynuH

1. Crpyxrypa mem6pans aputpormra. DA — rmkodopun A; TOC — rmkodopun C. (Ms: Handin R. 1,
A T. P, Lux S. G. eds. Blood: Principles and Practice of Hematology, Philadelphia:;. B. Lippincott, 1995: 1726.)
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[nasa 3. DpuUTPOLTLI

TABJNUUA 3.1. HacnencrseHHas rnaronorus MembpaHsl apuTpoLmUTa

Maronoruyeckoe DedexTHbin 6enok Cnoco6 HacnepoBaHusi

COCTOfIHUE

Coepoumntos CnekTpuH, aHKUpWH AYTOCOMHO-0,0MUHAHTHbI
CermeHT 3,6enok 4.2 PeueccuBHbIn (peakui)

AnnnToumnTo3 CnekTpuH AYyTOCOMHO-[OMUHAHTHBIN

MuporioitkunounTod  Benok 4.1 PeueccuBHbiin (peakuii)
CnekTpuH PeueccusHbiii

CromaroumTtos Jedekt npoHvuaemoctn Na* AyTOCOMHO-A0MUHAHTHBI

He crocobeH K cuHTe3y OeJIKOB M JIHUIHAOB, OKUCAUTENbHOMY (hochOpHIMpPOBaHHIIO 1
MO/IEPKAHMIO PEAKIMil [IMKJIa TPUKapOOHOBBIX KucA0T. OH mosyuaeT G0JBIIYIO YacTh
aHepruy uepes anaspobubiil myTh IMb1eHa-Meiteproda u coxpanser ee B Buge AT,
B 3aBHCHMMOCTH OT CTENEHN OKUCIUTENbHOM CTHMYJISIIAN Yepe3 reKco30MoHo-(ocdats
HbIH [IYHT OTBOAMTCS COOTBETCTBYIOIIEE KOJIMYECTBO IVIIOKO3BI ¢ 006pasoBaHUEM BO
CTAHOBJIEHHBIX COEIMHEHHI (TIyTaTHOH ¥ HUKOTHHAMU/IAIeHUHITHYKJIe0TUI-(hocdar
[HAL®H]) (puc. 3.2).

[Tpubmusurenso 98 % Macchl 6EIKOB IIUTOIIA3MBI 9PUTPOLIUTA COCTABIISIET TEMO:
rino6un (HbB), Mosieky/ia KOTOPOTO CBSI3BIBAET M TPAHCIIOPTUPYET KUCIOPOoA. I'eMoro-
OuH TpezicTaBiIsieT co00il reTepoIIMEPHBIIT TeTpaMep, COCTOSIIINIT U3 ABYX IeTel [0
OGuHa THMa o, ¥ ABYX 1ereit gpyroro tuia (B, y wim §), COeIMHEeHHBIX € YeTHIPhMSI MOJIe~
Kysaamu rema. [eM — 310 Mosiekyia nporonopgupuna [X, cBs3aHHas ¢ aTOMOM JKeJIe3a,
Kask/1p1it TeTpamep reMorsiobuHa MOXKET 0OpPATUMO CBSI3BIBATH M TPAHCIIOPTHPOBATH HE
6oJiee YeTBIPEX MOJIEKYJT KICIOPO/IA.

Fnoxosa

r-6-oar FexcozomonodpochaTHbIi WYHT

Fnwoko30-6-dpochar

-

HAOH

) 2,3-Adr
v

HAL® <+——» HAODH

G-SH +———» G-SS§-G

Fnukonua

Puc. 3.2. [lytu metabormmama apurporuta. HA/l — nukornnamuaanenunannykineorun (HA/IH — Bocera-
nossosenHas (opma); 2, 3-ADT — 2, 3-audocdoramuepunosas kuciora; [-6-DT — rimokoso-6-docda
neruzppprerasa; HAJI® — nuxorusamuasenunpunykieornadocedar (HALDH — Boccranosnennas Gop
ma); G-SH, G-SS8-G — BoccranoBsienHast ¥ OKUCAeHHast (GOPMBI TIIyTaTHOHA
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BJIULIA 3.2. [eMoriobuHsl Yyenoseka

bl remornoouHa Coctae % copepxaHus

3CHOBHOM) o,B, 95-98 % remornobuHa B3pOCNOro yenoeeka
MUHOPHBII) 0,9, 1,5-3,5 % remorno6uHa B3pocnoro yenoseka
TaslbHbIA) 0,Y, 0,5-1 % remorno6uHa B3pOCNOro Yenoseka

