


[0. A. KpueHues, [1. M. Hukynuxa

bUOXUMUA:
CTPOEHWE W POJIb BEJIKOB
FTEMOrNOBUHOBOIO
NPOONNA

YYEBHOE NMOCOBWE ONA CIO

2-e u3gaHue, nepepa60TaHHoe " AOMNOJIHEHHOE

PekomerdosaHo YuebHo-memoouyeckum omoenom (pedHe20 NpogeccuoHanbHo20
00paz08aHus 8 kayecmae yue6Ho20 Noco6usA 0715 (myoeHMo8 06pa308amesbHbIX
yupexoeHuti cpedHe20 NPOGHecCoHaNbH020 06pa308aHUA

Kuura poctynHa B aneKTpoHHoil 6ubnuoTeyHoi cucteme
biblio-online.ru

MockBa = KOpaut = 2019



YOK 577.1(075.8)
BBK 28.072a73

K82

K82

Asmoput:

KpuseHnneB IOpuii AnekceeBUd — JIOLEHT, JOKTOP MEJUIIMHCKUX HayK,
JOLIeHT KadeApbl OGUOTOTMYECKON XUMHUHM ACTPaxaHCKOTO TOCYZAapCTBEHHOTO
MEeZUIIMHCKOTO YHUBEPCUTETA;

Hukynuna /luna MakcuMoBHA — mpodeccop, 3aBeayromias kadeapoii 6vio-
JIOTUYECKON XUMUU ACTPaxaHCKOTO rOCYAapCTBEHHOTO MEAUIIMHCKOTO YHUBED-
CUTETA.

Peuenzenmut:

Tepenmves A. A. — [AOKTOp MEIWIIMHCKUX HayK, Mpodeccop, UIeH-
KOppecIoHZieHT Poccuiickoil akaseMuu Hayk, 3aBefAyrouiuii kadeapoi 6UoxXu-
Muw edeb6Horo dakynbTeTa POCCHIICKOTO HAIIMOHAIBLHOTO HUCCIEA0BATENBCKOTO
MeAUIMHCKOTo YHUBepcuteTa uMeHu H. U. ITuporosa (r. Mocksa);

Bvikog M. M. — AOKTOp MeJAMIIMHCKUX Hayk, podeccop, AeKaH, 3aBeAyro-
muii kadeapoii cromarosorudeckoro ¢axynbrera KybaHCKoro rocyzapcTBeH-
HOT'O MeJUIIMHCKOr'0 YHHUBEpCUTeTa MUHUCTepCTBa 3ZpaBooxpaHeHusa Poccuil-
ckoit @egepanyu (r. KpacHogap).

Kpuseniies, 0. A.

Buoxumus: cTpoeHUe U pojib OETKOB reMOrIOGMHOBOTO Mpodwis : yueb.
nmoco6ue i CITO / 10. A. KpuseHnrnies, /I. M. HukynuHa. — 2-e u3z., mepepab. u
zom. — M. : UzparenscrBo FOpaiit, 2019. — 75 ¢. — (Cepus : [IpodeccrionanpHoe
obpasoBaHue).

ISBN 978-5-534-06849-8

YuebHoe ToOCOOHMe TMpeAcTaBisieT coboil 06006iIeHHYI0 UHPOPMAIIIO
[0 CTPOEHMIO, GHOJIOTMYECKON GYHKIMM, (GU3MKO-XMMHYECKUM CBONCTBaM,
CTPYKTYPHOUM XapaKTePUCTHUKE U KIMHUKO-AUarHOCTUYECKON POJIU reMOIIo6u-
HOB. [Tocobue pa3paboTaHO C yYETOM COBPEMEHHBIX JAHHBIX MO OCBEIaEMbIM
BOIIPOCaM, MHTETPHUPOBAHHBIM, CHCTEMAaTU3MPOBAHHBIM W aJalTHPOBAHHBIM
aBTOpaMH JJIs1 aZIeKBaTHOT'O BOCIIPUSITHS.

ITocobue npedHasHaueHo Ot CMYOeHMO8 MEOUUUHCKUX U OUON02UUECKUX
dakynvmemos cpedHezo npoPeccuoHANbHO20 06pA308aHUS. ABMOPbL 8bLPANCAIOM
Hadexcdy, umo u30aHuUe OKANCENMCsl NONe3HbIM U HAYUHbIM COMPYOHUKAM, U3YUa0-
WUM ACCOUUUPOBAHHbLE C MKAHEBbIM OblxaHuem besKU, a makyice 8pauam-cneyud-
aucmam, pabomuukam buoxumuueckux asabopamopuii neuebHo-npodurakmuue-
CKUX yupexncOeHUll.

ViutiocTpaiyiyl K y4eOHOMY ITOCOOHIO B IIBETHOM GopMaTe IIpe/CTaBIEHbBI
B OBC IOPAUT.

YOK 577.1(075.8)
BBK 28.072a73

PasbickuBaeM npaBoobiazareseit: https://www.biblio-online.ru/inform

[ToxkanyiicTa, obpaturech B QT J0rOBOPHOI paboThl: +7 (495) 744-00-12; e-mail: expert@urait.ru

Bce npasa 3awjuwenst. Hukakas uacms 0aHHOU KHU2ZU He MoYcem OblMmb 80cnpou3sedeHa
8 xaxotl 6bL Mo Hu 6bL10 hopMe He3 NicbMeHHO020 pa3pelleHUs 81adeIble8 ABMOPCKUXNPAs.

Delphi Law Company 1 IPAB08YI0 NOOJEPIHCKY U3damMenbcmea obecneuugaem iopuouueckas KOMNaHus «Zlenb@u.

© Kpusenties 1O. A., Huxynuna [I. M.,
2007

© Kpusenries 10. A., Hukymuna JT. M.,
2018, c u3BMeHeHUSIMU

ISBN 978-5-534-06849-8 © 00O «M3gaTenberBo FOpatit», 2019



OrnaBneHue

CIIMICOK COKPAIIEHHUM ..cuvvverrrernnneereeennncseeensnnceseesssscsseesssssescesnns 4
| B §0 2S00 % (o (0) 3 2 (<R
BBEEHHIE ....cceeieieininininrncerecerecereresesescscscscscscacasesasnsasasssasssasnsnses 7

I'naBa 1. buosiornueckas poJjib 1 IPOUCXOXKAEeHUEe
TE€MOTIIOOTHOB ...cceuvverrrrenseisrrsrnssssssssnsssssssssssssssssnssssssssnssssssssnsssss 9

1.1. MecTo reMOIJIOOMHOB B ABIXaTEJIbHON QPYHKIIUU OPTaHU3MA ........ 9
1.2. Ki1eTouHble OCHOBBI T€MHUUECKOTO JBIXAHM ..evvvrrnrnrrnrnnennennennenns 11
1.2.1. DPUTPOIIODS ...uiiiiiieiiiiiieeiiiiee et et e eeei e et e eeeae e eeanas 11
1.2.2. CuHTe3 reMOIIOOMHA B SPUTPOUTHOM KIETKE ......ccceunennnns 16
1.2.3. PEry/IAlA SPUTPOIIODBA «..cevvvvnnnnniieiiiiiiieeeeeeininieeeeeeennnns 17
ImaBa 2. CTpoeHUe U CBOMCTBA I'€MOTIJIOOMHOB ......cceuveeerreeness. 19
2.1. CTPOEHME TEMOTIIOOMHOB ...cceeeeeeeeeeeeeeneeerevrrrereeeeeeeeeeeeeaaassssnnnnnnes 19
2.1.1. Ctpoenue, 6mosornyeckasi posib 1 KaaccupuKausi
TEMOB ..evuueerunreruneerueeennesesunsesuesesueeessnsessnsessssessnsessesesneessnssesnnsssnnnes 19
2.1.2. CTpYKTypHast OPTAHU3AIUA TTIOOMHA .....eeeerreuneereeeeannnnnee 23
2.2. DUBUKO-XUMHUYECKHUE CBOMCTBA FT€MOITIOOMHA .....cvvvvnnnneeerrvvnnnnn.. 28
2.2.1. PU3UKO-XUMHUUYECKHUE CBOMCTBA TEMA ...cvvvnnerrnnnernnnnnennennns 28
2.2.2. OU3UKO-XUMHUYECKHEe CBOMCTBA HATUBHOM
MOJIEKYJTBI TEMOTTIOOMHA ...evvveeeeeeeeeeeeeennnrnurereeeeeeseeeesseeesssnsnnnnnns 29
2.3. CBolicTBa, onpezieAoIle TPAaHCIOPTHO-AbIXaTeNbHYI0 GYHKIHIO
TEMOTITTOOITHA ...eevvvvvunnneeeerrrrunneeeeessssseeeeeesssssnnaseeessssssnneeeessssssnnneseseens 30
2.3.1. B3auMOZENCTBUE C KUCTOPOZOM ....ceeeeerrrrunnneeeeeenmnnnneeeeeens 31
2.3.2. TpaHCHOPT COy cevvvriiiiiiiiiiiiiiiiiiiiii et 33
I'maBa 3. IToIMMOPQPU3M FE€MOTITIOOHHOB ....ccvvuereeeeereenecnernncseene 35
3.1. HomeHk1aTypa U KiaccupUKaIUSI TEMOIOOMHOB ..........cceuvvnenns 35
3.2. XapaKTepHuCTHKa OCHOBHBIX TUIIOB T€MOIJIOOMHOB YeI0BEKa .....39
3.2.1. ®U3MOIOrNYeCcKHe TUITBI TEMOITIOOMHOB ....uuueeeeerrrennnnnnnnns 39
3.2.2. [TaTo/soruyecKye TUIIbI TEMOTTIOOMHOB ..........ccceevveevvevvnnnns 44
I/1aBa 4. DBOJIIOINA FT€HOTHUIIOB F€MOTIJIOOMHA .. cuueeeereenrnnnnnes 47
4.1. DBOIOIMA TEHOTUIIOB TeMOIVIOOMHA KaK MeXaHN3M
aZlanTalluy K YCAOBUAM CYIIECTBOBAHMS .eevuuunreerervnnnnnreeeeennnnnnnns 47



4.2. luHaMHKa KOHIIEHTPAIUA reMOIJIOOMHOB B OHTOTEHE3E............. 50
4.2.1. KomnuecTBeHHbIE U3MeHEHUS

OOIIEr0 reMOIVIOOMHA B OHTOTCHE3E ...evvunevnneernnernneeenneernneeenneens 50
4.2.2. KauecTBeHHas U KoJMdecTBeHHasA TpaHchopMaIys
reMOTJIOOMHOBOT'O TPOQIJIS B IIPOIIECCE OHTOTEHE3A .....vvvveeeeene.. 52

I'maBa 5. KIMHHUKO-AMarHoCTUYECKOe 3Ha4YeHHue
KOJINYECTBEHHBIX ¥ KaUeCTBEHHbBIX U3MEeHEHUH

T€MOTJIOOMHOBOTO IIPOQPHIIA . ccevveeerrrerneecersernssscssssnnsssssssnsssnses 55
5.1. OOIIMI TEMOTTIOOMH KPOBH ...vvvvrereeeeeeeeseesessssonnnnnrerreseeeeeeseseseennns 55
5.2. VI3aMeHeHHe KOHIIEHTPAIHU OTAEJbHBIX TUIIOB FeMOIJIOOUHA ..... 56
5.3. JTabopaTopHbIE METOABI OTIPEAETEHUSI TEMOIVIOONHA .................. 59

5.3.1. KauecTBEeHHOE OTpeZieIEHE TEMOTTIOOMHA .......vvvvevrreeeenns. 59
5.3.2. KonmmyecTBEHHBIN aHATN3 TEMOIIOONHA .......ccvvvueenennnnnnnn. 60

KOHTPOJIBHBIE BOIIPOCHI M TECTBI «euvurerenserensrnssssnsossnsssnssssnsess O3
OTBeTHI K Y4E€OHO-TECTOBBIM 3AZAHUAM.....cceveeereneecsennecsenneenes O8
(03107 (0D 50 17§ (=) 0T U 11741 25 (P 69
HoBble U3JaHUA 11O JUCIHHUIITIIHE ....cceeeeerererececacececesesesesssasesess 73



Cnucok cokpaLeHui

o

A AHTCTpEM

CNHb LraHreMorio61MH

CcO YrapHsblii ra3

CO, Yriexuciblii ras

Hb TeMornOo6MH

HbA, T'emorno6uH A,

HbA, TeMorno6uH A,

HbCN TeMUIVIOOUHIIMAHUT

HbCO Kap6okcureMormoouH

HbF ®eTaIbHBIN TeMOTITIOOUH

HbE; HbP OMOpHOHANBHBIN IreMOIIOONH

HbS CeprHoBH/IHOKJIETOYHBIN reMOIIOOMH
MetHb MeTremorio6uH

NaN,;Hb A3u-MeTreMornIo6uH

NaN;MetHb A3vaMeTreMoIoOH

(NH,),SO, CynbdaT aMMOHUS

pH BozopozanbIii mokasaTesnb

SHb CynbhreMorio6uH

JOTK JudocdormnueprHoBas KUCI0Ta

MPHK MaTpuyHas pruOOHYKIeMHOBasA KUCIOTa
(H.y.) HopwmasbHble ycioBusa

OLK O6beM UPKYIUPYIOIIEH KPOBU

PHK PrOOHYKJIEMHOBAsT KMUC/IOTA

CKA CepIIOBUAHOKJIETOUHAA aHEMUA

ario Llenb 1iepeHoOCa 3JIEKTPOHOB

Yo Ynaerpaduoner

XNBC XpoHUYEeCKHe UllleMUYecKre O0Ie3HU cepAlia
XOBJI XpoHHUYecKre 0OCTPYKTUBHBIE OOIE3HU JIETKUX

JIIo OPUTPOIIOSTUH



lpeaucnoBue

I[Ipeanaraemoe yuebHOe MMOCOOHE MpeACTaBIAET 3aKOHYEHHOE
IIpoMu3Be/ieHHe, BKJIIOYArOIee: CIUCOK COKpAIleHUH, Mpeaucio-
BlU€, BBeJleHe, OCHOBHOU TEKCT MMPOU3BeIeHUs, Pa30UTHIN Ha MATh
IoC/IeI0BaTeNbHBIX IJIaB, CIUCOK JIUTEPATyphl, KOHTPOJIbHBIE
BOITPOCHI U TECTHI, @ TAK)XKE OTBETHI K yUeOHO-TECTOBBIM 3aIaHUSIM.

V3gaHue mpezacTaBisgeT coO0M cHCTeMaTU3UPOBAHHBIM KOM-
TIO3UT KJIACCUYECKUX AAaHHBIX IO CTPOEHHI0, OMOJOTUYeCcKOM
byHKIIUYM, GU3UKO-XMMUYECKUM CBOMCTBaM, CTPYKTYPHOU Xapak-
TEPUCTUKE U KJIUHUKO-AUATrHOCTUYECKON POJIM TeMOTTIOOUHOB,
JIOTIOJTHEHHBIX HOBEUIIIMMH B3IJISIZIaMHU 10 OCBEIN[aeMbIM BOIIPOCAM,
VHTETrPUPOBAHHBIM, CUCTEMATU3UPOBAHHBIM U aZlallTUPOBAHHBIM
aBTOPaMH /IJIsI a/IeKBaTHOT'O BOCIIPUATHS.

B mepByI0 ouepezib, KHUTa CO3/jaHa JJI1 MOJIOZABIX YIEHbIX, NHTe-
pPeCyIoIuXCcs, B CHIy cienuUKU cBoero obpasoBaHus, Ipobiie-
MaMU 3PUTPOHA, TETEPOTEHHON CUCTEMBI TeMOIVIOOMHA U ee KJIIO-
YeBOU POJIM B a/IeKBATHOM O0OeclledYeHHUH ABIXaHUSI U adpOOHOT0
MeTaboIM3Ma B CaMOM IIIMPOKOM CMBIC/TE. [JTaBHbIEe a[pecaThl ITOCO-
OusA: CTyZeHTbl OMOJOTUYECKUX, MEAUIIMHCKUX W BeTePHUHAPHBIX
baKyIpTeTOB CcpesiHero nmpodeccroHaIbHOTO 00pa3oBaHus, aKaje-
MHUYECKUH OaKajaBpHaT, aCIUPaHThl. ABTOPHI BRIPAXKAIOT HAZEXK/Y,
YTO M3JaHUE OKaXKETCS IOJIE3HBIM U /11 HAyYHBIX COTPYAHUKOB,
M3yYarouuX acCOIIMUPOBAaHHBIE C TKAHEBHIM JbIXaHUEM OesKH,
a TakXke BpadyaM-CIIelIMaJuCcTaM, pabOTHUKaM OMOXUMUYECKUX
naboparopuii 1eueOHO-TPOPIAKTUIECKUX YIPEKIEHUH.

B OOJIBITUHCTBE ZOCTYIHOM y4eOHOM CIlelMaJbHOM JUTEpa-
TYpPBI pa3ziesibl, B KOTOPBIX IIpeJAcTaBieHa OMOXUMUS IeMOTI0O0H-
HOB, CyII[eCTBEHHO Pa300IleHbl M0 yueOHOMY IJIaHy BO BpeMeHU
1 B y4eOHHMKe, a pa3pO3HEHHOCTh MaTeprasa 1o oJHOMY OOBEKTY
V3ydeHUus 3aTpPyAHseT GOPMHUPOBAHME OOIINEro MpezcTaBIeHUs
1 WCIIOJIb30BaHUE ero B JanbHelineM. Kpome TOro, mosBasioTCa
BCe HOBBIE JaHHbIE O KIMHUKO-TUarHOCTUYECKOH POJIM reMOoTIo0u-
HOB, HECMOTPSI Ha TO, YTO OHU OTHOCATCS K Hanbojiee U3y4YeHHbIM
6enkaM. [ToaToMy B mocobur 060061eHbI B JOCTYITHOM JJIsT TIOHU-
MaHUsI CTWIE U JIOTUYECKOH OC/IeZI0BaTETbHOCTH OCHOBHBIE COBpe-
MeHHbIe Hay4JHbIe MTPEe/ICTAaBIEHHA O TeMOIIOOMHAX YeIoBeKa.
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B pesysnbTaTe M3ydyeHUs MaTepHaOB JaHHOTO yueOHUKA CTY-
JIEHT J0/KeH OCBOUTD:

mpyodosbste delicmaus

* BJIa/IeHUS] HaBBIKAMMU JAMArHOCTUKU ITaTOJIOTUYECKUX COCTOS-
HUH 4eJI0BeKa I10 U3MEHEHMIO COOTHOIIEHUI TUIIOB TeMOITIO0MHA
B KPOBU;

* MeTOJaMU KauyeCTBEHHOTI'O OIpee/eHHs U KOTUIECTBEHHOTO
aHasIM3a reMOIVIOOMHaA;

HeoOXxo0uMble YMeHUS

* BBIIEJIATh TUITHI TOPPUPHHOB;

* kjJaccupUIMPOBATh IeMOIVIOOMHBI 10 MX ITPOUCXOXKAEHHUIO
1 3HAYMMOCTH;

* OIpeJesATh IaTOJOTHYECKHE TUIIbI T€MOITIOOMHOB;

HeoOXxo0uMble 3HAHUSA

* OMOJIOTUYECKOH POJIU U MPOUCXOKIEHHUSA T€MOIJIOONHOB;

* CTpPOEHUs U CBOMCTB I'eéMOITIOOMHOB;

* kJaccuduKanuy reMoB;

*  (OUBUKO-XMMUYECKUX CBOHCTB reMOB U HATUBHOIM MOJIEKYJIBI
reMOoIJIOOMHa;

¢ DJOBOJIIOIIMH I'eHOTHUIIOB reMOoIIOOMHa.



BBepeHue

CoBpeMeHHBbIE IIpeACTaBAeHHUs 00 SBOMIONNY KU3HU Ha HaUIeH
IUIaHeTe CBU/ETEILCTBYIOT O TOM, UTO IIepBble OPraHU3MHEI, BO3-
HUKIITWE Ha IUIAHETE ¥ IPOCYINECTBOBABLINE MUWUTHAPABI JIET, ObUIH
obsiuzamHbiMU aHA3pobamu. DTO OYEBUJHO C YYETOM HUYTOXKHO
MaJIOro IIPUCYTCTBUSA KUCIOpoZAa B atMocdepe 3eMId TeX BpEMEH.
Ho 3aTo nepBUYHEI! OKeaH 6bUI 60TaT NPUMUTUBHBIMY OpraHuye-
CKMMH BEIIECTBAMU, HEOOXOAUMBIMU AJis1 06ecedeHus Ku3HeAes-
TEeJIbHOCTY UMEHHO 3TOM I'PYyMIIbl OPraHU3MOB.

B zgasbHeHIIeM IPOM30IUIO KPYIIHEHIIIee 3BOMIOLOHHOE COOHI-
THe — BO3HUKHOBeHUe npoliecca ¢poTocuHTE3a, 3HAMEHOBAB-
Iee MOABI€HUE HOBOU T'PYIIIBI XXUBOTO — aymompogos. ToNbKo
C 9TOr'0 MOMEHTA 3BOJIIOIUM CYIIeCTBOBAHYE XKU3HU B [NIOOATHLHOM
Macirrabe CTamo HE3aBUCUMBIM OT HAJIMYMS OPTaHUYECKOTO CHIPBSA
B ruzipocdepe. Tak kak ayToTpodHbIE OPraHU3MBI BHIEJISIOT B IPO-
1fecce poTocuHTe3a GOMBIIOE KOJIMIECTBO KHUCIOPOAA, UX PA3MHO-
’KeHMe TIOBJIEKJIO Pe3Koe U3MEHEHMe COCTaBa 3eMHOU aTMocephl
C HaKOIUIEHHEM OTpOMHBIX KonudecTB O, (o 21%). U no ceit AeHb
dOoTOCUHTETHUECKUI NIPOLIECC SABIAETCS €JUHCTBEHHBIM KPYIIHBIM
HCTOYHWKOM KHCJIOpOJa Ha 3eMIe.

TTosiB/IEHIE TAaKOT'O «yAOGHOT0» OKUCIUTEJIS, KaK KUCIOPOZ, AaJI0
OPraHM3MaM-IIOTPEOUTENAM IIPEKPACHYIO BO3MOXXHOCThH OoJiee
3¢ deKTUBHOrO U3BIEUEHUS SHEPTUU OPraHMYECKUX BEIIECTB, YTO
TIPUBEJIO K SBOJIIOLIMOHHOMY BO3HMKHOBEHHIO BHavajle Gakyasma-
MueHbLX aHaspobos, a 3aTeM U aspoOHbLX OPraHU3MOB.