.8, OMBPUOHaNBHBIN reMOorno6uH
0,€, OMOPHOHaNbHBIF remMorno6uH
&Y, AMOPUOHANBLHBIN FreMOrnobuH

\ HOpMAJIBHBIM THIIaM remorzobuna otrocsites: HbA (a,B, — ocnosHoit remorio-
ocnoro yesoseka), HbF (o.,y, — eraubmbiii remoriobun) 1 HDA, (a,B, — mu-
remoro6us B3pocioro) (tabm. 3.2). Cmena remornobuna F Ha remoriobun A

MCXONMT BO BPeMsI POskaeHus peberKa; K 4—6 Mecsiy JKU3HH yPoBeHb (eTaibHOTo
I06MHA B KPOBH cOCTaB/sieT Meree 1 % (puc. 3.3).

a 16 Xpomocoma 11

¢ oy oy 3 5' € Gy Ay 3 B 3
Cotr LYo ogEp Yo Yy 028 0P
:l Gower 1 Pon;nand Gower 2 | F ll A,2 A |

Mecro sputonoasa

- Mpe-a: g, Ge, (Fayap 1)
. Pannwit oz oe, (Fayap 2)
. Mano unu y yer o: P
- Mano wnu orcytereyer a: v, (Bapr)

n 3 ( i Hb

i

I

|

2016453,4,5 :
l’ ! |

\\ €

10 ;\ 8 5 :
1 3 I
|

|

- MpucyTerayer @ oy,

. Mano wimn moym-y’w a (noapwwi): B, (Hb H)
g W nocne aB, (Hb A)

- p-Bapuantsl Hb A (npumep: a.f, Hb S)
. Hopmansusii: o, (Hb A,)

CONIUDWN -

<
W\ -

N T I ;
6 12 18 24 30 36 v 12 18 24 30 36 42 48

(A) Knactepsi rio6uroBoro rena na xpomocomax 16 u 11. Y aMOPHOHA, 1J10/1a ¥ B3POCJIOTO YeI0Be-

OTCs pasHble TeHbl. Pasmuibie neny r1001MHa CHHTE3UPYIOTCA 10 OTAEABHOCTH, a 3aTeM 00be-
YT ¢ IPYToM i 06pasyloT Te MM HHBIE FeMOrIo6HHbL M3BecTHbI 1Ba BapHaHTa Y-IeIH: ¢ ocTaT-
1HHOBOI KuC0TE! (GY) Wi ocTaTkoM anannna (Ay) B mosumun 136. (M3: Hoffbrand A. V., Pettit
ial Hematology, 3rd ed. Cambridge, Mass.: Blackwell Scientific Publishing; 1993.) (B) Jlokanuaa-
0932 1 CHHTE3 reMOr/I06HHa B nporecce oHTOreHesa. Iletu 06BeAMHSIOT II0GHHBL — BapHAHTSI
¢ natonorvu. (Ma: Brown M. S. Fetal and Neonatal Erythropoesis in Developmental and Neonatal
gy. New York: Raven Press; 1988. 13: Handlin R. I, Stossel T. P., Lux S. E. (eds). Blood: Principles
mactice of Hematology. Philadelphia: J. B. Lippincott, 1995.)
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10U I

D
o

Hacsiwenune (%)
»
o

40 80 120

Puc. 3.4. KpuBas [mccoumanuy OKCHIeMOrZIOOMHA. AJKasl03, HH3KAs TEMIepaTypa M CHMKEHHE YPOBHA
2, 3-J1OT npuBOAAT K CABUTY KPUBOM BJIEBO U TIOBBILIEHHIO CPOJICTBA Hb k kuciopoay. PesysibTaToM anmig
33, TIOBBIIICHHS TeMIEepaTypsl #/nmu yposHst 2, 3-[OT sBisieTca ¢/IBUT KPUBOH BIPABO H CHIUKEHUE CPO/L
ctBa k kucaopozy. (Ma: Isselbacher K. J. etal., eds. Harrison’s Principles of Internal Medicine, 13th ed. New
York: McGraw-Hill, 1994: 1719, Fig. 302-4.)

KpuBasi ucconyuanyy OKCUreMOrIobuHa MIIOCTPUPYET 3aBUCHMOCTD HACBILIES
HIS TeMOTIVIOOHHA KUCIOPOIOM OT HaNpsKeHus aToro rasa (puc. 3.4). CurmoniabHast
dopma faHHON KPUBOii 06YCIOB/IEHA B3aNMO/EHCTBHEM MEXy CyObeIMHALIAMYU TET=
pamepa Hb. I'1aBubIM peryJ/iATOpOM CPOCTBA remorsiobuna K O, ABJIAETCS TTPOMEKY~
TOYHBINH TPOAYKT riukomsa — 2,3-audocdormmiepnHosas KuUCI0Ta (2, 3-10T).
2, 3-1OT crmxaer cponctso Hb k O, 4TO MPHBOAUT K CABHIY KPUBOIT AMCCONMALIAM
OKCUTeMOrIo6MHa BIIPaBo u K yeusenHomy nocrymaenuio O, B Tkanu. CABUT KPUBO it
BIIPaBO MOJKET BBITh TAKKe BBI3BAH yBe/uueruem Temmeparypsi i pCO, Il CHIDKeHH
em pH (puc. 3.4). QetabHblii reMorno6us c1abo CBABIBACTCS C 2, 3- 1T u noatomy
XapakTepuayercsi 6o/iee BBICOKOH KHC/IOPO/CBSA3BIBAIONIETH CTIOCOGHOCTHIO TIO CPaBHE=
auio ¢ Hb A.

FeHbl remornobuHa

Kaxmasa xpomocoma 16 comepKuT /Ba MPaKTHYECKHM MIEHTHYHBIX reHa 0-r7I06MHA
a xpoMocoma 11 — 1og06HYyI0 mapy Y-TeHOB U IO O/HOH KOMHH 8- u B-renos. I'nobun
CHHTE3MPYETCS TOJIbKO B 3PUTPOM/IHBIX KJIETKAX H JIHIIb B NIEPHO/ CO3PEBAHNS PETH:
Ky/IOLIMTOB M3 POHOPMOIMTOB. Ha Kax/10i CTajii Pa3BUTHS TeHbI d-rnobuna u Apy=
[UX T7I06MHOB KOOPAMHUPOBAHHO SKCIIPECCUPYIOTCS. TO OYEHb BaXKHBIN MOMEHT: TI0=
CKOJIbKY TeTpamephl, COCTOSNINE M3 OJMHAKOBBIX neneit Hb (nanpumep, o, nm f,
TIPAKTHYECKH HEPACTBOPHMBI, TO /IS COXPAHEHHSA PaCTBOPUMOCTH TETPaMepa HDb ne-
o6x0mMM cbaaHCHPOBAHHBIH CHHTE3 PasHbIX 1eneii. 36piTounoe 06pasoBaHye OHO, it
[eny TeMorIobuHa, TTPOUCXOsIIee, HaPUMeD, TP TalacCeMUH, MOXKET NPHBECTH K
NpeuunuTaIy 6eka B SPUTPOLIUTE, MOBPEK/IEHHIO KIETKH U ee NPesk/eBpeMeHHOM
SIMMUHAIIMA KJeTKAMH PETHKYI09HAOTEINAIbHOM CHCTEMBL. |
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2MOCTa3 1 Tpom0b03