[TpenMyIIecTBOM a3pOOGHOTO OKMCIEHUS ABAAETCS OOabIIuii
KOJIMYeCTBEHHBIN SHepreTUYeCKUH BBIXOZ Ha eIJMHUITy MacChl Opra-
HHUYeCKOro cybcTpaTa. Hampumep, mpu ogHOM aspo6GHOM OKHUCIe-
HUY OJHOM MOJIEKYJIHI TIIOKO3BI 06pa3yeTrcsa 36—38 mosekyn ATO,
TOTAA KaK IIPH aHadpO6GHOM OKHUCIEHUN OJHONH MOJEKYJ/IbI TIIOKO3BI
B IIpoliecce IMIMKOJU3a CUHTE3UpyeTcd JUlllb 2 MOJaeKyasl ATO.
O beKTUBHOCTH adpO6HOI0 dSHepreTUIeCcKoro katabosmama ormpe-
JieJIfIeT SBOMIOIUOHHYIO IIPOTPECCUBHOCTh OPTaHM3MOB, UCIIONIb3Y-
IOIUX ABIXaHUE.

dopMupoOBaHNE MHOTOKJETOYHEIX OPraHU3MOB HeH30eXHO
IIPUBEJIO K BOSHUKHOBEHMIO ITPOGIEMBI JOCTaBKM aTMOCPEPHOTO
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KHCJIOPO/ia BO BCE CTPYKTYPH M KJIETKU OHOJOTHYECKUX CHCTEM.
[TosiBNIEeHME TYMOPAaJbHBIX MECCEH/XKEPOB, TPAaHCIOPTUPYIOIIHUX
ABIXaTebHBIE Ta3bl, IIPEACTABIAECTCA OYEBHAHBIM PEIIEHUEM JTOMH
IIpOOIEMEL.

B x07ie 3BOJIIOIUH Y TO3BOHOYHBIX BEIPAOOTAIOCh IBA OCHOBHBIX
MexaHW3Ma, 06ecleuMBarOINX CHAabXeHHe KJIETOK ITOCTOSHHBIM
Y IOCTAaTOYHBIM KOJIMYE€CTBOM KucIopoza. I[lepBriit — aT0 crcTeMa
KpOBOOOpalleHus, KOTOpasi aKTUBHO ITOCTABJISET KJIETKaM KUCJIO-
poa. Bropoe BakHel#i1ee npucocobieHne A1 CHabXXeHus KJIeTOK
KHUCJIOPOZIOM, ITO3BOJIMBLIEE IIPEOAOJIETh OTPAaHUYEHUA, 0O6YCIOB-
JIEHHbIE HU3KOH PaCTBOPHMOCTBIO KMCJIOPOZAA B BOJAE, — JTO IOAB-
JIEHUE B IIPOIECCE 3BOJIOIUHU CIEIUAJbHBIX MOJIEKYJI — IIEPEHOC-
YHUKOB KUCJIOPOJA.

Y ITO3BOHOYHBIX TAKMMHU MOJIEKY/IAMH CJIY>KaT OeTKY TeMOTIOOMH
U MuorobuH. O6a 6eika UMeIOT oblree SBOMIOLMOHHOE IIPOUCXOXK-
JIeHHEe, TIOX0XKYI0 KOH(GOPMAITUIO TTOTUIIENTHAHBIX IEIIed U, COOT-
BETCTBEHHO, aHAJIOTMYHYIO PYHKIIMIO: TEMOIVIOOHH, COZepKAIIIMICS
B DDUTPOILIMTAX, UT'PAET POJb ITIEPEHOCYHMKA KHUCIOPO/Ja KPOBBIO,
a MHOMIOOHMH, HaXOAALIUICA B MBIIINAX, BHIIOIHAET GYHKIIHIO
Pe3epBHOIO UCTOYHMKA KUCIOPOJa U 0bjierdyaeT TPaHCIOPT KUCIIO-
poZia B MBIIIIAX.

ITpucyrcTBHUe reMorniobrHa B 50 pa3 yBeJIMIMBaET CIIOCOOHOCTD
KPOBH IIEPEHOCHUTh KUCJIOpoA. KpoMe TOro, oH UrpaeT XXKU3HEHHO
B&)KHYIO POJIb B TPAHCIIOPTE YIVIEKUCJIOTO I'a3a ¥ MOHOB BOAOPOZAA.

OzaHaxo MUOIIOOMH ¥ TeMOIVIOOMH OT/IMYAIOTCS YPOBHEM KOHEY-
HOM CTPYKTYPBI: MHOTJIOOMH MMEET TOJNBKO TPETUYHYIO CTPYKTYPY
(sBNIfIETCS MOHOMEPOM), a FeMOIVIOOMH — YeTBEPTHUYIHYIO (SIBJIA-
eTcsa TeTpamepoM). Hasmuuue BrICHIEH CTPYKTYPH Y TeéMOTTIOOMHA
IIpHZAeT dTOMY OeJIKy CBOMCTBA, OTCYTCTBYIOIIME Y MHOIIOOHHA,
B IIEPBYIO O4YepEb, BO3MOXXHOCTh PETY/ISAIMH €r0 PyHKITHH.

KpoBb exeZiHEBHO ITEPEHOCUT U3 JIETKUX B TKaHU 0KouIo 600 1 O,,.
V13-3a IUI0X0# paCTBOPUMOCTH B BOJZie IPAKTHUYECKH BECh KHCIOPO/,
CBfI3aH C reMOIIOOMHOM 3PUTPOLUTOB. KOMMYECTBO IIOIydaeMOro
TKaHAMM KHUCJIOPOZA 3aBUCUT OT CIIOCOOHOCTH reMormobuHa oTja-
BaTh €T0 B KAIWUIAPax TKaHel. C y4eTOM TOTr0, YTO KHMCIOPO/ SABJIA-
€TCS CHILHBIM OKHCJIUTEEM U U3OBITOK €ro MOCTYIUIEHUA B TKaH!
MOXET IIPUBECTH K IOBPEKIEHUIO CTPYKTYPHI ¥ PYHKIIUY MOJIEKYJT
KJIETKH, CIIOCOOHOCTh reMOIVIOOMHA perysIupoBaTh CPOACTBO K O,
B 3aBUCMMOCTH OT TKAHEBHIX YCJIOBUH fABIAETCA €r0 BaKHeHIIeH
XapaKTePUCTUKOIM.



nasa1
bUOJIOTUYECKAA POJIb
U NPOUCXOXKAEHUE TEMOIJIOBUHOB

1.1. MecTo remorno61HoOB B AbIXaTe/IbHOM
GyHKLUM opraHn3ma

Kuciopoz sBiasgeTcs OJHMM M3 CaMBIX CJ1ab0 pPacTBOPUMEIX
B BOJI€ T'a30B: ero pacTBOpUMOCTh (H.y.) — 4,9 mu1 B 100 M1 Bogb!
(ana cpaBHeHus, pactBopuMocTh Cl, — 461 miu/100 M BogEL, pac-
TBOpUMOCTb CO, — 171 mu/100 mun). [TosTOMY JIMLIIE HUYTOXKHAA
ZI0JIST KMCJIOPOJa MOXET TPAaHCIOPTUPOBATHCS IUIA3MOM KPOBH
B CBOOOAHOM BHJ€E. AHAJIOTUYHBEIM 06pa3oM YIJIEKHC/BIN ras
He MOXXET TPAHCIIOPTHUPOBATHCA C AOCTATOYHOU CKOPOCTBIO OT TKa-
Hell K JIETKUM B IIpOCTOM pacTBope. CirieJoBaTeIbHO, MHOTOKJIE-
TOYHBIM a3pOOHEIM U (aKyJIbTATUBHO-aHA3POOHEIM OpraHU3MaM
HeOoOXOAVIM TPaHCIOPTHHIN T'yMOPaJIbHBIA MeXaHU3M, CIIOCOOHBIM
CEJIEKTUBHO M 06paTUMO CBA3BIBATh AbIXaTeNbHbIE ra3bl. Y 607b-
IIMHCTBA BHICIIUX XUBOTHHIX 3Ty QYHKIMIO BHIIIOMHAET CUCTEMA
JbIXaTeJbHBIX TUTMEHTOB. B HacTosIee BpeMsa U3BECTHH YeTHIpe
JBIXaTeNbHBIX TUTMEHTA, BCTPeYalonIXcs B OpraHu3Me COBpeMeH-
HBIX KUBOTHBIX: 2eM02/100UH, 2eMOUUAHUH, XTIOPOKDYOPUH U 2eM3-
pumpuH. VI3 HUX TOJBKO reMOLIMaHUH COAEPXKUT MeJb, B COCTaB
OCTaJIbHBIX BXOZUT JKejie30. BIU3Ko pOACTBEHHBIMU II0 CTPYKTYpE
SBJIAIOTCSA TeMOIVIOOUH ¥ XJIOPOKPYOPHH.

I'maBHas 0COOEHHOCTH ABIXaTeJIbHBIX O€IKOB, ¥ reMOIJIOGMHOB
B TOM 4MCJIe, 3aKJII0YaeTcsa B 00paTUMOM NPUCOeANHEHUH KUCTIO-
poJia, CBA3LIBAHUU €0 ITpU aTMochepHOM JaBlIeHUU U OCBOOOXK€e-
HUY B YCJIOBUSX HEZOCTATKA.

T'emorno6uH (oT rped. haemo — KpoBb M JiaT. globus — map) —
KpacHBIH jKeJle30CoAeprKallUii TUTMEHT, OH K€ OCHOBHOM JbIXa-
TEJIbHBIH TUTMEHT KPOBU UeJIOBEKA, IIO3BOHOYHBIX U HEKOTOPHIX
6€eCIO3BOHOYHEIX KUBOTHHIX. OTHOCUTCS K CJIOKHBEIM GeKaM —
XpOMOIPOTEUIAM.



T'emornobun (Hb) 6buT mepBBIM OEIKOM KMBOTHOT'O ITPOMC-
XOX/EHUS, KOTOPHIN YAaJI0Ch OMYYUTh B KPUCTA/UIMYECKOM BU/E
(Hunefeld, 1889). 3ToT 6e10K IIMPOKO paclIpoCTPaHEH CpesU BCexX
3YKapUOTUYECKUX OPTaHU3MOB — OT IIPUMUTHUBHBIX OJHOKJIETOY-
HBIX (ApOXOKeH) A0 BBICIIMX NMO3BOHOYHHIX. [Ipuuem, Hb sBis-
eTCs IEPBUYHBIM aKLIEIITOPOM KUCJIOPOJa B OTIMYUE, HAIpUMeED,
oT MuornobuHa. Ero komudectBo, cogepxaiieecsi B 100 M1 KpoBH,
CBA3BIBaeT 0Koj0 20 MJ ra3zoobpasHoro Kucaopoza. l'eMornobus
YacTO Ha3bIBAIOT ALIXaTeJbHHIM ¢epMeHTOM. [Io ompezeneHUIO
M. Perutz, oH — «MOJIEKYJISIPHOE JIETKO€E», XOTS CPOACTBO reMOTIJIO-
6U1Ha K KHUCJIOPOAY HEBHICOKO. CyIeCTBYIOT JIMTaHARI, IO OTHOIIE-
HUIO K KoTOphIM Hb o6nazjaeT 3HaunTebHO 60IbIIENH TPOITHOCTBIO:
k HUM oTHocaTcsa CO u NO. U eciu B3aumogeiicteue Hb ¢ NO npez-
CTaBseT JUIIb TeOpeTUYeCKUit uHTepec, To accouuanus Hb-CO
uMeeT 60bIII0e GU3UONIOTTIECKOe 3HAUYEHUE.

Y MHOruX 6€eCII03BOHOYHBIX reMOIIOOUH CBOOOAHO pacTBOpPEH
B KPOBH. ¥ ITO3BOHOYHBIX ¥ HEKOTOPHIX O€CIIO3BOHOYHEBIX KUBOT-
HbIX Hb HaxoguTcsa B KpaCHBIX KPOBAHBIX KJIE€TKAX — 3PUTPOLM-
TaX. DTU KJEeTKM 006pasyloT BaXKHEHINYI0 TKaHb Tejla YeJOBEKa,
UX OOIIMI BeC ITOYTH PaBEH BECY IEYEHU.

3pIIITpOI.|IIITbI — OY€Hb MEJIKMEe NCeBaoOKNETOYHbIE CTPYKTYPbI.
Nx Henb3A Ha3BaTb KNe€TKaMu B NMOSIHOM CMbICNE, TaK KaK OHM
JINWEHDbI AApPa, MI/ITOXOHApI/II?I N Apyrux opraHenn.

ITpuMeyaTe/NbHO, YTO B COOCTBEHHOM MeTabo/IM3Me SpUTPOLIUTA
KHUCJIOpOZ He ucnonb3yercs (AT® cunresupyercs aHaspobHo). Hb —
CaMbI¥ IIaBHBEIA 6eIOK SpPUTPOIUTOB, cOoCTaBIsgomui 35% oT ero
obmeit Macchl. B oZHOM 3pUTpoOIUTe cpefHero pasMmepa (7 MKM)
copepxwurcsa 15—20 MKr remomiobuHa. B paHHeM Bo3pacTe, KOrAa
KJIETKU O4YeHb KpYINHBIE, COZepKaHUe IeMOIVIOOMHA Y YeloBeKa
MoXeT gocturath 60 MKT 1 6osee. [TogcaUTaHO, YTO B OAHOM SPU-
TPOLIUTE coAePUTCA 0KoIo ~ 340 000 000 mosekys remoriobuHa,
KaXZlafd U3 KOTOPBIX COCTOUT IIpuMepHO u3 103 aToMOB.

B opranusme Hb BrinonnseT cienyiomue 6uonorndeckvie GyHk-
117078

1. TpaHCIIOPTHO-ABIXATEIbHYIO:

— nepeHoc kucaopoza (O,) u3 1erkux k nepudepudecKuM TKa-
HAM;

— mnepeHoc yriekucaoro rasa (CO,) U KaTHOHOB BOZAOPOJA
oT nepudepryecKrx TKaHe! K JbIXaTeJbHEIM OpraHaM JJis Iocjie-
ZYIOIIETO BBIBEJCHUA U3 OpraHU3Ma.
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2. Bydepnyto B noAsepXaHUM KHUCJIOTHO-OCHOBHOI'O paBHOBe-
cusa KpoBU. BydepHasn cucrema, cozgaBaemas Hb, cmoco6cTByer
coxpaHeHHI0 pH KpOBU B OIlpe/ieIEHHHIX Ipejesax: reMormoou-
HOBEIH Oydep sBIAeTcs caMbIM MOIIHEIM 6ydepom kpoBHu (= 75%
oT ob1meit 6ydepHOl eMKOCTH KPOBH).

TeMOITOOMH MOXXHO CYHUTATh CBOETO POAia MOZAEJBHBIM OETKOM,
CTPYKTypa, CBOMCTBa M PyHKIIMH KOTOPOTO Haubosiee IOIHO U3Y-
YeHHI [10 CPaBHEHUIO C APYrUMHU OesKaMy Ha NMPOTSHXKEHUH ITOCIe-
Hux 50 jyeT. JIMTENbHBIN TIEPUO/, MCCIEAO0BAHUM reMorobuHa
BO MHOTHX JIJab0paTOpUAX MHUpa IPUBEJ K 3HAYUTEIHHOMY IIPO-
rpeccy B IOHHUMaHUU ¥ OIIMCAaHUU GU3NYeCKIX, XUMUYECKUX U 6110-
JIOTUYECKUX aCIEKTOB ero GyHKIMOHUPOBaHMUA. AMEPUKAHCKUH
¢usuk Hopfield mazpas Hb atomoMm Bozopozsa coBpeMeHHO# 610-
XMMUHU, Mes B BUZy, UYTO U3ydeHHe reMorMIoOMHa CHIrpalo B 61o-
XMMUU Ty XK€ POJIb, YTO U U3yYE€HUE aToMa BOAOpoAa B pu3uKe.
TeMOryIOGMH HA3BIBAIOT TaKXKe MOYETHHIM (GEePMEHTOM, IOCKOIBKY
HCCIeJOBaHUA ero CTPYKTYPHL B CTaTUKe U JUHAMUKe II03BOJIIIN
3HAYUTEIHHO IIPOABUHYTHCSA B IOHUMAaHUN MEXaHU3MOB QYHKIIHIO-
HUPOBaHUA PepMEHTOB.

1.2. KneTouHble 0CHOBbI reMUYecKOro AAbIXaHUs

1.2.1. Opurpomnoss

3pIIITpOH — CJ1I0XKHaA KJieToYHaAa CUCTEMa, BbINOJIHAIOLWaA BbICOKO-
cneumnanmsnpoBaHHYIO (I)yHKLI,I/IIO TPaHCNOPTa 02 13 anbBeOJIAPHOIo
BO3yXa B TKaHW.

CucTeMa >pUTpOHA BKJIIOUaeT B cebsA cieAyloliye KaTerOpUH
KJIeTOK:

— AApocoAepKalue SpUTPOUIHEIE KJIETKU KOCTHOI'O MO3ra;

— PETHKYJIOLMTEI KOCTHOTO MO3ra;

— PETHUKYJIOILIUTHI KPOBU;

— 3peJible SpUTPOLIUTHI.

BaxkHeiilas posib B OGHOBJIEHUH KJIETOUYHHIX CTPYKTYpP IPH-
TPOHA IIPUHA/JIeXKUT TKaHAM KPaCHOI'O KOCTHOI'O MO3ra. JpUTpo-
WAHBIA POCTOK KOCTHOr'O MO3Ta MOJJep>KMBaeT Ha MOCTOAHHOM
yPOBHE IONyAANUIO B 25-1012 UpKyAUPYIOIIUX SPUTPOIUTOB,
KOTOpHBIe coZepkaT 750 r remorsiobuHa. TeM He MeHee B KOCTHOM
MO3re HaXOAUTCA JUlllb 6% KJIeTOK 3pUTPOHA, a 94% — B IIUPKY-
JIUPYIOIIEN KPOBH.
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ITepBBle IPUMUTUBHEIE KJIETKU SPUTPOINO33a OOHAPYKUBAIOTCSA
B JXeJITOYHOM MeIIKe y)Xe B KOHIIe BTOPOM HeZieiu pa3BUTUSA SMOpU-
oHa. KpoBeTBOpeHHe HauMHAeTCA B XEJITOYHOM MeIIKe U3 KJIETOK
Me3eHXUMBI OJHOBPEMEHHO ¢ PasBUTHEM COCYZOB (aHTHOobacTH-
yecKuii nepuos). MeaeHXMMHEIE KIETKU IIpeo6pasyioTcs B IepBUY-
HbI€ KJIETKU KPOBH.

[lepBuYHBIEe 2emo2ucmuobiacmsl ABAAIOTCA KPYIIHBIMU OKPY-
TJIBIMH KJI€TKaM¥ ¢ 6a30QMIbHOM IUTOILIA3MOM M XOPOIIIO 3aMeT-
HBIMHU I7IBIOKaM¥ XpOMaTHHA B f/pe. DTU KJIETKHU YCUIEHHO IIPO-
nudepupyIOT U IpeBpamaloTcsa B mezanobaacmst (IepBUYHHIE
spuTpobsacTtsi). HesHauuTeNbHaA 4aCTh FeMOTUCTHOOIACTOB OCTa-
eTca B HeguddepeHIMPOBAaHHOM COCTOSHUH U JaeT B JaJbHelIeM
HAvaJIo CMeoJ08bM Kjlemkam-npeduiecmaeeHHukam (remouurobia-
CTaM) — pOZOHadYajabHEIM 3JIeMEeHTaM BcCeX MOCAEeAYIOMUX Kie-
TOK KpoBH (puc. 1.1). V3 3TUX KJIETOK ellle B COCYZAaX KeJITOIHOT'O
MeIlIKa Pa3BUBAIOTCA BTOPUYHEIE SPUTPOOIACTEL.

Ha 4—5-i1 Heflesle IPOKCXOAUT aTpOodUA KEITOYHOrO MeNIKa
U MecTOM O0Opa30BaHUA KPOBAHBIX KJIETOK CTAHOBATCS II€YEHb,
KOCTHRIA MO3T U IuMaTdeckue y3iasl [leueHb y oMOpUoOHa 3aKJia-
AbIBaeTca Ha 3—4-11 HeZese IIyTeM BpPaCTaHUA KeJIe3UCTOTO JIIH-
TeJIVA JBEHAILIATUIIEPCTHON KUIIKYU B ME3EHXUMHYIO TKaHb. [Ipu-
MEpHO K 5-1 HeZiesle pa3BUTHA B IledeHU HaYUHaeTcs o6pa3oBaHue
KJIETOK KPOBU. DMOpHOHA/IbHAA II€YEHb, II0-BUIUMOMY, SIBIAETCSA
MECTOM «4HCTOI'O» SPUTPOIIO33a U B MEPUOZA OT 3 A0 4 MecC. BHY-
TPUYTPOOHOTO Pa3BUTHSA SPUTPOUAHEIE IPEIIeCTBEHHUKU COCTAB-
J10T pubu3uTenbHo 50% Bcex AAPOCOAEPKAMUX KJIETOK ITOTO
opraHa. [ledeHp — INIaBHBIM OpraH 3puTponoasa ot 3 go 6 mec.
BHYTPUYTPOOHOT'O pa3BUTUA, NIPOJOJKAET BhIpabaTHIBAaTh 3pU-
TPOIIATHI B IIepBYIO HeJeslo Iocyie poxJeHuA. VICTOYHUKOM Kpo-
BE€TBOPEHUSA B NI€UYEHU ABJAIOTCA PETUKYJOIUTH ME3€HXUMEI,
M3 KOTOPHIX AU depeHIINPYIOTCS reMOrucTHOOIacThl, 0O6pasyio-
e Meraao0/acTsl.

MuesouAHEIN reMON033 HauWHaeTca K 12-i1 Hefjesle BHYyTpHU-
yTPpOOGHOTO pa3BUTHUA, KOTZA IMPOUCXOJUT 3aKJaZKa KPAacCHOTO
KOCTHOTO MO3ra U Cejle3eHKM, aKTUBHO y4aCTBYIOIIUX B KPOBET-
BOpeHUU. Bo BpeMs mociefHero TpUMecTpa BHYTPUYTPOOHOrO
Pa3BUTHA KOCTHBIM MO3T SIBJISIETCS IJIAaBHBIM MECTOM 0Opa3oBaHuUsA
KJIETOK KpoBU. KonmyecTBO KOCTHOMO3I'OBHIX KJIETOK CTAHOBUTCA
MaKCUMAaJbHBIM IpuMepHO K 30 HezenaM BHYTpUyTPOOHOTO pas-
BUTUA, XOTA 06b€M KOCTHOMO3I'OBOM TKaHU IIPOJO/IKAET YBEIUIK-
BaThCA 0 paspenieHnsn 6epeMeHHOCTH.
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[TepBUYHBIN
remoructuobnact

Y
Merano6mact
(mepBUYHEI SpUTPOGIACT)

Y
T'eMmoruTob1acT
(cTBOMIOBAA KJIETKA)

Y
Temorucruobiact

Y
Merasiobaact

Puc. 1.1. Cxema KnetouHou anppepeHuUnpoBKN
paHHero 3pMTponossa

K xoHIly BHyTpUyTPOOHOTO MepuoJia KpOBETBOPEHUE B ITeUYeHU
MpeKpamaeTca U KPaCHBIM KOCTHBIN MO3T OCTaeTCA €JUHCTBEHHBIM
OpraHOM, TZe IPOUCXOAUT DPUTPO- U MUEJIOIN033 HA IIPOTHKEHUU
Bceil mocieAytomeit xxusuu (taba. 1.1).

Tabnuya 1.1
(rapum 3puTpono33a
JTan 3puTpOoIno33a JPHUTPONOITHIECKHE ITepuoa onTOTE-
TKaHU He3a
Aurnobnacrtuyeckuii | XKeJITOUHBIN MEIIOK Jlo 4—5-i1 Hegenu
BHYTpHYTPOOGHOrO
pasBUTUA

[Teuenb, KpacHbIN KOCTHHH | C 4—5 g0 12-i
MO3T, TMM$aTHIECKUE Y3/Ibl | HeAEeIH BHYTPHY-
TPOGHOTO Pa3BUTHA

MueIonAHbIH [Neuenn, cenesenka, aumda- | C 12-i1 Hexemu
TUYECKHE Y3JIbI BHYTPHYTPOOHOTO
PasBUTUA JO POLOB
KpacHBIi KOCTHBIN MO3T C 12-#1 HepeH
BHYTPUYTPOOGHOTO

Pa3BHUTUA A0 CMEPTU

Ec/ii Ha paHHUX CTaJUAX SMOpUOHAIBHOTO pa3BuTus (o 12 He-
ZieJ1b) Tpeo61aatoT IepBUYHbIE SPUTPO6IacThL, TO K 20—25-i Hezene
cozepxxaHre HOpMO6JIacTOB 3HAYUTENbHO Bo3pacTaeT. Hopmobia-
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CTUYECKUI SPUTPOII033 HAYMHAETC IPUBIM3UTENBHO C 6-i1 Hezpenu
recranyu U K 10-i Hezee OoH cocTapiseT yxke 6omee 90% Bcex apu-
TPOUJHBIX KJIETOK.

Ha 5-m Mmecsiie BHyTpHAyTPOOHOTO Pa3BUTHA B CBSI3H C HAKOIUIE-
HHEM B II€YeHU IUIOZA TeMOIIOITUYECKUX BEIIECTB, ITOCTYIaomMIX
M3 MaTEePUHCKOTO OpraHu3Ma, MeranobjacTuieckoe KpOBETBO-
peHHe OKOHYATEJIbHO CMEHAETCA HOpMOOIaCTUUECKMM. DTOT THUII
SPUTPOII033a ABIAETCA €AUHCTBEHHBIM (PU3M0NIOrMYEeCKUM TUIIOM
KPOBETBOPEHUA B IOCTHATAJIbHOM IIEPUOJE.

OCHOBHBIMH KJIETKaMH, YIaCTBYIOIIMMHU B HOpMOOBIaCTHYIECKIX
SPUTPOIOITUYECKUX MPOIECCAX, IBAIOTCA ITPOHOPMOOIACThI, HOD-
MO06s1acThl ¥ HOPMOIUTHI. IIpeAecTBeHHUKOM 3TOT'O THUIIA KPOBET-
BOPEHMA ABJAIOTCA IIPOIPUTPOOIACTHI.

IIpoapumpobaacm, COCTaBJIAIOIMNHA KPaeyrojbHBINI KaMeHb
B JPUTPOIIO33€e, 3allpOrpaMMUpPOBaH Kak Ajas npoaudepaiuu,
TaK U JJjIs1 CUHTE3a, YIIaKOBKU U 3al[UThHI MOJIEKY/ reMOIJIOOHUHA.
V3 ogHOTro mpoaputpobiacra, umelomero o6bemM 0ko0mo 900 Mxm3,
IyTeM IIOC/IeZIOBaTEIbHOM TpaHchopMaluu obpasyiores 8—16 spu-
TPOITUTOB, cofiepxaiux A0 400-10° Monekysn reMoryio6MHa B Kax-
Jol Ki1eTke 06beMoM IpuMepHo 90 MkM3. DTo 6osbIIas KIeTKa Aua-
MeTpoM 20—25 MKM C KPYIVIBIM fIpOM, 3aHUMAIOMMUM 3 /4 KJIETKU
u 6asopuwibHOM 1HUTOINAa3MOU. [IpoapUTpo6NIacCTH B TeueHUE
3—>5 cyTok noaBepraioTca ganbHeimel auddepenuuanum (cospe-
BaHMIO) Y IIOCJIEAOBATEIbHBIM 3—4 MUTOTUYECKUM JeJIEHUAM, IIPO-
Xozs1 yepe3 MOP(}OJOTHYECKH THIIMYHBIE cTaauu (6a3odUabHBIE
U TOJUXPOMAaTOQIIbLHEIE KJIETKH), IIPEBPAIIAIOTCA B IIPOHOPMO-
IIUTHL U 3aT€EM B HOPMOITUTHI.

[TpoapuTpobiiacT 1ocsie AejIeHs TePSAET CBOU SAPHIIIKYA U AA€T
nBa 6azodunabHBIX npoHopmobracma (spurpobiacta) (AuaMeTpoM
12—18 MKkM) ¢ UHTeHCHMBHO 6a30uIbHOM IIUTOILIa3MOM U 6osee
KOH/IEeHCMPOBaHHBIM sAZ[poM (puc. 1.2).

V3 6a30pmIbHLIX IIPOHOPMOOJIACTOB B pe3y/abTaTe JeIeHUA
00pasyloTcs MOJIMXpOMATOPIIbHEIE IIPOHOPMOOJIACTHI, B KOTOPBIX
OTYET/IMBO HAKaILTUBAeTCA reMOoriobuH. IlomuxpoMaTopriIbHbE
IIPOHOPMOOJIACTHL NIOABEPTAIOTCA NOCAEAHEMY AeIeHUI0 U IIpe-
BpAIlaIOTCA B HEAEAIIMECS ITOTUXPOMaTOPIIbHBIE HOPMOOJIACTHI,
co3peBaroIye B OKCUGUIbHBIE (OPTOXPOMHBIE) HOPMOULUMBL.

Hopmouyum — mnociaeaHsasa CTaAuA PasBUTUA A/IEPHOU KpaCHOU
KJIETKY, pasMepbl 8—12 MKM. HOpMOITUTHI AessT Ha 6a30puibHbIe,
nonmxpomMatoTWwIbHbE M OKCUbWIbHbIE. Ha onpezeneHHOM cTa-
U PAasBUTHUA AP0 HOPMOIIUTOB, UMelollee BHavYajle paJuaibHyIO
CTPYKTYPY, CTAHOBUTCS IUVIOTHBIM, ITMKHOTUYECKUM U BHITA/IKMBAETCA
ITyTeM BHYTPUKJIETOYHOMN JeMapKallii ¥ BHEKJIETOYHOT'O JaBJIEHUS.
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T'eMoruTob1acT
(cTBOMIOBAA KJIETKA)

BazodwibHEI apuTpobIacT

v

IMomxpomaToQIIbHBIN
apurpobiacT

AnynobuibHEIN SpuTpobiact

v

IIpoHOpMOLIUT

v

Hopmouwut (3puTponut)

Puc. 1.2 Cxema knetoyHon audpPpepeHUnpoBKu
No3ZHero SpuTponos3a

Takum 06pa3om, HOpMOOJIACT IIpeBpAIIAETCA B HOPMOITUT, T.€.
TUIIUYHBINA 3peIbIA DPUTPOLIUT.

TOMBKO YTO IOCTYIUBIIME B OOIIHMII KPOBOTOK HOPMOIIMTHI
Ha3bIBAIOT pEeTUKYIOUUTaMH. ix Ha3BaHwue (reticulum — ceth) 06B-
sAcHsAeTcs 6a30QWIbHON CETOUKOMN, BHIABIAIOUIENCS B SHOIUIa3Me
IIpH OKpacke OpWLTMaHTOBOKPE3WIOBOH cuHeil. [lepuoz co3peBa-
HUA OT IIPO3pUTPOOIacTa O PETUKYIOLUTA COCTABISIET IIPUMEPHO
120 4, B cpesHeM 24 4 Ha KaXAylo CTaZuio pa3sButud. Co3peBaHue
PETUKYJIOLIUTOB HAaYUHAETCA B KOCTHOM MO3Tre U 3aKaHUYUBaeTCs
B IIUPKYAHpYIOleil KpOBU U B cejle3eHKe, KOTOpasAd HOPMAaJbHO
CEKBECTPUPYET HEKOTOPOE KOJIMIECTBO HE3PEJIBIX PETUKYIOIUTOB.

ITocKOJIBKY TeMOIVIOOHMH B 3PUTPOIIUTE He OOHOBJIAETCA, a HAX0-
JUTCS B KJIETKe BIUIOTH JO ee rubenu, ciefyeT OTMETUTb, YTO
OH CTaHOBUTCA IIpeobiaaronieil 4acThio KJIETOUHBIX 6eKoB (95%
CyXOM MacChl 9pUTPOIUTA).

B peTHKy/nOIUTaX MPOAOIKAETCA CUHTe3 reMoriobuHa elle
B TeueHue 3—4 cytok (cm. nmoamaparpad 1.2.2.). B npomecce
CO3pEBAHUSA PETUKYJOIUTOB IIPOMCXOAUT Ae3arperanusa noIUupH-
6ocoM Ha oTAenbHbBIe pubocoMEI. [TocTeneHHO KileTka 0CBOOOX1a-
eTcA OT puboCcoM, yTpaumMBaeT MUTOXOHAPUHU, MECTA CBA3bIBAHUSA
¢ TpaHcpeppUHOM, U CUHTE3 reMOIVIOOMHA IIpeKpaIaeTcs.

Kpome crioco6HOCTH CHHTE3UPOBATh I'eM U IJIOOWH, PETUKY-
JIOUVTHl COXPAHAKT O6MOXMMUYECKNE CBONCTBA MOJHOIEHHBIX
KJIETOK, 2 UMEeHHO: QyHKITMOHUpylomui nuki Kpebca, mpoieccs
a3po6HOro U aHA3POOHOTO OKUCIEHMA, TKAHEBOE JBIXaHUe.
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ITo Mepe cTapeHUs SPUTPOLUT CTAHOBUTCA Oojiee IUIOTHBIM,
HO COXpaHAEeT CBOIO F'MOKOCTDH M IBOSKOBOTHYTYIO GOPMY IIPX COXpa-
HeHUM MeTabonmdyecKUX IyTel, OTBETCTBEHHEHIX 3a INOZJAepiKa-
HUEe CTPYKTYphl U QYHKIMH KJIETKU Ha AOCTaTOYHO 3PPeKTUBHOM
ypoBHe. CHIXKEHUE 3TOr0 YPOBHA, 06YCIOBJIEHHOE MOCTENeHHOM
yTpaTtoii ¢epMeHTOB, KOTOphle BHOBb He CHHTE3UPYIOTCA, IPUBO-
JIUT K PUTMAHOCTU 3PUTPOIUTOB, 3aXBaTy UX GarolUTUPYOIUMU
MakpodaraMu U AeCTPYKITUHU.

1.2.2. CuHTe3 reMorjioOHHa B S PUTPOUJHOM KIeTKe

T'eMOr7IO6MH CUHTE3UPYETCA IMIaBHBIM 00pa3oM B pPETUKY/IOITU-
Tax. CUHTe3 MOJIEKY/Ibl TeMOIyIo6MHa COCTOUT U3 CHHTEe3a rema
U CHHTe3a rimobuHa. CHHTe3 reMa Haubosiee HHTEHCUBEH Ha CTa-
JTUU TIO3HETO SpuUTpobiiacra.

VICXOZHBIMM BellleCTBAMM 3TOrO IpoIjecca SBASIOTCA aMHHO-
KUCJIOTA TJIUIUH U CYKITUHWI-KO3H3UM A (puc. 1.3). [lmunuH ciy-
*KUT UICTOYHUKOM BCeX aTOMOB a30Ta IUPPOJIbHEIX KOJEI], a TAKXKe
YaCTH YIVIEPOAHEIX aTOMOB. OCTaIbHBEIE aTOMEI YIVIepoZia reMa IIpu-
HaZJjieXXaT CyKIJMHWIBHOMY OCTaTKy (B CHUHTE3€ OZHOM MOJIEKYJ/IBI
reMa y4acTBYIOT 8 MOJIEKY/ CyKIIMHWI-KO3H3MMa A).

COOH- CH,- CH,-CO S-KoA NH,-CH,-COOH
Cyxnunamn S-KoA 'munuH

Y Y
COOH- CH,- CH,-CO-CH,- NH,
S-aMI/IHOJIeBYJII/IHOBaFI KHCJIOTa

Y
IMopdobumuHoreH

v

YponopdupuHOreHb!

v

Komnponopdupunoren 11

v

[TpoTonopdupruHores IX

v

ITpoTonopdupun IX

v

I'EM

Puc. 1.3. CuHTeE3 rema
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Cunre3 mpoTonoppupHUHa IPOUCXOAUT B MUTOXOHAPHUAX. Tyza
’Ke U3 IUTa3MBI ITOCTYIIAEeT KeJIe30, IEPEHOCYUKOM KOTOPOTO SABJIA-
ercs 6e10K TpaHcheppUH.

Ob6pasymomuiica reM, B CBOIO O4Yepeib, MHUIIMUPYET TPaHC-
aamuio rmobunoBoi marpuyHoi PHK, cmocoberByer arperanuu
OYHKIIMOHUPYIOMIUX PUOOCOM U YCKOPAET ABMKE€HUE PUOOCOM
BA0sb MoJteKysnbl MPHK. CruHTE3 OeKOoBHIX 1ieTel io6uHa mpouc-
XOJUT B aKTUBHBIX MMOJIUPUOOCOMAxX, COCTOSAIUX U3 IIATU pUbOCOM,
COeUHEHHLIX BMecTe cTabuwipHOU mobuHoBoit MPHK.

CuHTe3 oO6MHa HauYMHAETCA C IMEPBHIX CTaAWM KJIETOYHOU
auddepeHIIMPOBKH SPUTPOUAHBIX KIETOK U, IMTOCTEIMEHHO yOBI-
Bas, IPOZOJDKAETCA B Mpoliecce co3peBaHuA spurTponura. CUHTe-
3UPOBAHHHBINA T'eM BBIXOAUT M3 MUTOXOHZPHH B LUTOILUIA3MY, TZE
coeAuHAETCA C IMOOMHOM, CHHTE3MPOBAHHBIM Ha ITOMMpubocoMax.
YeTrlpe 06pa3oBaHHBIX TaKUM 06pa3oM CBeAbOeproBHIX €JUHHIIBI
acCOIMHUPYIOTCA B reMormobuH-Terpamep (puc. 1.4).

Mumoxondpuu Pubocombl

CuHTe3 reMa CunTte3s miobuHa

T

Acconuanusa

v

T'eMmormobuu
(TeTpamep)

Puc. 1.4. Cxema cuHTe3a remornobuHa

1.2.3. Perynsanusa spurponossa

[MaBHBIM I'yMOpPaJbHBIM PEryJIATOPOM 3PUTPOI033a ABJIAETCA
IMOYeYHBIY TOpMOH 3puTponodTuH. Eme B 1950 r. Reissmann
IIpe/iCTaBU1 KOCBEHHEBIE JJaHHBIE B MOJIb3y SPUTPOMOITUIECKOTO
ropMoHa, 4 B 1953 r. Erslev npamo nposeMOHCTpUPOBAaJ €ro Ipu-
CYTCTBUE B IUTa3Me KpOBU aHEMUYHBIX KUBOTHHIX. Ha KjeTOYHOM
YPOBHE 3TOT 'OPMOH OKa3hIBaeT /iBa IVIaBHHIX ¢ deKTa:

1) cTumynanuio npoaudepanuu U co3peBaHud paHHUX U TIPO-
MEXXyTOYHBIX SPUTPOIIO3TUHIYBCTBUTEIbHBIX KJIETOK B OT/IeNIe 3pU-
TPOUZAHBIX NPeAIIECTBEHHUKOB;

2) MHAYKIUIO TepMUHAIbHOMN auddepeHIMaliU TO3LHUX SPU-
TPOIO3TUHYYBCTBUTEIbHBIX KJIETOK B IIPO3PUTPOOGIACTHL.
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Kpome Ha3BaHHBIX KJIOUYEBHIX AEUCTBUN IPUTPOIIOITUH CIIO-
cobeH MHUIIUMPOBATh JONOJHUTENbHBIE 3Q(eKTH, Urpaiue
OIIpeZie/IEHHYIO POJIb B YCIOBUAX SPUTPOIIO3TUUECKOTO CTpecca,
a UMEeHHO:

YKOPOUE€HNE UHTEPMUTOTUIECKOTO IIEPUOZA, T.€. MOBHIIIIEHUE
KOJIMYEeCTBAa MUTO30B 33 €JUHUIY BpEMEHU Y JeNAIUXCA KIETOK
SPUTPOHA;

* YCKOPEHHE CO3PeBaHUA HeAeNANUXCA KJIETOK IPUTPOHA
(HOpMOIIUTOB M KOCTHOMO3IOBHIX PETUKYIOLIMTOB);

* UCKJIIOYEHUE OAHOTO WIH HECKOJBKUX IIPOMEXYTOYHBIX 065-
3aTeJIbHbIX MUTOTUYECKUX AeIeHUN («IIepecKOKU» AeleHui);

* yMeHbIlIEHHE BEIUYNHBI «HE3PPEKTUBHOrO» SPUTPOII033a,
T.€. IpOLIeHTa r'ubey SpUTPOMAHBIX KJIETOK B KOCTHOM MO3TE.

OPUTPONO3TUHYYBCTBUTEIbHEIE KJIETKU HaXOAATCA B COCTOA-
HUY IIHPOKOTO BEIOOpA BO3MOXKHOCTH ITPEUMYIIECTBEHHOTO (9BpH-
Te€HHOI'0) CUHTE3a IeMOIVIOONHa onpezesieHHOro Truma. CTBooBas
KJIETKa MOCTEeIeHHO MpruobpeTaeT pelienTOpH A T'yMOpaIbHBIX
$aKTOPOB THUIIA SPUTPONOITUHA U BCTYNAET B AaJbHEHIy0 aud-
depeHIpOBKY. B x0z€e AuddepeHIUPOBKHA MOMYIALUA SPUTPO-
IIO3TUHYYBCTBUTEIbHBIX KJIETOK CTaHOBUTCS CIIOCOOHOM K HaKoO-
IUIEHUIO OZHOI'O M3 TUIIOB reMOITIOOMHA, YTO, B IIEPBYIO OUYepesb,
CBSI3aHO C KOJIMYECTBOM JI€JIEHUI, COBEPIIIEHHBIX SpUTpodiacTamu.
Takol mmepexoZ OCYIeCTB/ISIETCA Ha YPOBHE YHUIIOTEHTHBIX IIPe-
IIECTBEHHUKOB 3PUTPOIUTOB.

[To Mepe yBeIMUEHUS KOTUIECTBA SPUTPOIIOSTHHA B KPOBU dPH-
TpobsiacTel 06pa3yloTcs U u3 6ojiee paHHUX MPEANIECTBEHHUKOB,
HHTeHCHBHee GOpMUpYyeTCA MOMYJIALHA ¢ YCKopeHHoM auddepeH-
IIUPOBKOMH U, CJIeZI0BATENLHO, IIOBHIIIIAETCSA COZepKaHUe SPUTPOUS-
HBIX KJIETOK, CHHTE3UPYIOLIHUX reMOIJIOOHH.



InaBa 2
CTPOEHUE W CBOWCTBA
FTEMOTJIObUHOB

2.1. CrpoeHue remorno6uHoB

TeMOTIJIOOUHH TIPEACTABASIIOT CO00H MYJILTUMEPHBIE OEIKH.
OcCHOBHBIE THITBI reMOIIoOHMHa (CM. II. 3) MMEIOT 3HAYHUTEIbHOE
CTPYKTYPHOE CXOZCTBO: BCE OHM — Te€TPaMePHI, COCTOAIIHE U3 ABYX
map: mapbl HWAEHTUYHBIX CyObeZMHUII, IIPEACTaBICHHbBIX O-LIEIIAMH,
U XapaKTepHOHU A KaXXZOTo THIIa Apyroii mapoi f3-, y-, - uiu
e-1ereit. [IpuyeM, OT/IMYNA B aMUHOKUCJIOTHOM TOC/IE€Z0BaTEIbHO-
cTH B-, Y-, 0- U £-1[eNE€H OT (-IIENTU HE3HAYUTEIbHEI, YTO OOBACHIET
CXOJICTBO BHICIIMX CTPYKTYp (IIPOCTpaHCTBEHHBIE KOHGOPMAIINH
STUX ITOJHUIIENTHAOB BO MHOTOM aHAJOTHYHBI) U MHOTUX (PU3NKO-
XHMMHYECKHUX CBOMCTB reMoIryIOOMHOB. I3BECTHHI THIIBI I'€MOIJIO-
61Ha, IOCTPOEHHBIE U3 YEThIPEX WAECHTUYHBIX IPOTOMEPOB.

KoMIutexc, cOCTaBIE€HHBIM M3 OAHOTO reMa M OJHOM IOJIHIIEN-
TUAHOHN IMIOOMHOBOM Lienu, Ha3biBaeTcsa Ceedbepzosoil eduHu-
yeti. CremoBaTeNIbHO, MOJIEKY/Ia TEMOIIOOMHA COCTOUT U3 UETHI-
pex CBeAOeproBeIX eAWHUL. MojeKyaapHasa Macca reMoryio6ruHa
A, paBHa 64 458 ]I, ciienoBarenbHO, Ha ofHy CBezi6eproBy eIUHUILLY
noJiaraetca mo 16 115 /1.