pkenvHa K. A. Kapsanbxo

OCTATHYECKUIA IIPOLIECC HAYMHACTCS C TPABMbI HJTH Pa3phiBa cocy/a, a 3aKaHYHBa-
obpasoBanuem TpoMbOITODUOPHHOBOI CeTKH (reMocTaTHYecKas npo6ka).
SIYKUT MEXaHHIECKUM 3aTBOPOM, NPEAOTBPAMAIONINM AaJIbHEANIYI0 KPOBOIIO-
0, 1 04arOM /IJIs BOCCTaHOBJIEHUs TKaHel. DYHKIUS TeMOCTATUIEeCKOT0 MEXaHU3-
KII0YAET B3aUMMOZEHCTBIE MeKy CTEHKO cocyaa, TpoMGoLuTamy, KOaryJisiu-
6enkamu KpOBU 1 (hUOPUHOIUTHYECKOI CHCTEMOI (puc. 6.15). Hapymenus
432 BEIYT K CEPbe3HbIM KIMHUYECKUM nocseacTBuaM. [ucbananc B oqHOM Ha-

WICHITH MOKET COIPOBOXK/IATHCS YPE3MEPHBIM KPOBOTEYEHHEM, B IPYToM — o6pa-
sHueM TpoMba.

KPOBM M3 MHTaKTHBIX COCYIOB IPEIOTBPALIAETCS COCYIUCTOH CTEHKOH. Ee
pHAst ¥ QYHKIMOHANbHAS LIEJOCTHOCTD 3aBUCHT OT CBOMCTB 06pasylomux ee
X KOMIIOHEHTOB U BHEK/IETOYHOTO MATPUKCA, KOTOPBIH CHHTE3UPYIOT KJIETKH.
OIUTHI TAK)KE OKA3BIBAIOT TPO(HYECKOE BAUSHHE Ha SHA0Te/ M, Bee KOMIIOHEH-
ICYMCTOM CTEHKH (SHAOTeNMHH, Cy6aHIOTeMH, CPeHAS U HAPY/KHAS 0607104KHM)
[0T B PEaKIUK Ha TpaBMY. DH/IOTEIMI 3aCIIyKUBaeT 0co60ro BHUMAHMS BCJIE-
0 aKTUBHOH POJIM B TEMOCTA3e.
OCJION DH/IOTENMATbHBIX KIETOK BBICTHIAET 6a3albHYIO MeM6paHy u co-
AT TePBBIIl 3alUTHbIN 6apbep IPOTUB Pa3TUYHBIX MPOLECCOB, BKIIOYAS re-
43 1 TpoM603 (puc. 6.1). DK nocrapmsior B cybanaoTenmit Pl BEIIECTB: KOM-
bl 6a3a/16HOI MeMOpaHBl, KOJLIAreH, 1aCTHH, JAMUIHH, IIPOTEa3bl U UX UH-
bl, TPOMOOCTIOHHH, MYKOIOIMCAXaPH/IbI, BUTPOHEKTHH, ¢dubponektun u
p Buinebpanaa (OB). Ot Genxu uMeioT 60IbII0e 3HAYCHYE IS MEKKIIE-
O B3anNMOzecTBuA U 06pasoBanus Aubdy3HOHHOrO 6apbepa, KOTOPHII mpe-
ALIAET Tonajanye KPOBH U3 BHYTPUCOCYAMCTOTO NPOCTPAHCTBA BO BHECOCY-
Kpome Toro, supoTe/manbHbie KIeTKH BHIIOIHSIOT PasIHIHbIe busunomoru-
(yHKUMH, BKMIOYAS PETyIMPOBAHHME DPEAKTUBHOCTH TPOMGOLUTOB,
b 32 HaNPaBJEHHON MUTDalMel JefKOLUTOB, PEryIHPOBAHNEE AKTHBHOCTH
a4 POCTa, PEryTMPOBAHME TEKYYECTH KPOBU. DHAOTEIHATbHbIE KJIETKH TAKKE
1PYIOT BEIECTBA, KOTOPble CEKPETHPYIOTCS B IPOCBET COCYAA U CIIOCOGCTBY-
y4ecTH KpoBu. K aTum BenrecTBaM 0THOCATCS: MIMKO3aMHHOTIMKAHBI, KOMII-
renaput (remapuH-cyiabdar)-antutpombun 111, TPOMOUH—TPOMGOMOITY -
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smi-nporent C, IIABMHHOTeH—aKTHBATOP T/1a3MuHa. Kpome Toro, OHI IPOAYLHPYIe
npocrarmkius (I1T1,) 1 srA0TeIMANBHEIH dakrop penaxcayn (IDP) — 1Ba BO3MO
HBIX MHTMOUTOPA AATe3UH M arperaliy TPOMOOIMTOB. OTH BEIIECTBA SBJISIOTCS Ba30
AUIaTaToOpaMy U efiCTBYIOT CHHEPTUYHO.