B cBOIO ouepeab KXKABIH U3 YETHIPEX IIPOTOMEPOB IIPEACTaBIEH
JIByMA 4acTAMHU: a) HebesKoBadA IVIaHapHAasA YacTb — rem; 6) 6eJi-
KOBafA oJMroMepHas roobysa.

2.1.1. Crpoenue, 6uosorudeckas pojib
U KjIaccupUKalus reMmoB

ITo XUMUYECKOMY CTPOEHHUIO r'eM OTHOCUTCS K IpyIie mopdu-
PHHOB.

Ilog Ha3BaHUeM nop@upuHbl O6BEJUHAIOT CEMEUCTBO MoJe-
KyJI, IIeHTPaJbHBIM ($ParMeHTOM KOTOPHIX SIBAAETCA NOpPUH —
YyeThIpe NMUPPOJbHBIX KOJbIIA, CBA3aHHBIX MEXAY co00i MeTeHO-
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BEIMH MOCTHKaMH U 00pa3yIOmMX apOMaTHIECKOE AP0, UMEIOIIEee
26-3/1eKTPOHHYIO CUCTEMY 77-COTIPSDKEHMUS.

B 3aBMCHMOCTH OT CTPYKTYPHI M IIOJIOXKEHHA 3aMeCTHUTeelH
y mopduHa pa3indyaioT HeCKOJIbKO THUIIOB TIOPGUPHUHOB: IPOTOIIOP-
bUpHHEBL, dTHONIOPPUPHUHEI, Me30TIOPGHUPHUHEI, KOITPOITIOPOUPHHEL.
XapaKTepHBIM CBOHCTBOM ITOPOUPUHOB ABJISIETCA X CIIOCOGHOCTH
06pa3oBEIBaTh KOMIUIEKCH C HOHAMHU METAJUIOB, CBA3BIBAIOLIMUCS
C aTOMaMH a30Ta MUPPOJIbHBIX Kojiell. [[puMepaMu CIy»KaT XKejIe30-
mopGUpUHEI, B YACTHOCTU I'eM, U MarHuiicogepxamuit noppupux
x10pod LT — IMUIMEHT PacTEHU#, YHaCTBYIOIINI B POTOCHHTE3E.

Bce mHOroo6pasue mopoUpHUHOB OOeclieYnBaeTCs pasInIueM
B II0JIOXKEHHHU M CTPOEHUM GOKOBHIX paJUKaIOB. BoaMoxkHEI 15 Bapu-
aHTOB PAaCIIOJIOKEHNA OOKOBHIX LIEIIEi, HO B COCTaBe T€MOIIPOTEMHOB
IIPUCYTCTBYET TOJBKO OJUH HU30Mep, Ha3hIBa€MBIM MPOTOIOPHU-
puH IX (puc. 2.1).

qoo- €00~
GH, CH,

S A
y
HC< \Fe/ >
c—N “N—C
N /C/ | c|: \\C—CH
H \/C/C\\c/ N

Puc. 2.1.Tem (Fe-)

B moinekyne nporonopdrpuHa IX nopbuHoBoe AApo cogep-
’KUT 4eThIpe METWIbHEIE rpynmnsl (B nosoxeHusnx 1, 3, 5, 8), ase
BUHWIbHEIE IPYIIIHI (B IIOJ0XKEHUAX 2 U 4) U ABe IPOIUOHWIbHEIE
60xoBEIe LlenU (B mmosoxxeHUsx 6 u 7). B neHTpe TeTpanupposib-
HOM apoMaTHU4YeCKOM CUCTEMEI r'eMa 0653aTeIbHO COAEPKUTCA UOH
XeJse3a.

I'em (mpoToremM) — TeTpanuppOIbHaA apoMaTHYecKas CTPYK-
Typa mpoTtonopdupuHa IX, B cocTaB KOTOPOro 0653aTeIbHO BXOAUT
voH Fe2+. SP,-rubpugusie atomel C ¥ N 7-371eKTPOHHOM CUCTEMBI
OppUPUHOBOTO JIUTAHAA 00eCIIeYNBaIOT ero IVIOCKOCTHYIO CTPYK-
Typy (cM. puc. 2.1, 2.2).
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Puc. 2.2. Tem remorno6una (no J1. Crpaitepy)

TeMm He MeHee Kpucrauiorpadpudeckue HUcciIeZOBaHUA CBHe-
TeJIbCTBYIOT, YTO IOPGUPUHOBHIA OCTOB JedopMupyercsa u obpa-
3y€ET «KyII0oJ006pas3HuIe» WIK «rOPPUPOBAHHEIE CTPYKTYDEBI».

Buosiorndeckas poJsib rema. 'em — npocmemuueckas zpynna
xKeje3ocofiepxamux 6e1koB (reMorio6uHa, MUOIVIOGKHA IIUTOXPO-
MOB, [TePOKCH/Ia3kl, KaTaia3kl ¥ ip.). iMeHHO reM obecIieyrBaeT STUM
6enKaM MX IIaBHble QYHKIMM: CBA3bIBaHNe (MUOIIOOUH U reMOoIvIo-
6UH) ¥ TPAHCIIOPT KUCIOpoAa (TeMOmToOMH), y4acTHe B IIEIH Iiepe-
HOCA 3J/IEKTPOHOB (IIUTOXPOMEL), BOCCTAHOB/IEHKE KHCIOPO/A A0 BOABI
(LM TOXpPOMOKCHZIa3a), MUKPOCOMAIbHOE OKUC/IEHHE (LIUTOXPOM Pys),
pa3yioKeHHe MepeKucel (kaTaia3a v IepoKCHasa).

OTHUMOJIOTUS NIPUCTABOK 2eMU- U 2eMO- CBSI3aHa C Ha3BaHMU-
SIMM 2KeJ1e30IIOpPUPUHOBEIX TPYIIIIMPOBOK: KOMIUIEKC TOopupUHa
C ABYXBaJIEHTHHIM JKeJIe30M Ha3bIBAIOT 2eMOM, a IOPPUPUHOBEIH
KOMIUIEKC ¢ Fe TpexXBaJleHTHBIM — 2eMUHOM.

Knaccupukanusa. Beiiesai0T MHOXXECTBO THIIOB r'eMOB, pas-
JIUYAIOMIUXCA CTPYKTYPOi MOpOUPUHOBOrO AzApa, Haubosee pac-
IIPOCTPaHEeHHBIMHU U3 KOTOPHIX ABJIAIOTCA MeMEI TUIIOB: a, b, ¢. OTH
THUIIEI TTOPAa3JeJIAIOTCA Ha ITOATHUIIE, KOTOPHIE, KaK MPaBmiIo, 060-
3HAYaIOTCA TEMHU Xe OyKkBaMU ¢ IMPOBLHIMU UHAEKCAMMU.

ITlepBbIM U Haubosiee XOPOIIO U3YyYEHHKIM reMoM Owu1 rem b.
IIporonopoupuH IX sBAsgeTcs ero apoMaTUIeCKUM IIaHAPHBIM
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aura”zoM. IloaTtomy rem b yacto HaswiBaioT Fe2+ mpoTomopdu-
PUHOM, IIPOTOTEMOM WIU IIPOCTO reMOM. MOJIEKY/IAPHEIN COCTaB
rema: Cy,H3,0,N, Fe c nonom Fe2* B 1jeHTpe.

T'eMEBI TUIIOB @ ¥ ¢ UMeET IIOYTH TY XK€ CTPYKTYPY, UTO U I'eM b,
JIUIb C HEKOTOPBIMU HEe3HAYUTEIbHBIMU OTIUYUAMU B CTPOEHUU
Y TOJIO’XKeHUY HEKOTOPHIX OOKOBEIX 3aMecTUTelel, Wik B GopMU-
POBAHUM HEKOTOPHIX CBsideil. [eM a oTimyaercs ot rema b tem,
YTO BO BTOPOM IIOJIOXKEHVU y T€Ma d BMECTO BUHWIBHOU I'DPYIIIIHI
HaxoguTcs 1-OKCU-2-dTWiIbHAA I'PYyINa, a B IIOJ0XKEHUU 8 BMECTO
METWIbHOU Ipynnsl — GopMwibHasa rpynna. B reme ¢ ocraTtku
IUCTEVHA CBA3AHHI THOIOUPHBEIMU CBA3AMU ¢ C-1/-aTOMaMU 3TUIIb-
HBIX TPYHII BO 2 U 4 ITOJI0XKEHUSIX TOpPHUPUHOBOro 6I0Ka.

B 6uosioruyecKuxX CUCTEMax BCe THUIIHI T'€MOB CBA3aHHI ¢ Oejl-
KaMM ¥ MOTYT NPUCYTCTBOBATh B OGHMOJOrUYECKUX CpeZaX B CBO-
60ZHOM COCTOSIHMM TOJBKO B MMHOPHBIX KOJMMYECTBaxX. B kauecTBe
I[PUMEPA MOTYT CJIy>KUTh I'eMOBHIE TPYTIIIBI LUMOXPOMO8 JbIXaTelb-
HOU IeNIN, OTHOCAIIUXCS K IPYIII€ reMOIIPOTEN/IOB.

LIV TOXPOMEL, 32 UCKIIOUEHUEM ITUTOXPOMOKCUA3HI, KIacCudu-
IUPYIOTCA KaK aHaspoOHEIe AeruziporeHassl. Mx uzeHTUPUKAIA
U u3ydeHue obnerdaercs TeM o6CTOATENBCTBOM, YTO B BOCCTAHOB-
JICHHOM COCTOSSHUY OHU UMEIOT XapaKTepHbIe II0JIOCH B CIIEKTPe
MIOIJIONIEHUs, KOTOPBIE MCYe3aloT IIPU OKUCIEeHUM. B ApIxaTenb-
HOM IIell OHM CJIYXAaT IIepPeHOCYMKAMU JJIEKTPOHOB OT yOUXU-
HOHA K LIUTOXpOMOKcHZa3e. [ITUTOXpOMEI ABJIAIOTCA JKele30CoAep-
KAIMUMU reMOIIPOTEUHAMH, Y KOTOPHIX aTOM JXeJjie3a IIEPEeXOJUT
u3 cocrossuus Fe2+ B Fe3+ u 06paTHO B IIpoIiecce OKMUCIEHUA U BOC-
CTAHOBJICHUA.

B cocTaB AbIxaTenbHOM Liell BXOAAT IIUTOXPOMEHL b, 1, ¢, aa,
WIN IJUTOXPOMOKCHa3a. V3 HUX pacCTBOPHMBIM fIBJISIETCA TOJNBKO
IIUTOXPOM c. [ToMUMO ABIXaTeAbHON LU HUTOXPOMBI UMEIOTCA
B SHZAOIUIa3MaTU4YeCKOM peTukyayMe (muroxpom P-450), B pactu-
TEJIbHBIX KJIETKaX, 6aKTepUSIX U JPOXIKaX.

Ha3BaHUA IUTOXPOMOB JbIXaTeNbHOM Ilenu cHOpMUPOBaHH
B 3aBUCUMOCTHU OT TUIIA reMa, BXOJAIIETO B UX MOJieKyny (IHToX-
POMHL ¢ ¥ cl, a u a3). AHaIKU3 CTPOEHUA LIUTOXPOMOKCHZAA3HI
(TOXpOM aa;) IOKAa3bIBaeT, YTO OEJIOK ABIAETCS MYJIbTUMEDPOM,
B COCTaB KOTOPOTr'0 BXOZAT 2 IIOOY/IbI IMTOXpOMA a U 4 IJIO6YIbI
nuroxpoma a3. Kaxawiid 13 1mecTu IpoTOMEpPOB 3TOro Oeska UMeeT
II0 OZHOM IpocTeTUYeCcKoi rpymnmne rema a. MetogoMm yabrpaduo-
JIETOBO-CIIEKTPAJbHOTO aHanKW3a AOKa3aHa UAEHTUYHOCTh BCEX
IMEeCTU TPYIII 'eMa UTOXPOMOKCHZA3EL.

TUNWYHBEIM UTOXPOMOM IIO CTPYKTYpe U GU3UKO-XUMUIECKUM
CBOICTBaM SIBJIIETCA LIUTOXPOM €. DTO IIEPBHIK M Haubosiee MOTHO
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M3yJYEHHBIH OEIOK IPYIIBI IIMTOXPOMOB. I[uTOXpoMaMu ¢ Ha3bBa-
IOTCSl TAKHE LIUTOXPOMEI, Y KOTOPHIX I'eM CBfA3aH ¢ OeJKOM KOBa-
JIECHTHO 4epe3 GOKOBYIO Lienb oppupHUHa.

IIUTOXpPOMBEI € M3 dYKapHUOT 00JIafalOT CIAEAYIONIUMH CBOI-
CTBaMU:

1) MonekynsspHoM Maccoi, 6auskoit k 12 000 /I;

2) HaJU4YHUe OJHOTrO reMa Ha MOJIEKYIY;

3) BenuuuHOM E, 5, 6mu3Kkoii 0,25 B;

4) n3oaneKTpruieckor Touko mpu pH 10;

5) BBICOKOU CKOPOCTBIO PEaKIIUM C IpelapaTaMy IIUTOXPOMOK-
CHZAA3bl U3 TKaHEN MJIEKOIIUTAIOIINX.

2.1.2. CTpyKTypHas opraHu3amua r;ioouHa

BeJIKOBBIH KOMIIOHEHT IeMOIJIOOMHA — 2/106UH, IPUHAIJIEKUT
K TpyIllle TUCTOHOB. BCMOMHMM, YTO T'MCTOHAMHU II0 IIPUHATOM
Kki1accudUKaluy HasbBaloT 6eyKu, 6oraTble OCHOBHBIMH aMUHO-
KHUCJIOTAMHU M, CJIe€/[0BaTeIbHO, MMEIOIIMMU OCHOBHBIM XapakTep,
a 6enkoBas yacth Hb xapakTepusyeTcs oueHb BHICOKUM COZEPXKa-
HHUEM OCTATKOB OCHOBHOM KMCJIOTHI THCTHIMHA.

UKc10 aMMHOKUCIOTHBIX OCTaTKOB B IIOJIMIIENITUAHOM I[€TIX Pas-
HBIX TUIIOB reMoryioOnHa kosebserca B Auamnasone ot 140 go 150,
IpUYeM 4alle BcTpedaroTca uyuciaa 141, 146, 153. B cocras mpo-
TOMEPOB reMOITIOOMHA YeIoBeKa BXoAuT 6o 141 (o-1ens), amubo
146 (B-, y-, 0-LleTTM) aMMHOKMCIOTHBIX OCTATKOB.

IlepBuuHaa cTpyktrypa. CBoiicTBa MHAUBUAYAJIbHBEIX I'€MO-
TJIOOMHOB, KaK M BCEX /IPYTHUX IOOY/ISAPHBIX MYJIbTUMEPHBIX IIPO-
TEMHOB, HEPa3phIBHO CBSI3aHBI C MX BHICIIMMU CTPYKTYPaMH:
YeTBEPTUYHON U TpeTUuHOM. KoHPUTrypalus BHICIIMX CTPYKTYP
TIOJTHOCTBIO OIIPEAEsIAEeTCS NepeuYHoll cmpykmypoil, T.e. YHUKaJIb-
HOI JIMHENHON KOMOHHALIMEH aMHHOKHC/IOTHBIX OCTATKOB, CBA3aH-
HBIX aMUAHBIMY WIH NENTUAHBIMU CBA3IMU (pHUc. 2.3).

[NomunenTUAHBIE O-IIEITU TEMOIOOMHA IIPK HEMOJHOM TH/PO-
JIA3€ JaloT IPOAYKTHI paciaza ¢ KOHIEBOU IPyNIION BaJWI-JIEHLIVH,
a B-memu AaloT IPOAYKTH pachajia ¢ KOHIIEBOM I'PYINON Balui-
TUCTHUAWI-JICHITHH.

[lepBu4YHasA CTPyKTypa Kaxkzoro u3 nmporomepoB HbA; mpea-
CTaBjIeHA aMUHOKHMCJIOTHOM IOC/IENOBATENBHOCTDIO YHCIOM OKOJIO
TIOJIyTOpa COTEH B 3aBMCUMOCTH OT THIIA IIpoToMepa. B okcudopme
reMorio6rHa C-KOHIIEBEIE OCTaTKU CBOOOAHEI BO BCEX LEeNAX. DTO
apruHuH B 141-M 1I0JI0KEHWH B O-IIEIIU ¥ TUCTUAUH B 146-M moJio-
*keHuM B B-uienu. IIpeanocineHeit aMMHOKHCIOTON BO BCEX IEIISIX
SIBJIIETCS TUPO3UH.
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Ban-T'uc-Jle#-Tpe--ITpo-I'ny- I'n y-JIuz-Cep-Ana-Ban-Tpe-Ana -Jle#-Tpu-I'm-
JIus -Ba -AcH-B an-Acn-I'ny-Ban-I'ma-I'mi-I'ty- Ana-Jlei-I'mi- Apr-Jleii-Jleii-Ban-
Ban-Tup-Ilpo-Tpu-Tpe-I' - Apr-®den-®en -Imy-Cep-DPer -I'mi-Acn -Jlei-Cep-
Tpe-ITpo- Acn-Ana-Ban -Met-I'm -Acg-IIpo-JIusz-Ban-Jlus-An a-T'uc-T'mi-JIns-
JIuz-B an-Jleii-I'nm-Ana -®er-Cep-Acn-I'mu-Jle#i-Ana -I'uc-Jlet-Acn -Acn -Jleii-
JIuz-I'mu-Tpe-®en-Ana-Tpe-Jleh-Cep-Iny-Jleti-Iuc-Luc-Acn-JIuz-Jleit-I'uc-Ban-
Acn-Ilpo-I'ny-AcH-®Denr-Apr-Jleii-Jleii-I'm-Ach -Ban -Jleii-Ban-1{luc-Ban-Jleii-
Ana-I'uc-T'uc-®en-I'm-Jiuz-Iny-®en-Tpe-I1po-I1po-Ban-I'mm-Ana- Ana-Tup-Im-
Jluz-Ban-Ban-Ana-I'm-Ban-Ana-AcH-Ana-Jleii-Ana-I'uc-JIuz-Tup-T'uc

Puc. 2.3. NMocnepoBaTeNbHOCTb NEPBUMHON CTPYKTYpPbI remornobuHa
Ha npumepe ero f-uenu

Bropu4Hasa A TpeTHYHAS CTPYKTYphL. BropuyHas CTpyKTypa
reMOIVIOOMHOB IIpe/icTaBleHa O-CIIUpaiblo. [TonuenTUAHEe el
B reMOIrJIOOMHOBOM MoJjieKy/e Ooyiee 4ueM Ha 70% mpeACTaBIeHE
CKPYYEHHBIMH B (-T€JIMKCOBBIE CIIMPaM, GParMeHTH KOTOPHIX
paszesieHH yJacTKaMu, 06pa3yiomuMy N3rubbl BTOPHUYIHOM IIeITH.
Y4acTKu O-CIIMpajid NpephBalOTCA JeCIIAPaJIUu30BaHHEIMU ¢par-
MeHTaMH, 06eCcIeYrBaOIUMK I'MOKOCTh MOJIEKYJIHI B TIPOLIECCE €€
domauHra. B pe3ynsTaTe Tako# yKIaAKM 06pa3yloTCsa TPeTHYHEE
I06Y/IBl OBOMHOM GOPMEL

YKCI0 CIMPAJTU30BAaHHEIX YIACTKOB Pa3/IMYHO Y PAa3HEIX Lienei
Hb: o-1iens uMeeT 7 Takux AOMEHOB, -memb — 8. Cnupanauso-
BaHHEIE PparMeHTH reMormo0uHa 0603Ha4aloT TATUHCKUMH OyK-
BaMM, HauuMHasA ¢ N-KOHILA NMOJUNENTUAHON Lenu (Hampumep,
B 0-cy6neaunute: A, B, C, D, E, F, H) (puc. 2.4).

Puc. 2.4. TnoGynsaipHas CTPYKTypa ABYyX NOAMNENTUAHbIX Lenei
remorno6una (no M. Toaoposy)
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YK CI0 aMHUHOKHMCIOTHBIX OCTATKOB B CITMPAIM30BAHHBIX U IE€CITH-
PaIM30BaHHBIX yYacTKax pasauyHo (tabi. 2.1).

Tabnuya 2.1
PacnpepeneHne aMMHOKMCIOTHBIX OCTAaTKOB NO cerMeHTamM NpoTOMepoB remorno6uxa
CermeHT ITopaaKOBLINA HOMEP Yucio
ocTaTKa OCTaTKOB
. B CETMEHTe
Crupans- | [lecnimpanuso- G-mens B-merb
HBIH BaHHBIH
npe-A 1-2 1-3
A 3-18 4-19 16
AB 19 -
B 20-35 20-34 16
BC - -
C 36-42 35-41 7
CD 43-51 42-49
D - 50-56 7
DE - -
E 52-71 57-76 20
EF 72-79 77-84
F 80-88 85-93 9
FG 89-93 94-98
G 94-112 99-117 19
GH 113-118 118-123
H 119-141 124-146 24
noct-H - -

HecMoOTpsA Ha HE3HAUYUTEJbHBIE PAa3UIUSI B aMHUHOKHUCJIOT-
HOH ITOC/I€ZOBATEIbHOCTH MHUOIIOOMHA U (-TOJTUIIENITUAOB, OHU
HMMEIOT ITOYTH UAEHTUYIHYIO BTOPUYHYIO U TPETUIHYIO CTPYKTYPHL.
OTO IOpasuTeIbHOE CXOACTBO, KOTOPOE PaCIpOCTpaHsAeT I Ha pac-
IIOJIOXKEHUE T'eMa ¥ BOCbMH CIUPAIBHBIX YIaCTKOB, YaCTUYHO 06Y-
CJIOBJIEHO T€M, UYTO B DKBUBAJIEHTHBIX IIOJIOKEHUSIX II€PBUIHOM
CTPYKTypHI Muortobuna u -cyobeamuuirti HbA HaxogaTces, XoTs
Y pasjUvyaoIuecs, HO CXOJHbIE 110 CBOUM CBOMCTBAM aMHHOKMHC-
JIOTHBIE OCTATKHU.