IIpeszie BCero HOPMAJIbHBII BHAOTENNI AEHCTBYET KaK MOILHAs anmuKoazyninn
Has NOBEPXHOCb, KOTOPAsI He aKTHBUPYeT OeJIku CBePThIBAHNS KPOBH 1 HE PHBJIE
K cebe KIeTouHble KOMIOHEeHTH! KpoBu. Ho mocie CTUMYJISAIIN UK TPaBMbl 9HAOTE] it
TpaHCcOPMUpPYETCs B MONIHYIO NPOKOAZYLAHMHYIO NOBEPXHOCID. ITO NPOUCXOANT &
CyeT CHMHTE3a, BbIIEJTEHUs WK [PUBJIEYEeHHs MHOTHX IPOKOAryJ/ISHTHBIX BEIIE
iunouas TkaHess daxrop (TD), baxrop Bunnebpanna (PB), pakrop V, uHru6ut
por akTuBatopa muiasmunorena (MAIL-1 1 VATI-2), unrepaeiikun-1 (MJI-1), dakre
rexposa Tkanu (OHT), sunoresmn-1 (BasokonctpukTop) (puc. 6.1). '

HesamemiTebHOI peakiyeil Ha TpaBMy COCYAMCTOrO 9HIOTE/INS sIBIACTCA Bd 3
KOHCTPHKIMsL. DTa MPEXO/IsANIast PeaKius JIMTEeTbHOCTIO MeHee 60 ¢ puBOUT K
JKEHMIO KPOBOTOKA, YTO YJIy4lIaeT B3aHUMOZEICTBHE MEXIY TpombGorTamMu, HaKTop
M CBEPTHIBAHHS KPOBH ¥ TIOBPESK/IEHHBIM Y4aCTKOM. BasoKOHCTPUKIMS Kak PeaKil
Ha HeOOJIBIIYIO TPABMY MOXKET OCTAHOBUTH KPOBOTEUEHHE, HO IIPU OOUIMPHOM TIOBP
JIeHWH TOJILKO CHUKAET KPOBOIOTEPIO, IIPE/I0TBPaIast TeM CaMbIM 06eCKPOBIHBAHME

MpoAyKThl 3HAOTENNANBHOW KIETKU

» BazanbHas + OnacTuH + GUbpoHEeKTUH
membpaHa « JlamMunur + Mykornonucaxapugsl

« KonnareH (lll, IV) * BUTPOHEKTUH - ®B

» Mukpodubpunnbl « UHruburopel npoTeas + MNpoTeasbl

Cy6anpoTenvanbHbie CTRPYKTYPhI (CEKPETUPYEMBIe JHAOTeNNANBHBIMU KNEeTKamMu)

Puc. 6.1. TIpoayKThl SHAOTENNATLHON KJIETKH, CEKPETHPYEMbIE B cy6aHI0TEeMMATIBHYTO 30HY ¥ B ITPOE
cocyzia (COKpAIEHHsT CM. B TEKCTE) ,
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MOOLIUTHI

fKeHHne Cy09HI0TeTMANIBHBIX CTPYKTYP B Pe3yJIbTaTe nospexzaernst DK npusoaut
MEHEHUIO (OPMbI TPOMOOIHTOB 1 X aAre3un. ATe3usi TPOMOOIUTOB OTIoCpe/IoBa-
DB, KoTOpBIii SIBIIsIETCS CBOCOBPA3HBIM MOCTHKOM MeXy T/IMKonporentHom Ib mem-
TPOMOOINTA 1 OGHAKEHHBIMHI KOJLIATEHOBBIMMU CTPYKTYypPaMU Ha MECTE TPABMBI.
en (sl I, 11, T1T) cy6annorems u 06pasyiomuiics I0KaabHO TPOMOUH 3acTaB-
T IPU/IAIIIAE TPOMOOUUTHI CEKPETHPOBATh COZEPIKHMOE rpanys. Kosmaren u
MOMH TakKe CTUMY/MPYIOT pocdonunaser TpoMbOLUTAPHOIT MEMOpPaHbI, 0CBOGOK-
APaxu/ICHOBYIO KHCJIOTY 13 ee (hOcONMIUAHOTO Cost. ApaXHuoHOBas KHCJIOTA
JE/ICTBOM TPOMGOIMTAPHOM HHKI00KCHTEHA3bI IIPEBPANIAeTCsT B TIPOCTAT/IAHHEL
5, (IITH, u IITC,). Iocnexuune noa BoazeiicTBHEM TPOMOOKCAHEUHTETa3HI Ipe-
@IOTCST B TpoMOOKCaH A, (TxA,) n npyrue rufpOKCHKUPHBIE KUCIOTHL. BayTpu-
OuHBIi TXA, aKTMBHDYeT COKDATHTENBHYIO PeakUHio B KAHAJIBLEBOH CHCTEMe
DOLIMTOB, 32 CYET Y€ro IPaHyJIbl IPOABUTAIOTCS K HEHTPY KJAETKU U 0CBOOOKIAIOT-
pee. TXA, coBmecTHO ¢ Bhizensiemoit Tpombormramu AZID crocobCeTByeT arpe-
i LUPKYIMPYIONMX TPOMOOIMTOB ¥ 3aKPHITHIO Y4ACTKA MOPAIKEHUST TpomboIu-
01 «rpobkoits. Ha nepucepnu aroii NPOGKH MPOMCXOANT Je3arperanus TpomMGo-
3 M3-32 BBUIEJIEHNS] aHTHATPEraToB, B 4aCTHOCTH npocTtanukinna (I1T L,), oxucn
(NO), anenosunandocdarassr (A/[Dassi) u APYTux (hepMEHTOB, CUHTE3UpYe-
MHTAKTHLIMI COCEIHIMU SH/IO0TEIMATbHBIMK KaeTkaMu. Takoi nepsudHOil Tpom-
APHOIA IIPOOKH Z0CTATOYHO JI/Is TOTO, YTOOBI HAYAJICS TEMOCTA3 M He3aME/LIHTE b-
AHOBHJIOCH PasBUBIIEECsT KDOBOTEYEHUE, HO cama 110 cebe OHAa HEe B COCTOSIHUN
1ePXKUBATh TeMOCTa3 (I/1aBa 5).