IIpocTpaHCTBEHHAsA KOMIIOHOBKA TPETUYHOM CTPYKTYPHI Cy6b-
eAVHUI] TeMOTJIO6OMHA COOTBETCTBYET NPUHITUIIAM TPETHUYHOM
YKJIaZKM GOJMBUIMHCTBA IMIOOYIAPHBIX G€KOB:

* MAKCUMAIbHASL KOMNAKMHOCMb Y COOTBETCTBEHHO MUHU-
MaJIbHAs IUIOMmAZb IIOBEPXHOCTH, OOecrmeuyuBalomas MUHUMYM
cBOBOOJHOI SHEPrUU: TPETUYHAS CTPYKTYpa reMorIo0uHa — KOM-
nakTHas 6eskoBasd mio0yna, BHYTPU KOTOPO# NMPaKTUYECKU HET
cBOGOAHOIO MecTa;
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* 2udpogobHble aMuHOKUCIOMHble padukansl y Hb, Tak ke Kak
U Y MUOIJIOOHUHA, PACNONI0NCeHbL BHYMPU 2100Y/ibL, 32 UCKITIOUEHUEM
AByX ocTaTKoB ructuauHa (I'mc E, u I'uc Fg), pacnosnaramomuxcs
B aKTUBHOM II€HTDE;

* 6onbUWUHCMBO 2UOPOPUNBHBIX AMUHOKUCIOMHBLX 0CMAMKO8
PAacnonazaromcsl Ha No8epxXHOCMuU npomomepd.

Koonepamusa rema u mo6uHa. B cocraB nopdupuHOBOro sapa
rema BxoguT MoH Fe2+, imenno moH Fe2+, a He Fe3+, MoxeT cBs-
3BIBAaThCA C KUCIopoaoM. CBoOOmHEIE MOHBI Fe2+ CIIOHTaHHO OKHC-
JstoTCs Ao Fe3+, moaToMy HeopraHu4ecKoe Jejle30 He MOXKET OhITh
XOPOIIUM TIEPEHOCUMKOM KHMCJIOPOZAa. DTO CBA3aHO C HECIocob-
HocThIo Fe3+ B nmpoTuBomonokHOCTE Fe2+ jierko mogaBaThb dJeK-
TPOHBI C ty,-op6uTanet Ha opbuTanu kucnopoza. Fe2* B coctase
rema 6e3 I1061Ha MOXKET CBA3BIBATh KUCJIOPO/, OHICTPO OKUCISSACH,
obpasys zemamun. [IoaTOMY, a TaK)Ke B CWIY IUIOXOH PaCTBOPHUMO-
CTH B BoZie c80600HbLIl TreM TOXKe He CIocOOeH K TPAHCIIOPTY KHUC-
JopoJa.

OxuciieHue XKejle3a reMa IMMPOUCXOAUT B TOM CIydae, eCly JBe
MOJIEKY/Ibl F'eMa B3auMOJEHCTBYIOT C MOJIEKY/I0i Kkuciopozaa. CBs-
3pIBaHMe rema c 6eskom (mIo6MHOM) B MOJIEKyJIe TeMOIIobuHa
TpeJoTBpalllaeT Takoe B3aUMOAEHCTBUE U COXPAHSET XKeae30
B ByXBaJIeHTHOM dopme.

Kaxkzioe U3 4YeThIpeX si/iep reMa pacioiokeHo B GopMe AUCKOB
zuameTpoM 1,5 HM U BbIcOTOM 0,37 HM, YaCTUYHO IIOTPY>XEHHBIX
B CBOeOOpasHble «KapMaHbl» OJIKOBHIX 100y MeX/y CEerMeHTaMU
E u F, BeicT/iaHHBIe TUAPOPOOHBIMM aMUHOKMCIOTHBIMU paZnKa-
JIAMH, B KOTOPHIX pa3MeleHbl MOJIEKY/Ib TeMa.

Kaxx0e spo remMa cBsI3aHO BaH/EPBAaaIbCOBBIMU CBA3AMU YKC-
JoM npuMepHO 60—75 ¢ 30 aToMaMu pas3IMYHBIX YIACTKOB CTPYK-
TypH TI06MHA U3 16 aMMHOKHCIOTHBIX OCTaTKOB. [IOUTH Bce 3TH
CBA3Y HEIIOJISAPHHIL. IT0/ISIpHBIMU ABIAIOTCA TOMBLKO TPH CBA3U: OJHA —
B O-I[eTT1 ¥ 1Be — B B-1jermu reMomobuHa (CBA3M OCTAaTKOB IIPOIHO-
HOBOI KMCJIOTHI I'eMa C OeJIKOM).

YeTrIpe IUIOCKUX AApa OPHMEHTUPOBAHHBI TaKuM obpasom,
YTO OJAHUM KpaeM KaXKJblii reM oOpamieH K BHyTpeHHeH 4JacTu
MOJIEKY/Bl, 4 APYTUM — HapyXy, B CTOPOHY BOZHO-COJIEBOM
cpeznbl. [TonspHbIE ITeNU MPOIMTMOHOBOUW KUCIOTH reMa HaXO[AATCSA
Ha IIOBEPXHOCTH MOJIEKY/HI, OCTaJbHas 4YacTh reMa IOrpyxKeHa
B IJIOOYITy.

YerBepTuuHas cTpykrypa Hb. YeTBepTiuHas cTpykTypa Haje-
JisleT TeMOIVIOOMH JIOIIOTHUTELHBIMM BaXKHBIMM OCOOEHHOCTAMH,

26



OTCYTCTBYIOIIMMH Y MUOIVIOOVHA, KOTOPHIE CIIOCOOCTBYIOT BHITIOJI-
HEHMIO TEMOIVIOOMHOM €r0 YHHUKAJIBHOI OHMomorudeckoii GpyHKimmu
¥ obecrneynBaoT BO3MOXHOCTb CTPOTOM PEeryJ/Alii ero CBOMCTB.
TemormobuH, kak 60bIMUHCTBO 6€/IKOB C YeTBEPTUIHOM CTPYKTY-
poii, obazaeT a/uIoCTEpUIECKUMH CBOMCTBAMHU, T.€. €ro IPOTO-
MepH UMEIOT ayuiocTepuiecke (PeryassTOpHBIE) TEHTPEL

dusnonorudeckoit Gopmoil 4eTBepTUIHOM CTPYKTYPHI '€ MOIJIO-
OMHOB Yesl0OBeKa SABJIAETCA TeTpaMepHasa. Bce 4eTEIpe mpoToMepa
reMorio6MHa pacmnosaraloTcs IPOCTPAHCTBEHHO B OIIpejesieH-
HOM COOTHOIIEHWU — «KBaTepHepHas CTPYKTypa», 06pa3ys Apyr
IO OTHOIIEHUIO K APYTY TETPasAPHUIECKyI0 KOHOUTYpaLIHIO.

TeTpamep remorio6uHa — cepou AIVHON 6,4 HM, MIUPUHOM
5,5 HM u BrIcOTOM 5,0 HM. OzfHa napa UAEHTUYHBIX IPOTOMEPOB
(0;—0t,) pacmonoXkeHa napajvlesibHO APYT APYTY ABYMS YIUIOIIEH-
HHIMU oBougamH. Jlpyras napa (B$;—f,) pacnonoxeHa nogo6HO
mape o,,—0.,, HO TepIeHAuKYIApHO eif. MojeKyna reMornobuna
oby1ajaeT OChbI0 CUMMETPHH BTOPOT'O MOPSAAKA.

Tak KaK MOBEPXHOCTh MPOTOMEPOB HEPOBHAsI, OJUIENITUHEIE
IleN1 B LIEHTPAJIbHOM 00/1aCTU He MOTYT IUIOTHO NPWIEraThb Jpyr
K Apyry. B pesysbTare B My/JILTUMEPHOM COCTOSIHMM IeMOIIOOuHa
yeThipe CBeAOeproBHX eIUHUITH GOPMUPYIOT «UeHMPANbHYIO
nosocms», IPOXOAALIYIO CKBO3b BCIO MoseKyny Hb 1mo ee BricoTe
Ha 5,0 HM (puc. 2.5).

Puc. 2.5. Mogenb remorno6uHa npn HA3KOM pa3pelueHnM G-uenmn
nokasaHbl CBeT/NbIM, f-Lenyu — TeMHbIM, rem-gucKouaamm
(no J1. Crpaiepy)

27



ITosocTh 3Ta BEICT/IAHA MHOXECTBOM I'MAPOGOOHBIX pajuKaioB
aMUHOKMCJIOTHBIX OCTaTKOB: IVIM, aja, BaJ, jiei, wie, ¢eH, mpo,
MeT, TpU. biarogaps TakoMy pacnoyIOXKeHUIO0 HENOMAPHBIX IPYIII
MeXAy HUMHU 006pa3syroTcs rupodobHbIe B3aUMOJEHCTBUSI, CO3-
JIaloINyie BBIMTPHINT CBOOOAHOI aHepruu A0 1,5 kKan/Moib U TeM
CaMbIM CTaOWIM3UPYIOIINE TeTpaMep U3HYTPHU.

Kpome TOro, B IIeHTpPaJIbHOM MOJOCTU TeMOIVIOOMHA €CThb
HecKoabKO (3 U3 33 rpyIin) NOJ0XKUTENbHO 3apAKEHHBIX aMHHO-
KUCJIOTHBIX paZiiKajia, ClIocOOHBIX criennduiecKy B3auMOZeUCTBO-
BaTh ¢ 2,3-audocdormuneparoM. 3TO B3aUMOJEHCTBHE CHIKAET
CPOACTBO TeMOIVIOOWHA K KUCJIOPOZAY, ABJIAACH OAHUM U3 MeXa-
HU3MOB PETYJIALMN aKTUBHOCTU reMOIVIOOMHTPAHCIIOPTUPYIOLIEH
cucreMsl (cM. nognaparpad 2.3.1).

2.2. Ou3uKo-Xxumuyeckue cBOMCTBa remornobuna

2.2.1. PU3UKO-XxMMHUYECKHE CBOYICTBA reMa

IIpu neiicTBHMU Ha reMOMIOOWH KOHLIEHTPUPOBAHHOM YKCYCHO#H
KVICJIOTBI B IPUCYTCTBUU XJIOPYZa HATPUA I'eM IIEPEeXOAUT B FT€MUH,
B KOTOPOM XeJIe30 TPEXBAJIEHTHO U e€r0 TPEThA BaJIEHTHOCTD CBf-
3aHa C XJIOpPOM.

I[Ipu aeticTBMU Ha FeMOIVIOOUH IeIoueil reM IepeXoAUT B reMa-
THH, B KOTOPOM aTOM JKeje3a Takke TpeXBaJIeHTeH, U €ro TPeThs
BaJIECHTHOCTh CBA3aHa C TMAPOKCIIbLHOM IpymIoi. ['eM, BXOAAIIMIA
B COCTaB reMOIVIOOMHA, YCKOPAET peaKI|io OKUCIeHUs CyOCTpaToB
(S-H,) nepekuchio BOJOpPOZa, T.e. AefcTByeT MOAO6HO depMeHTY
nepokcuzase: S-H, + H,O, = S + 2H,0. OTo obBbACHAETCA CXOZA-
CTBOM CTPOEHHSA MPOCTETUYECKUX TPYIIN reMOIOOMHA U TIEPOKCH-
Zla3bl.

OnHako B OTIMYHE OT PpepMeHTa reMOIVIOOMH COXpaHAET KaTa-
JIUTUYECKNE CBONCTBA IIPU KUIIAYEHUHU U JAE€HCTBUU CWIbHBIX JeHa-
TYPUPYIOIIMX KUCIOT. CBeJOEPTOBH €IMHUIIBI reMOTJIOOHHA JIETKO
JUCCOIUMPYIOT TIOZ, BAUAHUEM aMU/IOB, IIOBLINIEHHON KOHILIEHTPA-
LMY COJIel ¢ oOpa3oBaHMEM, IVIABHEIM 06pa3zoM, CHMMETPHUYHBIX
auMepoB (off) ¥, YaCTUYHO O- U 3-MOHOMEPOB.

T'eM, KaK ¥ Bce MPUPOAHEBIE CBOOOAHBIE TOPPUPUHBI, ABIAETCS
amdonuToM (HM3037EKTpUYECKasa Touka 3,5-4,5), moaTOMy B CBO-
60HOM COCTOSSHUM HEPACTBOPHM B BOJE, CIHUPTAX, IIETPOJICH-
HOM 3¢Hpe, HO XOPOILIO PacCTBOPUM B MHHEPAJIbHHIX KUCJIOTAaX,
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BO/[HBIX II[€I09aX, 0COOEHHO XOPOIIO B BOHOM PaCTBOPE aMMHUAKA.
I[Tpu o6paboTke menoubio (0,01-0,1 M NaOH) npoucxoguT mosHoe
paspylieHue cBAsei Fe-6eska.

2.2.2. Pu3uKo-xuMHUeCKHe CBOHCTBAa HATUBHOM
MOJIEKY/IbI FEMOIJIOOMHA

TeMOTJIOOMH XOPOIIO PAaCTBOPMM B BOJE M HEPAaCTBOPUM
B cliupTe, a¢upe u xnopodopme. B spurponurax reMorniobuH
HaxXO[JUTCA B PACTBOPEHHOM COCTOSIHMM, HECMOTPA Ha TO, YTO €ro
coaepkaHue coctapiseT 6onee 30%. [Ipu U3MeHEHMH aMHHOKHMC-
JIOTHOTO COCTaBa IYIOOMHA MOXET IIPOM3OHUTH U U3MEHEHUE €ro
pacTBopuMOCTH, Kak y HbS.

CnekTp morioieHua remormobuna (B oKcupopMe) COCTOUT
U3 TpeX IMaBHHIX mosioc: 414 uMm (monoca Copa), 576—578 HM
(o-mosmoca) u 542—544 um (B-nosoca). IHTEHCMBHOCTD MOJIOCHI
Cop»a 3HaYUTEIHHO BHILIE, YEM Ol U [3-TI0JIOC.

B cnexTpe moromeHus Ae3okcuremorniobuna nosoca Copa
COOTBeTCTBYeT 429 HM, a cleAyiomui eJUHCTBEHHBIN MaKCUMyM
peructpupyerca mpu 556 HM.

CnekxTtpodoToMeTpUIECKOE OTIUIUE OKCUTEMOIVIOONHA OT Kap-
60oKkcuremMorio6MHa COCTOMT B IHMKe IoOIMIomeHus npu 920 HM,
a TaKxke B TOM, 4TO mosoca Copa A1 kapOboKcUreMorio6uHa CABU-
HyTa K 422 HM, a muku o 1 B ¢ukcupytorea npu 570 u 540 HM.
VHTeHCUBHOCTh MaKCHMYyMOB IIOIVIONIEHUS HE 3aBUCUT OT THUIIO-
BEIX TIPUHA/JIEXKHOCTEH reMOryIoOnHa.

MostekynsipHas Macca OCHOBHEIX TUIIOB reMOITIOOMHA KosebieTcs
B npezenax 64 500—68 000 /. MonspHaa Macca reMoriobuHa,
PacTBOPEHHOr0 B IUIasMe, MoXKeT goxoauTs o 3 000 000 J. Moue-
KyJApHasA Macca pasjMYHBIX IIPOTOMEepOB Kosebiercs or 16 000
7o 17 000 .

Pasmep Hb cocrasnser 6,8 HM; pasmep MuormobusHa — 3,6 HM.

BenkoBast yacte Hb xapakTepusyercsa oueHb BEHICOKHM COZEP-
’)KaHHEM OCTAaTKOB T'MCTHAUHA. JTO IIPUZAET €My 3HAYUTENbHYIO
6ydepHyo eMKOCTh ipu pH O0KO0JIO 7, YTO BeCcbMa BaXXHO JJIS1 TOM
POJIH, KOTOPYIO UTPAIOT SPUTPOLMTHL B IIEpeHOCE KPOBBIO AbLIXa-
TeJIbHBIX I'a30B.

VI30a/1eKTpUY€eCcKast TOYKa Pa3JIMYHBIX TUIIOB reMOmIo6HUHa KO-
nebnercsa ot 6,8 go 7,18.

PacTBOpPUMOCTh reMOIJIOOMHA B BOAHEIX PACTBOPAaX ONpeeJis-
€TCSI COOTHOIIEHHEM THAPOPMIBHEIX M TUAPOPOOHBIX aMUHOKHUC-
JIOTHBIX OCTaTKOB Ha IOBEPXHOCTU TeTpaMepa.

[TockoabKy KOHGOpPMAIUSA U YUCIO TUAPOPIILHEIX YIaCTKOB
Ha MMOBEPXHOCTH MEHAIOTCA B IIpoljecce OKCUreHallMu, CaeloBa-
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TeJIbHO, PAaCTBOPHUMOCTb OKCHTeMOryio6uHa B BOZE B ABa pa3a
BEHIIIIE, YEM J€30KCUTEMOIIOOHHA.

Tak Kak mpocTeTuveckas TpyIia reMa BXOJUT B COCTaB IeI0H
rpynnsl pepMeHTOB, TeMOIIOOMHBI IIPOSBIIAIOT OKCHUJAA3HBIE CBOM-
CTBA, XapaKTepHEIE AJI1 3TUX PepMEHTOB, B YaCTHOCTHU: KaTaJIa3HYIO
U TIePOKCHA3HYI0 aKTUBHOCTb. [IpuieM nepokcuziasHas aKTHB-
HOCTb OT/IEJIbHBIX THUIIOB TeMOIVIOOMHA MOXKET ObITh pa3IMvHa.

Zlucconpanya reMoOIoOOMHA MpeICTaBIsseT 0OpaTUMBIM AUHA-
MUYECKHH MPOLIECC, pABHOBECHE KOTOPOT'O 3aBUCUT OT KOHI[EHTpa-
iy 6enka. [Ipy BHICOKOH KOHIIEHTpALUH reMornobuHa ($pusmo-
JIOTUYECKUE YCJIOBUs) pPaBHOBECHE CWIHLHO CABHUHYTO B CTOPOHY
obpa3oBaHUsA TeTpaMepa, TaK Kak cyobeauHUnsl Hb umeloT BHICO-
KO€ CPOZCTBO APYT K ApyTy. [Io3TOMY IIpY HOPMAaJIbHBIX YCIOBHUIX
KOHIIeHTpaIyss MOHOMEPOB OTHOCUTEIHLHO Maja WIN OHU BooOIIe
OTCYTCTBYIOT.

IIpu CHIDKEHWH KOHIIEHTpAIMK reMormobuHa a0 10-5—10-7 M
Y HIDKE paBHOBECHE CMeIaeTcsa B CTOPOHY 00pa3oBaHUA AMMEPOB
U B MeHbIIIeN CTelIeHX MOHOMEPOB.

Tak kak Haubosiee IPOYHBEIE MEXMOJEKYISIPHBIE B3aUMO/e-
CTBUA UMeEIOTCA MexAy o,—f; u o,—f,-rmobynramu (cM. yeTBep-
TUYHYIO cTPYKTypy Hb), B Mosekyne remornobuHa BHIAEIAIOTCS
JUMEPHL 0,—PB; U dy—f,. Mexay sTuUMU AyMepaMHU B TeTpaMep-
HOM cTpyKType Hb Bo3HUKaIOT MoJIsipHBIe (MOHHBIE ¥ BOJOPOAHLIE)
cBA3U. [ToaToMy Ipu M3aMeHeHNHU pH cpezbl B KUCIYIO WIH IIEI0Y-
HYIO CTOPOHY, B II€EPBYI0 Ouepelb, pa3pylaloTCA CBSI3U MEXAY
STUMHU JTUMEPaMHM.

2.3. (BoitcTBA, OnpeAensoLMe TPAHCMOPTHO-AbIXATe/IbHYIO
¢yHKLMI0 remornobuHa

ExxeHeBHAA cpedHsst NOTPEOHOCTh YeJoBeKa B ra3oo6pa3HoOM
KHUCJIOpoZie cocTaBisieT okoso 600 1. CpeanHue CyToO4HEIE TOTpe6HO-
CTHU B3POCJIOTO MY>KUYUHBI B KUCJIOPOZE B COCTOSTHIH IIOJTHOT'O TIOKOSA
COCTABJIAT IPUMEPHO 375 JI YUCTOT'O KUCIOpoAa. Takoe Kosude-
ctBO O, (1.y.) cogepxxkutca B 1900 11 Bo3ayxa.

[Ipu cugsadeit pabore mOoTpe6HOCTH B KHUCIOPO/JE BO3pac-
TaeT, 110 KpaiiHell Mepe, BABOE. Y TPEHHPOBAHHOTO CIIOPTCMEHA
BO BpPeMsI COPEBHOBAHUM CKOPOCTb NOTPebIeHUs KUCIOpoa mpe-
BHIIIAeT YPOBEHD ITOKOA MHorza B 10 pas.
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O6beM IUPKYJIMPYIONIEE KPOBU COCTAB/IAET B cpeiHEM 70 MJI/KT
Macchl Tejia, a YMCI0 HUPKYIUPYIOMNX 3pUTPOITUTOB — 350-10° KT.

KimroueBast posib B BRIITOJIHEHUM F€MOTTIOOMHOM KHUCIOPOZCBS3HI-
Bamolel QyHKIUM IPUHALIEKUT UOHY Fe2+. DKcliepuMeHTaJbHO
TIOJIyYeHHBIE MOAUGUIIMPOBAHHBIE TE€MOTJIOOMHBI, B KOTOPHIX
XKeye3o 3amMeHeHo Ha Mn (II), Mn (IIT), Ni (II), Cu (II), Zn (II),
He CITOCOOHBI 06paTHMO CBA3BIBATH KUCIOPO/.

Ou4eBH/HO, 3TO CBOMCTBO KOMILUIEKCOB MOXXET OBITH OOBACHEHO
pasjn4yueM 4uciaa d-3JIeKTPOHOB YKa3aHHBIX METAJUIOB. ATOMBI
meTtasuoB Ni (II), Cu (II) u Pd (II) B MmeTayuionopupuHax jexar
B IIOCKOCTH, 06pa30BaHHOM YeTHIPbMS KOOPAUHHPOBAHHBIMHU
C HUMHU NMPPOJbHBIMH aTOMaMH a30Ta.

B xene3onopdupHHax UMeeTCs CyIIeCTBEHHOE OTIMYUE IIPO-
CTPAaHCTBEHHOI'O PacIOJOXeHUA IleHTpaabHoro meramaa (Fe):
atoM ene3a (II) zva 0,04—0,05 HEM BBEIBe/leH M3 IUIOCKOCTH IIOP-
$UPUHOBOTO KOJbIIA.

2.3.1. BsaumogeiicTBHE C KHCIOPOAOM

B apTepuanbHON KPOBU MPaKTUIECKU BeCh reMoryiobun (95—
98%) cBfizaH C KUCJIOPOAOM, T.€. HAXOAUTCA B OKCUT€HUPOBAaHHOU
¢dopme. B BEeHO3HO# KPOBH CO/IEpKAaHKME OKCUTEMOTTIOOMHA COCTaB-
ssieT 67—75%, ocTasbHAasA YacTh MPUXOAUTCA Ha J0JI0 CBOOOAHOTO
remorniobuHa. Kaxzeiii rpamm remornobuna Hecet 1,36 mu O,
IPY IIOJTHOM HAacChIIIEHUH.

ObpartuMoe IpucoeJUHEHHUE KUCIOPoia (OKCUTEHAIIN), TI03BO-
JISTIOIIee TEMOIVIOOHMHY BHITIOJIHATEH CBOIO OCHOBHYIO (PYHKIIHIO ITepe-
HOCYMKA, 0OecIreunBaeTcss BO3MOXKHOCThIO 06Pa30BEIBATh MIPOY-
HBIE [ATYI0O U IIECTYI0 KOOPAWHAIIMOHHBIE CBA3H U MEPEHOCUTH
3JIEKTPOH Ha KHUCJIOPOJ HE OT JKejle3a, YTO COIPOBOXZAANOCH ObI
OKMCJIEHMEeM JKeye3a o Fe3*, a oT UMHZAAa30/JbHOr0 KOJIbIa IIPOK-
CHUMAaJILHOT'O TMCTH/IMHA.

OxcureHanus-1e30KCUTeHAIHS TeMOITIOOMHA COMMPOBOXKAAETCS
ero o6paTUMbIMU KOHGOPMAITMOHHBIMU U3MeHeHuAMHU (puc. 2.6).

Kaxgas CBenbeporoBa eguHuIla remoriobuHa (Kkak U MoJie-
KyJla MUOTJIOOMHA) COZEPIKUT OJUH I'eM U, CJIeIOBAaTebHO, OAWH
aKTMBHBIM CBA3BIBAIOIIUHM JUTAHABIN IEHTP. Peakniy CBA3BIBAHUA
TTOI0OHBIX OEJIKOB C IUTAaHAaMU OIMCHIBAIOTCA IIPOCTOM rutepbo-
JIMYECKOH 3aBUCHUMOCTBIO.

ITpucoepunenue O, obecrieunBaeTcs cofepKaHUeM B reMe aToMa
Fe2+, Dra peakuus obpaTuMa M 3aBUCUT OT apIMAJIBHOIO JaBiie-
HuA O,.
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OKCPII‘EHPIPOB&HPIC reMorIo0HHa ABIAETCA CTYIICHYAaThIM IIpO-
IIeCCOM, KOTOPBIH MOXXHO BEIDA3UTh YPaBHEHHEM:

Hb + 02 > Hb(02) + 02 > Hb(OZ)Z + 02 > Hb(02)3 + 02 >
> Hb(02)4.

(\
Je3sokcu

Oxcu

Puc. 2.6. Cxema, MANIOCTPUPYIOLLLAA USMEHEHMA
YeTBEPTUYHON CTPYKTYpbl remornobuna
Npyu OKCMreHMpoBaHMM

OzHa napa cy6beJUHUL, CABUTAETCs TI0 OTHOIIEHUIO K APYTOil IyTeM
TmoBOpoTa Ha 15° u npozaskenus Ha 0,8 A (mmo JI. Crpaiiepy)

IIpu B3aumozeiicTBuM reMorio6uHa-rerpamepa ¢ O, I€TKO IIpo-
CIIEXXUBAETCA KoonepamusHblil agekm — CPOACTBO K KMCIOPOAY
Kaxzo0ii CBea0eproBoil eAMHHUILIEI 3aBHCUT OT COCTOSHIUA COCEIHUX
CBe6eproBuIX €IWHMUII,

Mexly TeMaMi OAHOM MOJIEKY/IEI TeMOTJIOOMHA CYIIeCTBYET
HEKOTOpas CBfA3b, NMOJYYUBIIAs HAa3BaHUE zeM-zeM 83aumooleii-
cmaus, CyTh KOTOPOM CBOAUTCS K TOMY, YTO IIPUCOEIUHEHHUE KUCIIO-
POZia K OAHOMY I'eMy BIMAET Ha MPUCOeAUHEHNE KUCI0poJa K ApY-
TrOMY reMy TOM K€ MOJIEKYJIEL.

CpozcTBo reMoryioduHa K KMCJIOPOAY TP NPUCOeJUHEHHUH TIEp-
BO¥ Monekynbl O, MUHIMAaJIbHO, HO BO3pacTaeT [pU NpHcoeAuHe-
HUHU KaXJ0U cyeyloled MoeKyasl kuciopoza. Ilocneansas (uert-
BEpTas) MoJeKy/la KUCIopoZa ImpucoeauHseTca K remy B 500 pas
6ricTpee, yeM nepsas (puc. 2.7).
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Puc. 2.7, MoACHeHWe X043 OKCUreHMpPOBaHUA reMornobuHa
Ha NpuMepe NOYTOBbIX MapoOK

JZlnsA Toro 9To6hl OTOPBaTh OAHY MapKy M3 9eTHIpeX, Hy’KHO pa3opBaTh
ABe neppOpHPOBAHHEE CTOPOHBL UTOOGRI OTAENUTH BTOPYIO MapKy,
HYKHO IIPOM3BECTH PasphiB TONBKO C OAHOHM CTOPOHEI; YTOGH OTAEMUTD
TPETBIO — TOXE C OAHOM. I[Ioc/ie 3TOrO YeTBepTas MapKa OCTaeTes
cBobozHoi# (110 JI. CTpaiiepy)

2.3.2. Tpaucoopt CO,

Kpome Tpaucnopra O, k TkaHaM Hb ocymecrsiaser o6paTHEIM
TPAHCIIOPT IVIaBHOT'O KOHEYHOIr'o ra30BOro MeTabonuTa TKaHel —
yIJIeKMCIoro rasa. ['eMorio61H mepeHOCUT 3HAUUTENBHYIO JOJII0
obiiero yriaekucjaoro rasa M KaTHOHOB Bogopoza. [IpumepHo
15—20% yrnexucaoro rasa ¥ MOHOB Ht, IpUCYTCTBYIOIUX B KPOBH,
nepeHocuTcs Monekynamu Hb. T'emorno6uH cBA3HIBaeT ABa IIpo-
TOHA Ha KaXKZBle YeThIpe 0CBOOOAMBIIMECT MOJIEKY/IBl KHCIOPOAA.

CO, ABfeTCA aHTUAPHUZAOM YrOJAbHOM KMCJIOTH: B BOZHOM pac-
TBOpe NIPYMEPHO OZ/HA MOJIEKYJIa YIVIEKMCIIOTO ra3a U3 YEThIPEXCOT
npeppamaercs B H,CO5. B KpoBH, B OT/IMYHME OT BOAHLIX PACTBO-
POB in vitro, 3TOT IPOIlECC HJET TOpa3/io aKTUBHee, Giarogaps
KaTaJIUTUIECKOMY AEHCTBHUIO SPUTPOIUTAPHON KapOOaHTHAPAa3kI:
CO, + H,0 « H,CO,. YronbHas KucloTa ABgerca craboi, crezo-
BaTeJIbHO, AUCCOIIUUpYeT Ha HOoHH: H,CO; & Ht + HCO4~.
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Cpozactso Hb x O,, ¢ ogHoil cToponH, 1 k¥ CO, u H*, ¢ gpy-
roi, UMeeT 0OpaTHYIO 3aBUCUMOCTb, ONIpeAeIAeMyl0 KOHIIEHTpa-
1€l MOHOB BoZiopoza (BestmumHoi pH). OTo o6paTuMoe ABIEHME
u3BecTHO Kak 3¢ ekt bopa (B uecTs JaTcKOro pusuosaora XpucTu-
aHa bBopa, BIiepBrIe OTKPHIBIIETO 3TOT 3¢ dekT). dPdexT Bopa (mwium
Bepuro-bopa) o6ycioBieH U3MEHEHUAMU B TPETUYHON CTPYKTYype
Hb.

SddexTom Bopa B 061ieit GopMynHMpOBKe HA3HIBAIOT «BIUSHUE
pH cpearl Ha B3auMOZeiCTBHE aTOMa Kejle3a B MOJIEKYJ/Iax AbIXa-
TEJIbHBIX MIUTMEHTOB C PasJU4YHBIMU Juragaamu — O,, CO, NO.
Croza )xe OTHOCHUTCS 3aBUCUMOCTD OT pH okucienus Fe2+ go Fe3+»,
B y3koMm cmeicie nog 3¢dekTom Bopa MOHUMAIOT 3aBUCUMOCTD
cpozactBa Hb k xuciopoay ot koHuenTpauuu H+. Himke 6yger pac-
CMOTpEH 3TOT acieKT 3¢ dekTa Bopa.

ViaMeHeHHe CPOACTBa reMomiobMHa K KMCIOPOAY B 30He pH >
> 6,5 (B OCHOBHOM — IIleJIOYHAas 30Ha) 0603HaYaeTca KaK npsamotli
(unu wenounoii) apdext Bopa, a B 30He pH HIKe 6,0—6,5 (kuCHas
cpeaa) — obpammalil (kucawtii) apdexT Bopa.

O6paTHblit 2¢pdekT bopa, HECMOTPS Ha CBOIO TEOPETUUYECKYIO
BaXXHOCTb, HE MMeeT PU3HNOIOrUIEeCKOro 3HaUeHHUs, TaK KaK 3Ha-
yeHUe pH HiKe 6 B yCJIOBUSAX Ye/JI0BEYECKOTO OpraHu3Ma MajoBe-
POSITHO.

B mporiecce oKCHUTeHAIUU-AE30KCUTeHALIMK TeMOIIOOUHA IIpo-
HUCXOAUT OOpaTHMoOe OTHIeIIeHHe-TIPUCOeANHEHHE TPOTOHOB
OT aTOMOB a30Ta OCTATKOB IMCTHAMHA (146) B B-LeMAX U UX BHICBO-
603K/IeHNE B pe3y/IbTaTe Pa3pyIIeHus COJIEBEIX MOCTUKOB. DTH IIPO-
TOHBI CIBUTAIOT paBHOBECHE B CTOPOHY 00Opa3oBaHUs YTOJbHOM
KHUCJIOTHI, KOTOPasi pacuieIvisieTcss KapboaHruapa3on ¢ o6pa3oBa-
HUEM yIVIEKUCIOro ra3da. O6pa3oBaHue CONEBBIX MOCTUKOB GOpCH-
PYeT OCBOOOXKAeHHE KHUCIOPOAA U3 OKCUTEHUPOBAaHHOM R-GOpPMEL
reMoryioouHa.



InaBa3
NONUMOPOU3M FrEMOTNIOBUHOB

3.1. HomeHknatypa u Knaccupukauus remorno6uHos

s nydimiedi OpyeHTAalMd B TEPMUHOJIOTUH TeMOTJIOOUHOB
clefyeT UxX Ki1acCUPUITUPOBATh C TOYKU 3PEHUS IIPOUCXOXKAECHUA
U QYHKIIMOHAIbHOM 3HaUMMocTH (Tabi. 3.1). BeigensaroT:

* THNbI (2eHomunst) Hb — pasHOBUAHOCTH reMoOrno6uHa,
Yy KOTOPBIX IIPH HAEHTHYHOM CTPYKTYpPE HPOCTETHYECKUX I'PYIIII
reMa MMeIOTCA pa3jMYHbIe COCTaBhl IPOTOMEPOB IoOKHAa. Bapu-
abenbHBIE MOMUIENTHAHBIE e pa3HLIX TUIIOB Hb koaupyioTca
Pa3IMYHBIMHM 'eHaMH, YTO 00y CIaBIUBaET PA3TUIUSI X AMUHOKHC-
JIOTHBIX ITOCJIEZOBATENBHOCTEM. A TaK KaK IepBUYHASA CTPYKTypa
6enka ompefenseT eIUHCTBEHHO ONTUMAJbHYI0 KOHPHUTYpaIHIO
BBICIIMX CTPYKTYP, T€MOTJIOOMHBI Pa3JUYHBIX THUIIOB pasjuda-
IOTCS TPETUYHOM U YeTBEPTUYHOM CTPYKTypaMH. B cBoIo ouepenb
OT CTPYKTYPHI 3aBUCAT UHANBUIYaJIbHbIE CBOMCTBA reMOIVIOOMHOB.
VIMEHHO ITpOCTPaHCTBEHHaA KoHpopMaIua obeclieuMBaeT UX pas-
JIUYUA 110 PUIUKO-XMMHYECKHUM CBOMCTBAM U QYHKLHMOHAIBLHOMN
aKTUBHOCTHU. Hibxe GyAyT IpHUBeAeHHl CBEAEHUA O INIaBHBIX HOP-
MaJIbHBIX THIIaX FeMOIVIOOMHA;

* IIPOM3BOJAHBIE ITeMOIVIOOMHA: COMITHOKUC/IBIN TeMaTHH, Kap-
6okcuremornmoou (HbCO), muanremorno6us (CNHb), MeTremMorio-
6un (MetHb), asug-merremorno6us (NaN;Hb), cynsdremornobun
(SHb), asnametremoronobus (NaN;MetHb) u apyrue, o6pasyromu-
ecs in vivo wiu in vitro B pe3ynbrare B3aumMozeiictBus Hb ¢ pazmuy-
HBIMM BelllecTBaMH (Yanie ¢ razamMu). Takue coeiHeHHA He Ppu3no-
JIOTWYHEI, & MHOT/IA JaXKe TOKCUYHEI, HO 06pa3oBaHue MHOTHX M3 HUX
HCITOB3YIOT AJIsT KOJIMYeCTBEHHOM oneHKu Hb:

— kapboxcuzemoznobux (OKCUYTIEPOAHBINM reMOIIoO1H) 06pasy-
eTcda npu B3aumozeicteuu Hb ¢ yrapasim razom (CO). CpozcTBo
reMoryobuHa K okcuzy ymiepoza (II) B 300 pa3 BhIllle, 4YeM K KHC-
JIopoAy. ITO OOBACHAET BHICOKYIO TOKCMYHOCTb CO, KOTOPHIi BHIBO-
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JUT U3 CTPOSA TeMOIIOOUH, He AaBasi eMy Y4aCTBOBATh B IIepeHOCe
0,. Kap6oxcureMorio6UH AUCCOLMMPYET B COTHU pa3 MeJJjIeHHee,
yeM OKCUTeMOITIOOHH, II03TOMY Jake He3HaUYUTeIbHad KOHIIEHTpa-
nua (0,07%) B Bo3gyxe yrapHOTO rasa fIBISeTCA JeTAIbHOM, TaK
KaK CBA3BIBaeT OKoso 5S0% wmmeromerocsi B OpraHusMe reMorio-
6uHa, JIUIIas €ro TPaHCIOPTHO-AbIXaTeIbHOM QyHKIMHU. B kKap6ok-
cureMoryobHuHe xejie30 AByXBaJIeHTHO;

— cynvzemozniobuH. B Hopme cymbdporeMoriodrHa B KPOBU HET.
OH nosensercs Ipu B3aumozgelicrsuu Hb ¢ cynbdpornpousBogHbIMY,
B TOM 4HCJIe ¥ C HEKOTOPHIMU CyabdaHWIAMUAAMU, IPU OTpaBJIe-
HUSIX COeTUHEHUSIMHU CypPbMEI, peHareTnHOM, 6poMoM, CyibdoHa-
MHJaMU, HUTpaTaMu (KOJIoZle3Has BOZIa), CEPHBIMM CO€AMHEHUAMMU
u 11p. O6pasoBanue cylbbreMormodbruHa — HeoOpaTUMEBIH IIpoIecc
in vivo. DpUTPOIUTEI, COAEpKaIye CylIbPreMOrIOONH, pa3pyaTcs
B T€ K€ CPOKH, YTO M HOPMaJIbHEIE, SABJIEHUH IeMOoIn3a He Habmoza-
€TCS, I03TOMY Cy/bGTreMOrIOGHMH MOXET HaXOAUTLCS B KPOBHU B TEYe-
HHUe HEeCKOJIbKMX MecsaneB. Ha aTom cBoiicTBe cymbdpremornobrna
OCHOBaH METO/ OIpe/e/IeHNsI CPOKOB NpeOhIBaHUS HOPMaIbHBIX
SPUTPOLIUTOB B tepudepudecKoi kposu. OnpeseneHue Cyab$oreMo-
mI06UHa B KPOBU MOXKHO IIPOM3BECTH clieKTpocKonudecku. Cymbgo-
TEMOIVIOOMHOBEIHN CITEKTP He U3MEHSIETCS OT IpHUOaBIeHUA CyabGuia
aMMOHUsA, HO Kc4e3aeT oT npubasieHusa Na,S,0, u 2 mi 10% ezfxoro
HaTpa, WIM HECKOJBKUX Kanenab 3% IepeKucu BoAOPOAa;

— MemzeMo02106UH, Ha3bIBAEMEBIH TaKXKe GeppUTeMOTTIOONHOM,
obpasyercs npu B3aumogeiicrBum Hb ¢ okuciurensamu, B TOM
gycje ¢ U30BITOYHEIM KOJIMYECTBOM HEKOTOPHIX JIEKapCTBEHHBIX
BemecTB (¢peHaneTuH, aHTUIIUPUH, AMWIHUTPUT, CyJabpaHuIa-
MUZH ¥ Jp.). B G0JBIIMHCTBE CIy4aeB MeTTeMOITIOOMH — coeau-
Henue Hb ¢ xucmopogom, Ho 6osiee CTOHKOE, YeM OKCUTEMOTJIOOHH.
ITpu 3TOM ZIByXBaJIEHTHOE XeJjie30 TOPGUPHUHOBOTO AZpa remMa I1pe-
Bpamiaercs B TpexBaneHTHOe (Fe2+ + O, = Fe3+ + O,7).

MeTremMormio61H HepephIBHO 0Opa3syeTcsa B HEOOMBIIUX KOJIU-
YecTBax B IPUTPOLMTAX IIPU ABIXaHUU. Il ero BOCCTAHOBJIEHUS
B SPUTPOLIUTE CyLIECTBYET CIIeIMaIbHAs MEeTTeMOIIOOMHPeyKTa3-
Has pepMeHTaTHBHasA CUCTEMA, BOCCTAaHABIMBAIOIAs METTEMOTIJIO-
6UH U IpeBpamiamas ero B HOpMaIbHbIH Je30KcUreMortobuH. Tak
YTO B I[&/IbHO¥M KPOBH 3ZI0POBOT'O YeJIOBEKA METTEMOIVIOOMH He IIpe-
BEIaeT 2% obiero cogepxkauus remormobuna (0,3—3,0 r/i).
BesteacTBUe TOro YTO IPOYHOCTD coeauHeHuA O, B MeTreMOoIoOUHe
TOpaszo BHIIIIE, YEM B OKCUTEMOIVIOOHHE, OH IepecTaeT OLITh mIepe-
HOCYMKOM KHCI0poza. OmacHOCTh METTEMOIVIOOMHAIMUM /JIs1 Opra-
HM3Ma 3aKJII0YaeTCs B Pe3KOM HapyIIEHUH OTZIauM KUCIOPOZAA TKa-
HAM, B CWIy Yero pa3BUBaeTCs aHOKCHAL.
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Oaxako meTreMoro6UH OOHapy)XMBaeT U ApPyrue CBOMCTBA:
OH JIeTKO cBA3biBaeT CN- ¢ o6pa3oBaHUEM IIMaHMETTeMOITIOONHA
U cllacaeT OPraHu3M OT CMEPTEJbHOro AeiCTBUA IUAHUAOB, I103-
TOMY ZJIS1 JIedeHUs OTpaBIeHUH MaHUuJaM¥ IPUMEHAIOT METTeMO-
r7I06MHOOOpa3oBaTENH;

* ¢yaxmoHansHbie popmel Hb. B KpoBU reMorsiobuH cyiie-
CTBYeT, II0 KpaiiHeil Mepe, B YeThipex GopMax: pedyyupoB8aHHblii
2zemozniobun (ero Taxxe HasbIBalOT GepporeMoryioOuH WiIu Ae30K-
CUTEeMOIJIOOMH) M OKCuU2eM02/106UH, obeclieunBaloie HoOpMaJb-
HYI0 TPAHCIIOPTHO-ABIXaTeJbHYI0 QYHKLIHMIO OpraHu3ma, kapbze-
Mo2n06uH U memezemoznobun. IIpaBga, MeTTreMOITIOOMH BpSZ, U
MOXXHO OTHECTHU K HOpMasibHBIM TunaM Hb, TouHee ero MoXxHO
Ha3BaTbh Hen306eXHO 06pa3yIolMcs HellaToJIOTrHIecKUM MeTabo-
JILTOM.

B nporjecce GpyHKIMOHUPOBAHUA B IPUTPOLIUTAX LUPKYINPYIO-
mei kxpoBu Hb HaxoguTCsA B COCTOAHMU 0OpaTUMOil HellpepHIBHOM
peaknuy. Hb B BeHO3HO#1 KpOBH, IZie MapIUaIbHOE JaBIeHHE KIC-
JIOpOZla HU3KOE, CBA3aH C OAHOU MOJIEKYJION BOZABI 0€30KCU2eMO210-
6uH. B apTepuasbHON KPOBHU C BHICOKMM MapIMaIbHbIM JaBJIeHUEM
kucyopoza Hb coeayHeH ¢ oHOI MOIEKyNIOH KUCIOpOZAa — OKCU-
2zemo2nobur. Ob6e st bopMbl (peAyITUPOBAHHBIM U OKCUTEHUPO-
BaHHEIH) ABIAIOTCA AByMs UIOCTacsIMU HopMaibHoro Hb u jerko
IIEPEXO/AT APYT B Apyra.

K ¢usumonornueckum ¢popmMaM reMoriodruHa MOXKHO OTHECTH
TaKXKe Kap6zemo2s06uUH, KOTOPHIH 00pa3yeTcsa B pe3y/ibTraTe B3a-
umozeiicteua CO, He ¢ MPOCTETUYECKOU I'PYIIION remMa, a ¢ NH,-
rpyniaMu rIIOGMHOBOM YacTH IeMOrjIo6MHa B COOTBETCTBUH
C ypaBHEHHEM:

HbNH, + CO, «» HbNHCOO- + H*+.

IIpuyeM, fe30KcUreMoro6uH cBasbiBaeT Gosbuie CO,, yeMm
okcureMornmobuH. 5—10% yrekucioro ra3a KpoBU TPaHCIOPTH-
pyeTcs K JIESTKUM UMEHHO TaKUM 06pa3oM.

Kapbremorsmo6uH JIerko ZUCCOLMUPYET B KAMWUIAPAX JIETKUX
Ha remorio6uH u CO,.