3DThIBaHNE KPOBU

ast reMocrariyeckast npobka opmupyercst pu 06pazoBaHiH TPOMGHHA MO~
BOM aKTHBAIIMH MPOLIECCA CBEPThIBAHUS KPOBH. TPOMOMH UrpaeT BaKHYIO POJIb
HHKHOBEHNH, POCTE U JIOKATU3AIIMH TeMOCTATUYECKO# ITPO6KI. OH BBI3BIBAET HEO-
O arperamiio TpoM6OIMTOB 1 OT/IOKeHue GUOPHHA Ha TPOMOOIUTAPHBIX ar-
X, 00Pa3yIOIINXCS B MECTe COCYAUCTOI TpaBMbl. Dubpuno-rpomGonuTapHas ce-
& SIB/ISIETCSI CTPYKTYPHBIM GapbhepoM, peioTBPAIAIOLIAM AaMbHeHIIee BhITeKaHMe
H 13 COCy/la, U NHUIIMMPYET MPOLECC Pelapariuy TKaHHU.

=BEPTHIBAIONIAA cucTeMa KPoBH (puc. 6.2) — 3T0 (haKTHYECKH HECKOIbKO B3aHMO-
UHHBIX PeaKIMii, IPOTEKAIOMHX TIPH YYACTHH MPOTEOTHTUIECKUX dbepmentoB Ha
CTaIuy JJAHHOTO GHOJIOTHYECKOTO Kackaia podepmeHT (TIpesiecTBeHHUK,
'€H) [PEBPAIIACTCS B COOTBETCTBYIONLYIO CEPHHOBYIO npor6asy, KOTopasi KaTam-

TUAPOTHU3YIOT NENTU/IHbIE CBSI3U B aKTMBHOM IIEHTPE, OCHOBY KOTOPOTO CO-
BIET aMUHOKHC/IOTa cepuu. TpuHamath takux 6eskos (bakTopsi CBEPThIBAHUS
i) COCTABJISIIOT CUCTeMY CBEPThIBAHHS. V3 HUX ceMb AKTUBHPYIOTCSI /10 CEPUHOBBIX
a3 (daxroper XII, XI, IX, X, II, VII u NPEKALITUKPENH ), TP SIBISIOTCS KODaKTO-
ux peakuuii (pakropst V, VIII u KHHHHOTEH ¢ BBICOKOI MOJIEKYJISIDHON Mac-
OfH — KodakTop/penentop (TKaHeBblil akTop, ¢axrop III), eme ogun —
rayramunasa (axrop XIIT) u, Hakouen, pubpunoren (dakrop I) aBasiercs cy6-

A5t o6pasoBanust HruOPHHa, KOHEYHOTO MPOAYKTA KacKaja CBEPTHIBAHMS KPO-
1. 6.1).
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Yro6Bl B pe3yJIbTare Ipoilecca CBEPThIBAHUS KPOBU ObLI JOCTUTHYT FeMOCTa3, Heok
XOIMMO COCPEOTOYEHHE IMPKY/IHPYIONHUX (haKTOPOB CBEPTHIBAHUSA KPOBH B MECTE i€
BpEJK/IeHUs. DTO OCYIIECTB/ISETCS 32 CYET PEAKIHil CBePTbIBAHNS KPOBH, IIPOHCX i
IMX Ha 0OHAYKEHHOM KOJLIareHe, TKaHeBOM (pakTope ¥ KJIeTOYHbIX MeMOpaHax, B
gasg  ocdomumuasl  TPOMOOIMTAPHOIM meMOpanbl. AMIUIMpUKaLus — Mec

[ CeepTbiBaHWe KpOBU: NyTH BKTUBALMN |
; (i)
®<1F @+ +[@

A TkaHesbIli pakTop
[ Xlia]

Benkn
KOHTaKTHOM
dasb!

{

®

7~

-0

]

<---_-l

R

Dubpun Il
(HepacTaOpPUMBIiA

Puc. 6.2. AKTUBAIMS CHCTEMBI CBEPTHIBAHMSA KPoBH. CHCTEMA TOJOKUTEbHOM obpaTHo# cBsA3M (a
[Ws1) BBISIBAET YCHJIEHMe HauaIbHBIX peakumit. Crcrema OTpPHIATE/bHOI 0OPaTHOMH B3N (MHTHGHPO
HATIPOTHB, OrpaHMMBaeT Koary/isuuio. CTPeJIKU B BH/Ie METKOTO IMYHKTHPA 1 3HAKa «+» TI0Ka3BIBAIOT 00JIerd
IIPOIecCa; CTPEJIKH B BH/IE THPE U 3HAKA «-» YKA3bIBAIOT Ha HHrUGMpoBaHye mporecca (COKpalleHnst CM. B TEKS
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HIBAIOLLIEl PEAKIIM ABJISETCS] MOLIHBIM MEXaHU3MOM, HEOOXOMUMBIM JJIsT obpaso-
s Tpom6uHa. Iloxcuutano, uTo oxHa MOJIeKyJIa aKTUBUPOBaHHOTO (haktopa XII
€T reHepupoBath 1 MIH MOMeKys TpombuHa. OcHOBHas yHKIMsS TPOMOMHA —

pamath pubprnoren B Gubpun. GubpuH yAepKUBaET arperaTsl TPOMOOIUTOB B

1€ COCY/MCTOR TPABMBI 1 H3MEHSIET HeCTAGUIbHYIO TPOMBOIHTAPHYIO IPOGKY (mep-
HYI0) B CTaOUJIBHYIO FeMOCTATHYECKYIO.

W aKkTnBaLMU CBEpPTbIBAHUA KpoOBU
HH3MBI aKTHBALMN CBEPTHIBAHMS KPOBH IIOJPA3/e/IAIOT HAa BHEIIHUE U BHYTPEH-
Lakoe jie1eH1Ie HCKYCCTBEHHO, TOCKOJIBKY OHO HE IMEeT MeCTa in 0ivo, HO TaHHbIi

0/ 0671eryaeT HHTEPIPeTaIHIo JaAGOPATOPHBIX TECTOB i Vitro.

JINLIA 6.1. DakTopsl cBepTbIBaHUS KpoBu

Hasepauue CuHTtes TY,* Jlokanuzaums DyHkuus
reLa
PrbpuHoreH enatouuTbl 4-5 pHen Xpomocoma 4  Cy6etpar
MpoTpombuH lenatountbl/ 3 gHs Xpomocoma 11  depmeHT
BuTtamuH K
TkaHeBbI 9K + MHorMe  — — PeuenTop/
daxTop Opyrve Knetku KodakTop
JlabunbHbiit lenatouut 12-15 4 Xpomocoma 1 KodakTop
daxTop OK/TpomMBoLTHI
(npoakuenepuH)
MpokoHBepTUH FenatounTbl/ 4-7 y4 Xpomocoma 13  depmeHT
ButamuH K
AHTUreMobunbHBIN  CuHycouabl 8-10 4 X-xpomocoma  KodpakTtop
dakTop neyeHu
®dakTop FenatouunTsl/ 1 peHb X-xpomocoma  dDepmeHT
Kpuctmaca BuTamuH K (~24 y)
(TPOoMGBonnacTuH
nnasmbl)
®dakTop lenaTouunTbl/ 2 OHa Xpomocoma 13  depmeHT
Crioapt-Mpayspa Butamuu K
MpepwectBeHHK  MenaTtouuT 2-3 pHn Xpomocoma 4  depmeHT
naasmMeHHoro
TpombonnactuHa
dakTop Xaremana [enaTounTsl 1 meHb Xpomocoma 5  depmeHT
dubpuHcTabn- enaTounTsbl/ 8 nHen Xpomocomsl 6,1 TpaHc-
NM3NPYIOLLNA TPOMBOUUTBI rnytamu-
dakTop Hasa
MpexkannukpenH [enaTtouuTsi — Xpomocoma 4  depmeHT
(MK) (dpakrop
®dnetyepa)
Beicokomoneky- lenatouuTsl — Xpomocoma 3 KodpakTop

JNAPHBIA KMHUHOTEeH
(dakTop Bunbsmca,
dakTop dnoxeka unu
dakTop duTpkepansaa)

€PHOJl CYIEeCTBOBAHMS.