Temormo6uH obazaeT CrtoCOOHOCTHIO BCTYIIATh B AUCCOIUMPY-
IollVie cCoeIMHEHNS He TOJMBKO C KUCIOPOAOM U YIVIEKMCIBIM ra3om,
HO U C JPYrUMHU razamu. B pesysbraTe TaKux B3auUMOZENHCTBUM
obpa3sytoTcs npousBoziHble Hb, Hanbonee 3HAaYUMMEIMU 13 KOTOPHIX
SABJIAIOTCA: KapOOKCUTreMOrTIOOMH, CyIbPreMOrIoONH U METTEMO-
IJIOOMH.
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Knaccudmkauun remornobunoB

Tabnuya 3.1

B KPDOBH B HOpME.
BOJIBIIMHCTBO U3 HUX
obecreynBalOT HOP-
MAaJIbHYIO TPAHCIIOPTHO-

ABIXaTeNbHYI0 GYHKITUIO
opraHusma

I'pynnma | Iloarpynma ITpuanun xiaaccudu- | OcHOBHBIE pezAcTa-
Kamuu BHTEJH
Tunwst dusuosorude- | PasnoBuaHoctu Hb, Temoro6uH A,
(eeno- ckue (Hop- pasnuyatomuecs cocta- | (HbA,), remornobun
munst) |MaILHBIE) BOM U CTPOEHHEM A, (HbA,), detans-
2eMo2J10- IIPOTOMEPOB CBOETO Helit Hb (HbF),
6uros rnmo6uHa. Bapuabenb- am6puoHanbHeI Hb
HBIE TOMAIIEITTHAHLIE (HbP; HbE) u ap.
Martonormye- | NETH PasHEIX TumoB Hb HbS(B), HbC, HbD,
cKuie KOAMPYIOTCH pasyiid- HbE, HbG, HbH, HblI,
HBIMHU FeHaMH, 4TO 00y- HbJ, HbK, HbL, HbM,
CJIaBJIMBACT Pa3JIUnIUA HbN, HbO, HbP,
HX IIEPBUYHOM, a ce- HbQ, Hb-Baprc, Hb
AOBATEINbHO, ¥ BEICIIAX | el (Nagel, CITIA),
CTPYKTyp II0GHHA. Hb Austin (Moo-Peen,
VInzMBUAyalbHEE CIIIA), Hb Djelfa
CBOliCcTBa reMOIJIOOHMHOB (Labie, ®panius),
OpEZENeiE! MX CIPYKTY- | ih Firosaki (Ohba,
pamu, 4To obecredrBaeT fAnouws) ¥ ap.
pasnu4us no GU3UKO-
XHMHWYECKUM CBOMCTBaM
¥ AKTUBHOCTH
DYHKUYUOHANbHDBLE OU3NOIOTHYECKHE JIe30KCUTeMOIIOOHH,
¢opmur Hb ¢$opMEBl reMOIIO6HHA, OKCHUTEMOIJIOOHH,
IIPUCYTCTBYIOIIHE KapbremMorso6uH

(HbCO,) u merremo-
miobuH (MetHb)

Xumuueckue npouseo-
OHble 2eMo2n06uUHa

O6pasyoTes in vivo Wiu
in vitro B pe3y/nbTaTe B3a-
umozeiicTeusa Hb ¢ pas-
JIMYHBIMH BeIIECTBaMH
(game — rasamu). Taxue
coeavHeHU He PU3HO-
JIOTHYHEI, a HHOT7ZA JaXe
TOKCHYHBI, HO 006pa3o-
BaHHME MHOTHX U3 HHUX
WICTIOJIB3YIOT JJIST KOJTAYe-
cTBeHHO# oreHku Hb

COJITHOKHMCIIBIH
reMaTHH, KapOoK-
CHUreMOorIo6MH
(HbCO), nnaHre-
Momto6uu (CNHb),
a3u-MeTreMOoIIOONH
(NaN;HDb), cymsdre-
Momtobun (SHb),
a3uaMeTreMOroJo6MH
(NaNgMetHb) u ap.
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3.2. XapaKTepucTuka 0CHOBHbIX TUNOB
remorno6MHoOB Yenosexka

C nmomompbio GU3UKO-XUMHUIECKUX METOZOB HCCIELOBAHUA,
TaKWUX KaK pa3jWdYHble BapUaHTH aj1ekTpodopesa U XxpoMarorpa-
¢uu, yAaIOCh YCTAHOBUTh HEOAHOPOAHOCTD YEJIOBEYECKOTO Ir'eMO-
r7o6uHa, CyleCTBOBAHME PA3/JIMYHBIX €r0 TUIIOB KaK B HOPMaJIb-
HBIX YCJIOBUSX, TaK M IIPU Pa3BUTHH IIaTOJIOTMYECKUX COCTOSHUIM.

TunoBas reTeporeHHOCTb I'eMOIVIOOMHA TeHeTU4eCKU 00yCIOB-
neHa (cm. maparpad 4.1.). PaznmuuyHble BapUaHTBI TeMOTIOOMHA
BO3HHUKAIOT BCJIEACTBUE PA3IMYHBIX MyTallii B [TIOGMHOBBIX r'eHaX.
[TpuHIUNUanbHON 0COGEHHOCTHIO ABISIOTCA OTAWYUA B IIOCTPOe-
HUM aMHUHOKHUCJIOTHOM I1OC/IEJOBATELHOCTH IIPOTOMEPOB PAa3HAIX
TUIIOB reMOIVIOOMHA. 3a4acTyi0 He3HAaYUTeIbHbIE U3MEHEHU TIep-
BUYHOM CTPYKTYPHI Lielleil IpUBOJAT K 3aMETHHIM U3MEeHEHUSIM BEIC-
IMUX CTPYKTYP, GU3NKO-XUMUIECKUX CBONCTB U GyHKIMY Oeska.

CoBpeMeHHass HOMEHKJIaTypa THUIIOB reMoryiobuHa OblIa IIpH-
HATa Ha X MeXZAyHapOoAHOM reMaToJIOTUYECKOM KOHTrpecce
B CTokronbMe B 1964 r. Tumnsl remorio6yHa 0603HayaoT 6ykBaMu
JaTuHcKoro ajndasuta oT A 0 G u S. /[na o603HaUYEeHUA HOBBIX
reMOrIOOMHOB IT0Ka He PEKOMEHAYETCS MCIIOJb30BaTh OCTAJIb-
Hble OyKBHI asipaBUTa — JIydllle UX HA3BIBATh II0 MECTY OTKPBITHUS.
[TonmunenTuAHbIe ey reMOVIOOMHOB JAOJDKHEI 0003HaYaThCs Ipe-
yecKUMH OykBamu. Bce MHOrOoGpasue TUIIOB TeMOITIOOMHA MOXHO
pa3jennTh:

— Ha [IOCTOSTHHO IIPHCYTCTBYIOIIME B KPOBU 4eJloBeKa, HallpU-
Mep HbA; u HbA,;

— MOSIBJIAIOIIMECS TOJMBKO Ha OINpeAeIeHHBIX dTalaX pPa3sBUTUSA
opranusma. Jto HbP, HbF u zp.;

— natonorudeckue ¢opmer — HbS, HbC, HbE u ap.

3.2.1. ®u3nosIoru4ecKme TUIMLI reMOIVIOOMHOB

K Haubojsee 3HAaUMMBIM M M3y4YE€HHBIM THIIaM reMOIIOOHMHA
YeJI0BE€Ka OTHOCATCH:

* remornobuH B3pocsoro — HbA (ot sat. adults — B3pociblif),
BKUIIOUaromuii 6onee 300 moATUIIOB, IMIaBHBIe U3 KOTOPHIX HbA,,
HDbA,;

* ¢eranbHbIHM remomiobu — HbF (ot nar. fetus — 1wiox);

* IPUMHUTUBHBIN WIH SMOpHOHANBHBIN remMormobun — HbP
(oT rped. embryon — 3apOZBIII).

Y BBICIIMX >XUBOTHBIX M 4YeJOBEKA I'eMOIVIOOMH BCE THUIIOB
COCTOMUT M3 YeTHINEeX CyObeJUHHI-MOHOMEPOB.
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T'emornno6uH A;. B KpoBY B3pOCJIOr0O YeJI0BEKa OCHOBHBIM SIBJISA-
erca tun HbA,, koTopsiit cocrasiseT Ao 98% ot obmero Hb. Ero
CHHTe3 Ha4YMHaeTcs y)xe Ha 6—8-11 Heflers1x pasBUTHA wioga. TeTpa-
Mep COCTOUT U3 ABYX (- U ABYX B-IipoToMepoB. B TeTpamepe ux o60-
3HA4aloT KaK 0, Oy, B; ¥ B3,. IlomunenTuziHbIe eNM O-IIPOTOMEPOB
BKJIIOYAIOT MO 141 aMUHOKUCIOTHOMY OCTaTKy, [3-IIpOTOMEpPHl —
mo 146 amuHokuca0T. TakuM 0O6pa3oM, BCs MOsieKysna 6eIKOBO
yacTu reMorniobuna A; cocTouT u3 574 amMmHOKUCIAOT. [Ipudem,
O-TIONIUIIENITUAHASA LieNb 3aKaHYUBaeTCsA KOMOMHaneli aMIHOKUC-
JIOT BaJIUH-NIEUIIUH, a B-momunenTuaHasA nenb — KoMOuHanuen
BaJIMH-TUCTUAWH-JICMITIHA.

V3oasexTpudeckas Touka HbA, mo gaHHBIM pa3HbIX aBTOPOB,
cocrasiser 6,95—7,18. Kak 6pu10 ykazauo Beimme, HbA Hauwm-
HaeT CMHTEe3UpOBaThCsA ¢ 6—8-HeleIbHOTO Bo3pacTa aMOPHUOHa,
HO Ko 30—36 HezZenb pa3BUTHUA IUIOZA KOJIUIECTBO €r0 OCTAETCA
MTOCTOAHHBIM — 5-10% oT ob1ero remomiobuHa. B KoHIle nepBoit
TpeTH 3M6proreHesa HaxoAAT okono 5% HbA,, Ha 9—18-i1 Heze-
JIsIX OH cocTapisieT 8—14% Bcero reMorno6uHa.

ITocienoBaTeIBHOCTD PACIIONOXKEHUS AMUHOKHCIIOT B O~ U B-Iie-
IIIX FeMOIVIOOMHA psiZia BEICIINX KUBOTHBIX U YeJI0BEKA IIOJTHOCTHIO
BHIICHEHA. BO MHOTMX MOJOXKEHUAX O U B-Llenu coZepixaT Ofu-
HAKOBYI0 aMUHOKHUCJIOTHYIO IIOC/IEZA0BATENbHOCTD, II03TOMY OHU
MMEIOT ITPaKTUIECKN OANHAKOBLIE TPETUYHBIE IIPOCTPAHCTBEHHBIE
CTPYKTYPBHL.

T'emorOo6uH A,. l'emornobus A, (MezyIeHHBIN) HAXOAUTCS B Op-
raHy3Me B3pOCJIOrO B MeHbIIel KOHIIeHTpallul: pedepeHTHEIE Ipe-
aenbl 1,5—3,5% ot obmmero remorobuHa. XapakTepusyeTcs 6osee
BBHICOKMM, Hexenu y HbA,, cpoacTBoM K kuciopozy. TeTpamep
COCTOUT U3 JIBYX O- U ABYX O-IIPOTOMEPOB. d-IelN reMOorIo6uHa
A,, xax u B-nenu remortobuHa A;, BKJIIOYAOT 146 aMUHOKUCIIOT-
HBIX OCTaTKOB, HO OTJIMYAIOTCA OT IIOCAEAHUX 3aMEHOU aMHUHO-
KUCJIOTHBIX OCTaTKOB B ITOJIOXKEHUU 9, BMECTO CEPUHA HaXOAMUTCA
TPEOHUH, B IOJIOXKEeHUH 12 BMeCcTO TpeOHWHA — aclaparuHoBad
KHACJIOTA, B ITIOJIOXKEHUHU 22 BMECTO TPEOHUHA — aJIaHWH. MI3BeCTHO
oko0j10 20 MyTanui d-1enu, KOTOPble CHIKAIOT GYHKIMOHAIbHBIE
BO3MOXXHOCTH U ILIACTUYHOCTh SPUTPOLIUTOB.

OuunmeHHbIN npenapaT HbA, monydaoT MeTozoM XpoMaTorpa-
¢buu Ha KOJOHKE C AUSUTHIaMUHOITHI-EUII0N030M. B 1960 1.
Meyering ¢ coaBTOpaM¥u 00HAPYXWIX IIOMUMO OCHOBHOT'O KOMIIO-
HeHTa HBA, eme u MuHOpHBIHM HbAL,.

V3oanexTpudeckas Touka HbA,, mo faHHBIM pasHBIX aBTOPOB,
HaxoAuTcA B mpejenax 7,4—7,6.
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B nponecce sanexkTpodopeTrdeckoro pasgenenus npu pH 8,6
OH JIBIDKETCA K aHOAY MeZJieHHee OCHOBHOM ¢pakiuu HbA,. Diek-
TpodopeTHiecKas IoABIKHOCTh MUHOpHOTO HbA1, eme Huke.

Onpenenenue HbA, Bo3amMoxxHO MeTozamu szekTpodopesa
Ha 6ymare, KpaxMaJIbHOM rejie, arapoBOM Tejie, a TaKXXe HOHO00-
MeHHoO# xpoMmaTtorpaduu Ha JEAE-niesunionose u JEAE-cedazaekce.

I'emorsi06MH P. [IpUMHUTHBHBIN reMoOryio6UuH P UMeeT CHHO-
HUM sM6puoHanbHBIM — HbE. Hazpanue HbP 65110 npesioxeHo
Allison B 1955 r., HO B TO BpeMs TepMUH oTHOcwIcsA K Hb am6pu-
OHOB MBIIIY, a [TO3ZIHEE 3aKPeIIcsS 3a SMOPUOHAIBHEIMU TUIIAMU
reMOIVIOOMHOB U JPYTUX KUBOTHEIX U YEJIOBEKA.

OtoT Tun Hb obnazaet 6osee BricokuMm, yeM HbA,, cpoacTBOoM
K Kuciaopozy. Takke aBngerca TeTpamepoMm. CUHTe3UpyeTca B paH-
HeM 5MOpHoreHe3e B SMOPHMOHAIBHOM JXeJITOYHOM MelIKe U HaXo-
AUTCS B DPUTPOLUTAX 3aposiiia ¢ 4-i o 18-10 Hezemo sMOpHo-
HJIBHOTO Pa3BUTUSA, B OCHOBHOM MeXAy 5-i1 u 12-11 HeienaMu.

Bce moATUIIBI S MOPUOHAIBHOT'O TeMOIVIOOMHA HAaXOAATCA B Of-
HUX U TeX ke Meranobiacrax. HbP mpezacraBieH noaTunamMu
Gower-I, Gower-1I, Hb-Portland u gp. Cozepxanue Hb-Gower-1
B KPOBU 00BIMHO 60sibiie, yeM Hb-Gower-2. Ha 6onee mmo3gHux cra-
AVIAX Pa3BUTUS OHU MCUE3aI0T IIOJTHOCTBIO. B pe3y/braTe AeTanbHbIX
HCCJIEIOBAHUM YCTAHOBWIH, YTO TeMOrTOOMHB Gower-1, Gower-II
u Portland umerloT B cocTtaBe (-, €-, Y- U o-LienH. (-IeIH TOABIIS-
IOTCS PaHbIIe APYTUX B SMOPHUOHAIHFHOM Pa3BUTHH M HATTOMHUHAIOT
II0 aMUHOKHUCJOTHOMY COCTaBy o-lenu. Gower-II npeacraBieH
ABYMS O-LIETISIMU U AByM#A NIOJUIIENITUAAMY, OTIMYAIOIIMMUCSA T1ep-
BUYHBIM CTPOE€HHEM OT BCEX paHee U3BECTHHIX LieNeil U MOMyIUB-
VMU Ha3BaHUeE €-Lieleid, KOTOphle 10 aMUHOKMCJIOTHOMY COCTaBy
6mm3ku K B-uensam. l'emornmo6un Gower-1 sBiseTcsa TeTpaMepoM
tuna €,. O6a maBHbIx nogTuna HbP aBisaioTca TerpamepaMy, pas-
JIMYAIONTUMMCA CTPYKTYPOM TOJIBKO OZHOM M3 ABYX Map IIOIUIIEI-
TUAHBIX 1enen: Gower-I — g,; Gower-II — o,,€,. Kpome Toro, B pas-
HeM aMmOpuoreHese 6bLU1 O6GHApPYXKeH reMOIVIOOHH THIIA Y.

INossnenue Hb-Portland (&,Y,), BepoATHO, cBsI3aHO € TUOpU-
ausanueit Hb-Gower-1 u HbF npu remosu3se meramo61acToB XKejl-
TOYHOTO MENIKa ¥ MaKpOLUTOB I1€4€eHOYHOTO KPOBETBOPEHMU.
Ero xoin4ecTBO AOCTUTraeT MaKCHMAaJIbHOIO 3Ha4YeHUs OT 2 A0 5%
Ha 54-e cyTku smbpuoreHesa, a k 10-ii Hezesne OH IIPAKTUYECKH
IIOJIHOCTBIO Mcue3aeT. Eciu aMOpuoHanbHble reMOIIOOMHEL 06Ha-
PYKMBaIOTCS B KPOBU HOBOPOXJEHHOT0, 3TO ABJISAETCA IPU3HAKOM
BPOXZEHHBIX aHOMaJINUil pPa3BUTHUS.

ITo ¢U3UKO-XMUMUIECKUM CBOMCTBAM 3MODPHUOHAJILHBINH IeMo-
o6uH cxoZeH ¢ ¢eTanbHBIM reMorio6uHom. HbP u HbF umelot
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6/M3KHe MapaMeTphl 10 CIEKTPY HOTJIOIEHHUs, KOIGPUIMEHTY
cequmeHTanyu — 4,5 S, a Takke 06a XxapaKTEepU3YIOTCA BHICOKOM
IMEeJIOYHOM Pe3UCTEHTHOCTBIO.

Ho, B ommuune ot HbF, oM6proHaNbHEIH TeMOVIOOMH MMEET
MEHBILYIO 3JIEKTPOPOPETHUIECKYIO TTOABIKHOCTD. [IprueM Gower-I
JIBIDKETCS K aHOAY MeJieHHee, YeM Gower-II. DTo MOXHO 06Bsc-
HUTH HaiMuKueM B Gower-II o-1iemeit (cM. BhIlIe), KOTOpEIE obecIe-
YHUBAIOT OGIBIIYIO 3eKTPOGOPETUIECKYIO TOABIKHOCTD.

Femorno6uH F. I'emorno6un F — TeTpameTrp, cocToAmui
U3 JBYX O- U IBYX Y-llellei. B y-1lenu, B OT/IMYME OT [-1elH, cojep-
’KUTCSA MEHbIIe BaJWHA, IPOJIKHA, TUCTUAWHA, HO 60Jbllle — H30-
JeWlHA, CepUHa, TpeOHUHAa. KpoMe TOro, B COCTaB Y- BXOAUT
M30JIeHIINH, KOTOPHIM OTCYTCTBYET B reMoriobrHax A u A,. O6bmiee
KOJINYECTBO aMUHOKHUCJIOTHBEIX OCTaTKOB B Y-I[eNH, KakK U B f3-
U d-1ensx, paBHO 146. CyniecTByeT HECKOJIbKO Pa3HOBUAHOCTEM
y-llenieii. B 136-M Io/I0)XKeHUM MOXKET HaXOAUThCA TIU WIM aja.
CooTHomeHue yA- u YG-1emeit y am6puona — 1:3, y HOBOpOXKZAEH-
HOrO — 7:3, y B3pocjioro yesoBeka — 2:3. Bcero usBecTHo 6osee
60 myTanui y-nemnm.

deTanbHBH reMOrIOOMH HadYWHAaeT CHHTEe3UpPOBAThCH
yepe3 /Be HeZenu nocjie GOpMUPOBaHUS IIeUeHU IUIOZA, a UMEHHO
¢ 12-i Hemem SMOPHUOHANBHOIO PA3BUTHA, U K 6 MecsAIlaM 3aMe-
ImaeT MPUMUTHUBHLIA reMOIJIO6MH, CTAHOBSCH OCHOBHBEIM I'eéMO-
rmobuHoM 1ioza. C 9-i o 13-10 Hegeno Bo3pacTa 3MOpHOHA
¢deTanpHEINM TeMOITIOOMH IpezcTaBadaeT o060l OCHOBHYIO Maccy
reMorsiobuHa. Besies 3a 3TUM ITOCTEIIEHHO MOSABIAETCS OOBIKHOBEH-
HBIH remoriobuH yenoBeka (HbA,).

KonuectBo HbF mocTerneHHO yMeHbIIaeTcs ITapajule/IbHO yBe-
nudeHuto konudectsa HbA; u k MOMeHTy poXKJeHUs COCTaBIAET,
II0 ZaHHBIM pasHBIX aBTOpoB, 50—80% ot obmiero Hb. Takoe
3aMeleHue IIPOUCXOAUT BCIEACTBUE MOCTENEHHOIO CHUXKEHUSA
MIPOAYKIMU Y-1ielleli IMTo61HA U MOCTENEeHHOT'O0 YBEJIMYEHUA CUH-
Te3a [-1elel co3peBaloNUMU 3PUTPOIUTAMU. B KpOBU B3pOCJIOrO
yejoBeka Ha gonio HbF nmpuxoaurca He 6osmee 1,5% ot obiero
reMorio6uHa.

Ero nsosnekTpuyeckasn TOUYKA II0 pa3HBIM JIMTEPAaTyPHBIM UCTOY-
HuKkam — 6,9—7,15.

HbF uenoBeka, B OT/IM4Me OT PeTaIbHbIX reMOIJIOOUMHOB 60/Ib-
IIWHCTBA XKUBOTHHIX, 06j1alaeT MOBHIIIEHHONH YCTOWYUBOCTHIO
K JA€HaTypUPYIOIIEMY BO3AEHCTBHUIO IIEJOYEN, UYTO MCIONb3YETCA
IIPU €r0 KJIMHUYECKOM OIIpe/ieIeHUH.

B ommune ot HbA, ¢eTanbHEINM reMOIIO6UH MeHee pacTBOPUM
B nuTpaTHo-pochaTHOM 6ydepe ¢ pH 3,4. 3TO 06CTOATENHCTBO
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HCIIONB3yeTCs A MUTOXUMUYecKoro BuiABieHuss HbF B apurpo-
Iax Ha Maske KpoBHu 110 BeTke.

PaszeneHue B3poC/Ioro U GeTaJbHOr0 reMOIJIOOMHOB BO3MOXKHO
TaKKe IyTeM 3jekTpodopesa B arapoBoM reje npu pH 6,2: HbF
ABIDKETCS K KaTOAY C OIlepeKeHHUEM, a TaKKe HOHOOOMEHHOH XPo-
matorpadueit Ha [IEAE-cedaznekce A-50.

OPUTPOLIUTH IVIOAa MOTYT MOIVIOLIATh U OTAAaBaTh KUCJIOPOZ,
npu 6osiee HU3KOM ITapPIUATLHOM AAaBI€HUU, YEM 3PUTPOIUTHI
B3pocisoro. HecMoTps Ha TO, YTO K MOMEHTY POXK/JE€HUA HackhIIe-
HMe KPOBH IUIOZA KUCJIOPOZAOM IIOYTH B /IBa pasa HIDKe, YeM BO BHe-
yTpo6HOM mepuoze, moBhmeHHOe cpoacTBo HbF k kuciaopoay
ITO3BOJIAET 00ECIIEYUTh AOCTATOYHOE CHAGXKeHNe TKaHeH KHUCIOPo-
JIOM B YCJIOBUAIX OTHOCUTENbHOU IUnokcuu. Kpome Toro, apurpo-
IIUTHI, cogepkamue HbF, 06:1azai0T NOBHIIIEHHOM YCTOMYUBOCTBIO
K paspyllIeHHUIO.

Coaepxxanue HbF B KpOBU B3POCJIBIX JIIOZEH C CEPIIOBUIHOKIIE-
TOYHOU aHeMuel yBenndeHo 2o 30%. IIpu HacredcmeenHoM nepcu-
CMuposaHul emansbHozo 2emo2/106uHa (CHHOHUM — HaCJIeJCTBEH-
HOe IoJ/iepKaHue BhICOKOro ypoBHA HbF) remorno6uH B3pocioro
IIOYTH IOJIHOCTBIO IIPE/CTaBieH ¢peTaJlbHBIM IreMOIJIOGUHOM.

JoctoBepHOe noBbimeHre HbF BEIABIEHO y HeZOHOMEHHBIX
nereii. Peakoe CHIDKEHUE KOM4ecTBa GeTasbHOro reMomiobuHa
HabogaeTcs npu 3puTpob1acTo3ax, BHI3BaHHBIX HECOBMECTHUMO-
CTBIO MEXZy MaTephlo U IuIofjoM. OTMedaeTcs CHUXXEHUE COAEp-
»kanus HbF y foHOmIEHHBIX ¥ HEJOHONIEHHHIX JeTel ¢ reMOoJu-
THYECKO# 6O0JIE3HBIO M y AeTeH ¢ 3aJepPKKOM BHYTPHUYTPOOHOTO
PasBUTHA.

IToBrImIEeHNE KOHIEHTpanuu ¢eTasbHOro reMomio6uHa oTMe-
JaeTcsa B KPOBH B3POCJIBIX JIIOJIEH IIPY SHAOKPUHHBIX HapYIIEHWAX,
WHTOKCHUKAIUAX, CEPAEYHO-COCYJUCTOU ITaTOMIOTHUH, FeMaToIorude-
CKUX 3a00/IeBaHUAX.

YcTaHOBNIEHO MOBHIIEHNE KOHIIEHTPaUuu ¢GpeTaabHOro remMo-
ro6uHa B KPOBU NPU XPOHUYECKUX T'MIIOKCUAX, B YACTHOCTH,
y 6onpHEIX XUBC 1 XOBJI. [IpuyeM yBelHueHHe KOHIEHTPAIUU
¢deTampHOrO reMorio6MHa B KPOBU 3aBUCUT OT HapacTaHUs JEKOM-
IIeHCalluu KpOBOOOpalleHUsA, HaJIuIUs COYETaHHOM IaTOJIOrUH,
BO3pacTa MalUeHTOB U AJIUTEIbHOCTH 3aboseBaHus. [TokazaTenb
koHIleHTpauuu HbF moBeIaeTcsa ¢ HapacTaHUEM CTEIIeHU JblXa-
TEJIbHOUN HeZJOCTaTOYHOCTH, IPU COYETAaHHOM NaTOJIOrUM, C BO3pac-
TOM IIAI[UEHTOB.

Y niozeil, IpoXUBAIOIUX B YCIOBUAX BBICOKOTOPbS, a TaKXkKe
B 3abaiikanbe u Ha KpaitHem CeBepe B yCJIOBUAX XPOHUYECKOM
TUIOKCHUM, OTMedYaeTcs aZalTUBHOe NOBHIIeHUe ypoBHA HDF.
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[IpryeM MHTEHCUBHOCTD €T0 HAaKOIUIEHWA B KPOBU HAMHOTO IIpe-
BHIIIIAET CTelleHb 06pa3oBaHUs TeMOIOONHA APYTUX THUIIOB.

B xpoBu B3pocioro cHmxenue HDbF wame wmabaiogaercs
TIPU TEMAaTOJIOTUYECKOM MaTOJMOTHU: JiekKo3e, tuMdorpaHynema-
TO3€e, TPOMOOIIUTOIIEHUYeCKOM ypIrype, chepoluTapHOii reMOIU-
TUYECKON aHEeMUM.

3.2.2. ITaTosnoru4yecKue TUMILI reMOIVIOOMHOB

[Tomumo ¢usmomorudeckux TunoB Hb B HacTosilee Bpems
U3BeCTHO OKO0Ji0 200 maToJOruYeCcKux ero BapuaHToB. Hamnuue
B DPUTPOIUTAX JIOZEeN aHOMAaJIbHBIX WIM IIaTOJOTMYeCKUX reMo-
IMI06MHOB OIlpeZiesisieT COCTOAHMA, 0603HaYaeMble KaK reMoryioou-
HO3HI, WIM reMOrIO6GUHONAaTUM. DTO HacjaeACTBEHHbIE aHOMAaJIUH
KPOBETBOPEHUSA, IIPU KOTOPHIX MOJIEKY/IBI IIaTOJIOTUYECKUX T'eMO-
I7IOGMHOB UMEIOT U3MEHEHHYIO CTPYKTYPY, II03TOMY IOAOOHEIE
3a60s1eBaHUA OTHOCATCSA K I'PYTIIe TaK Ha3bIBA€MEBIX MOJIEKY/IIPHBIX
6ose3HeN.

[TpyuunHOM BO3HUKHOBEHMA IaTosorudeckux Hb sBiasercs
MIOBpeX/JeHNe reHOB, OTBEYaIOI[UX 3a CUHTEe3 TOU WX UHOHU Lenu
remomtobuna (o, B, y, €).

[TaTomoruyeckye TUNH reMorioOMHa, KaK U HOPMAaJbHEIE,
pasnuyvalTcs He MO CTPYKType IPOTONOPGUPUHOBOrO KOJbIA,
a 1o CTPOEHUIO I0OMHA. Pa3HuUIla MOXET 3aKII0YaThCA B U3MeEHe-
HUU LIeJIbIX NTap MOJUIENTUAHBIX Lienel B reMOVIO6MHOBOM Mojie-
KyJie WU IIPY COXPaHEeHWH TeX Ke IOJUNENITUHEIX 1elleil, B 3ame-
IMEeHVU Ha OIpe/leIeHHOM MeCTe IIePBUYHON CTPYKTYPHI OAHOM
aMUHOKMCJIOTHL Ha ApYryio. Jlaxke ToueUHasd MyTal[Us TaKoro reHa
MOXET IIPUBECTH K HAPYIIEHUI0 aMUHOKUCIIOTHOM IOC/Ie0BaTe b-
HOCTH 'eMOIVIOOMHOBHIX Lielleil U, COOTBETCTBEHHO, K U3MEHEHUIO
CTPYKTYPH I'€éMOIJIOOMHOBOTO MYJABTUMEPA, €r0 GUUKO-XUMUYe-
CKUX CBOHMCTB (37eKTpodopeTruiecKoil MoABXHOCTH, PE3UCTEHT-
HOCTH K IIeJI0YaM, paCTBOPUMOCTH, M303JI€KTPUUECKON TOUYKH)
u ¢yHkiuu. Takasd MyTalus MOXET OKa3aThCSA JOCTATOYHOM
JUIS1 TIOJIHOTO M3MEHEHMA CBOMCTB reMomiobuna. I[Togo6HbIe mpo-
I[€CCHI ABJISIOTCSA OCHOBOM Pa3BUTHSA reMOIVIOOMHONATHM, OTHOCH-
MBIX K MOJIEKY/ISIDHBIM OOJIEe3HAM.

Hawubosiee U3BECTHHIM THUIIOM IIaTOJOTMYECKUX I'eMOTIOOUHOB
sBisieTcs remomobur S (HbS). [IpuunHOit €ro CHHTe3a SBIAETCS
3ameHa B HbA; miroTaMMHOBOM KHC/IOTH HA BaIWH B 6-M IOJIOXe-
Huw [-1enu, yro obyciapauBaet moseiaeHue HbS, koTopkerii umeer
CTPYKTYPY (lyS; U OGHApYXKeH y O0NBbHBIX CEpIOBUAHO-KIETOYHOM
aHeMHUel. Y reTepo3UroT cofepKaHue remMoriobuHa S paBHA-
erca 20—45%, y romosuror — 60—90%.
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TeTeposuroTHas ¢$opMa aHOMAJIUU IIPoTeKaeT HECCUMIITOMHO
WIA COIIPOBOXKJAETCS JIETKON IeMOJMMTUIECKOU aHeMue. Y roMo-
3UTOTHHIX ocobeil y)ke ¢ IIepBHX MeCAIleB XXWU3HKU pa3BUBAETCA
TsDKeJasA GopMa CepIOBHAHOKIETOYHOM aHeMuu. DTa 0cO6EHHOCTh
IIPUBOAUT K 06pa30BaHMIO B KAMWUISIPAX MUKPOLMPKY/ISITOPHOTO
pycia, e Ao Ae3okcureMoriobuHa Hanbosnee BEICOKA, arperupo-
BaHHBIX KpucTayuioB HbS — maxmoudos. x BEITAHyTasA, BEpETEHO-
obpasHas ¢popMa MexaHUIECKH AePOPMUPYET SPUTPOLIUT, IPUIA-
Bas eMy cepIioBUAHYIO dopMy (puc. 3.1). DPUTPOIUTH IPHUHUMAIOT
dopMy cepnia U TEPAIOT CIIOCOOHOCTh IEPEHOCUTh KUCIOPOZ,. DTO
IMPUBOAUT K T'€MOJUTUYECKUM SIBJICHUAM, YXyALUIEHUIO IIPOLECCOB
MUKPOLMPKY/IAILMN, YTO HapymaeT QyHKIMHM KpoBU. B pesynbraTte
pasBUBaeTCs TKeIasa 60/1e3Hb — CeprnosuUOHOKIEMOYHAA AHEMUL.

Puc. 3.1. DneKkTpoHHble muKpodoTorpadpum HopmanbHOro
(a) n cepnosugHoro (6) spurpouuTos (no !. Togoposy)

Haubosee 3HaYMMBIMH M3 ITAaTOJAOrMYecKuX TUIIOB Hb B HacTo-
samee BpeMmsa asaawTca: HbS, HbC, HbD, HbE, HbG, HbH, HbI,
HbJ, HbK, HbL, HbM, HbN, HbO, HbP, HbQ, Hb-Baprc (Tabn. 3.2),
a Taxxe BO3MOXKHBbIe mx Kombunaiuu (SC, SD u zap.).

Tabnuya 3.2

AHoManbHble remorno6MHbI

O6o3Ha4YeHHe 3amemeHus Oco6eHHOCTH OKCHI'€HHPOBAHMS
H Apyrue CBOiCTBa

M Iwate His F8(87)6—Tyr |cQ-Ieny OKUCAEHH, B-1IemHd UMEIOT
MaJI0€ CPOACTBO K KMCIOPOAY

M Hyde Parc | His F8(92)p—Tyr |Q- MMEIOT MajO€e CPOACTBO K KHCJIO-
poay, B-menu oKucIeHk

M Boston His E7(58)4—Tyr O-TIEMH OKUCJIEHH, 3-11eTT UMEIOT
MaJjioe CPOACTBO K KUCIOPOAY
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OkoHuyaHue mabn. 3.2

O6o3HaueHue 3aMelneHus Oco6eHHOCTH OKCUT€eHUPOBaHUSA
H ApyTHe CBO¥CTBa

M Sascatoon His E7(63)B—Tyr O- IMEIOT Majioe CPOACTBO K KUCJIO-
pozy, B-1eny OKUCIeHE

Zurich His E7(63)B—Arg |Bricokoe cpoacTBO, yMeHbBIIEH-
Hasi KOOIIEPaTUBHOCTb; apTUHUH
He YKJIQZBIBAETCA B IUTAHAHBIN
KapMaH

M Mivaukee Val E11(67)B—Glu | o-uemu okuciaens, COO- MoXxeT
ob6pasoBbeiBaTh MocTUK ¢ Fe(III)

Bristol Val E11(67)B—Asp |Huskoe cpoactBo; COO- moxeT obpa-
30BaTh cosieBoi MocTuK ¢ His E7

Sydney Val E11(67)B—Ala |HeycToifauB, reMbI JIETKO OTAEIA-
I0TCA OT P-Lenu

Hammersmith |Phe CD1(42)B—Ser | Huskoe cpoAcTBO — pe3ysnbTaT

Bucuresti Phe CD1(42)B—Leuy | >KPAHUPOBAHIA reMa B IUTaHANPO-
BaHHO¥ KoHOpManu

Santa Ana Leu F4(88)3—Pro |B B-uenu OTCyTCTBYET reM

Boras Lew F4(88)3—Arg |Bricokoe cpoAcTBO — IPOKCUMAb-
Hasl CTOPOHA reMa OTKPEBITa

Koln Val FG5(98)3—Met | Bricokoe cpozcTBO

Ha XVI MexzayHapoZHOM KOHIrpecce reMarTosoros B AnoHuu
B 1976 r. ObUIH cZilelaHBl COOOIIEHUA O HOBBIX aHOMAaJIBHEIX I'eMO-
rmobunax: Hb Beth (Nagel, CIIIA), Hb Austin (Moo-Peen, CIIIA),
Hb Djelfa (Labie, ®paunuus), Hb Hrosaki (Ohba, fimonus), Hb Waco
(Moo-Peen, CITIA).



InaBa 4
3BONOLWA TEHOTUNOB rEMOIJIOBUHA

4.1. JBONIOLUA reHOTUNOB reMorno6MHa Kak MexaHu3m
ajlanTaliuu K yaioBuam CyuiecreBoBaHus

DYHKITWA ABIXaHUA Y PA3JIUYHBIX TPYIII XKUBOTHBIX OCYILeCTBIIA-
eTcs HeoAMHaKoBo. CylecTByeT TPU OCHOBHBIX MexaHHU3Ma obe-
CIIeYeHUsI OpraHu3Ma KUCJIOPOJOM.

1. MajioaKTUBHBIE XKUBOTHEIE (TIpocTeHInye, ryOKU, KUIIEYHO-
IIOJIOCTHEIE, HEKOTOPHIE YePBY, MOJUIIOCKH, pakoobpa3Hrie) obecrre-
YHUBAIOTCA KUCIOPOAOM IyTeM npocmoil dudgdysuu depes noBepx-
HOCTb TeJIa.

2. BBICOKOAKTHUBHEIE )XUBOTHBIE, HyXZaluecs B 60abIIux
KOJIMYECTBAX KUCJIOPOoZa, 061aZaloT COOTBETCTBYIOIIMMHU ddeK-
TUBHBIMU MEXaHU3MaMH, o6eclieuuBalOMMMHU MOCTYIUIEHUE KUC-
JIopoZia B OpraHu3M.

a) HacekoMble ¥ HEKOTOPHIE APYTHUE NPEJCTAaBUTEIN WIEHUCTO-
HOTUX 00J1aAaI0T mpaxeiiHoii cucmemoil, IPOHU3EIBAIOIIEH BCe TeIo
Y IOCTABJIAIONIEN KNCIOPO HEITOCPEACTBEHHO TKAaHIM M KJIETKaM
CaMBbIX OTAQJIEHHBIX OT IOBEPXHOCTH YacTed Tea.

6) TpaHCIIOPT KUCIOPOAA K TKAaHAM IIPU IIOMOIIH 0bIXAMeNbHbIX
nuezmeHmos KpoBU (II03BOHOYHEIE XKUBOTHBIE, HEKOTOPhIE YEPBHU)
wiu reMoauMosl (JacTh 4epBeil, pakoo6pa3HBIX, MOJLIIOCKOB).
Y 3TOii IpymnIibl AKMUBOTHBIX IOMUMO OPraHOB ABIXaHUA, B KOTOPHIX
IIPOUCXOAUT OOMEH ra3oB, UMEETCA COCyJUCTasA CUCTEMA, II0 KOTO-
pOii ABUXKETCA KPOBb, BCTYNAsA B KOHTAKT CO BCEMU YacTAMM TeJla,
U JbIXaTelbHble ITUTMEHTHI, CIIOCOOHBIE CBA3BIBATH KUCJIOPOZ.
OCHOBHEBIM JBIXaTeNbHEIM IUTMEHTOM, PaCIpPOCTPaHEHHEIM CpeaU
BCEX T'PYIII )KUBOTHBIX, SBJISIETCS TeéMOIJIOOUH.

OBOJIOLINS reMOIIOOMHOB IIPMMATOB IOAPO6HO ITpoaHaIU3upPO-
BaHa Hill u coaBropamu B 1963—1964 rr. ['eMOIIOOMHLI pa3iny-
HBIX )XUBOTHBIX 061aZ1a10T BUAOBOH crienupuIHOCThHIO0, 06yCI0B-
JIEHHOM cBOe0OpasueM CTPOeHUs OEIKOBOM YaCTH MOJIEKYJIHI.
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Ob6e3bsann Craporo u HoBoro Csera obiazaioT reMoriobu-
HaMH, OYeHb CXOAHBIMHU C YeIOBEYECKUMHU. Y MaKaKy, HallpuMep,
B-11enb OTIMYAETCss OT TAKOBOM y YEIOBEKA BCETO OZHUM OCTAT-
KOM: B 87-M TNOJIOXKEHUHU (Tpe — y 4YeoBeKa, ITy — Y MaKaKu).
HeckobKO 60JbIIIE OTINYAIOTCA OT YEJIOBEYECKUX I'E€MOIVIOOUHEI
appUKaHCKUX JIOPH U JPYTUX HUBLIMX MPUMATOB. O-I[€llb B XOJ€
SBOJIIOLIMM OKa3ajach ropaszo 6osee cTabMIbHOM, YeM JpPyTHE
menu. XoTd U B B-niemr aMUHOKUCIOTH ¢ 30-i1 mo 40-10 ocTrarTcsa
HEM3MEHHBIMM BO BCEX reMoryiobuHax mpumaroB. CHUHTE3 YeThIpeX
TIOJIUIIENITUAHBIX Hereil Hb deoBeka KOHTPOIUPYETCA YETHIPbMSI
reHaMu, 0603HaYaeMBIMH II0 Ha3BaHUIO LEIei o-, -, Y- 1 8-, KOTOo-
phle 06A3aTeNbHO MMPUCYTCTBYIOT B TAIUIOMAHOM Habope XpoOMOCOM
3JJ0pPOBOTO YeJOBeKa. B GO/NBIIMHCTBE MOMY/IALIMH YeOBEKA T'eH
O-TJIOOMHOBOI IIENM HAXOAUTCA B AYILUTUIIMPOBAHHOM COCTOSHUH.

Ha cerogHsHui JeHb XOPOIIO U3ydeHa HyKJI€OTHAHAsA IOoCe-
JIOBATEJIBHOCTD BCEX IVIOOMHOBBIX TeHOB. ['€HHI ITTOOMHOB YeJI0BEKA
06pasyioT MyJIbTUTE€HHBIE CeMeHCTBa M PAaCIOJIOXXKEHB Ha JBYX
XpPOMOCOMax B COCTaBe ZIByX KJIACTEPOB. O-KJIACTEP ITIOOMHOBBIX
reHoB (cemeiicTBo (- 1 a-reHoB) 3aHuMaeT 25 000 map ocHoBa-
HUM U HaXOAUTCA B KOPOTKOM IUIede 16-11 xpomocoMbl. CeMeicTBO
€-, Y-, B-, 0-reHoB (B-KyacTep) pacrojaraeTcs Ha KOPOTKOM IUTede
11-#1 xpoMocoMHl Ha yyacTke B 60 HykiaeoTnzoB (puc. 4.1).

GY
4kb 1
A AY
14 kb
Y
5
5 kb
p

Puc. 4.1. Kapta reHoB Y-, 8- n f-rno6mHOB YenoBeka
(no J1. Crpaiepy)
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I'eHBI B O-KJIaCTepe PacloJIOKeHH B caeAyoneM mopsazake (ot 5’
K 3’): reH sM6puoHaNMbHOM {-11enu, IceBAoreH (-Iiemu, IceBAoreH
O-IIelH ¥ /1B MEHTHYHBIX T'eHa O-IelH.

Pacnoyio;keHre T€HOB B [-KjlacTepe CjeAyloniee: TeH 3MOpu-
OHAJILHOM €-llenH, ABa reHa ¢eTanbHHEIX y-lieneil, NceBAOTeH
B-ieru, reH d-nenu u reH P-uenu. ITopsAOK pacIoNOKeHUS STUX
Te€HOB COBITaZIA€T C MOPSAAKOM HX SKCIPECCHH B XOZ€e OHTOreHe3a.
Bce rmo6MHOBBIE T€HBI MMEIOT CXOAHYIO GYHKITHOHAIBHYIO OpTaHH-
3anuio. Kaxxabii 13 HUX MMeeT TPU KOAUPYIOIIHE TOCIe0BaTEb-
HOCTHU WM TPU 3K30HA. MeXAy JaHHBIMM 3K30HAMM HaXoAATCA
JIBe YHUKaJIbHbIE BCTABOYHBIE ITOCIEA0BATEIbHOCTH WIM UHTPOHEI
(IVS-1, IVS-2). Kak u3BeCTHO, UHTPOHHI TPAHCKPUOUPYIOTCS BMe-
CTe C 9K30HAMH M BHIPE3aIOTCSA B XOZle MPOIIECCHHTA JjIs1 00pa3oBa-
HUs QyHKIMoHanbHOU MPHK.

OueBuzHO, BCE O-, B-, Y-, 0- ¥ E-IIeNTH BO3HUKIM B XOZIE€ DBOJIO-
1M B Pe3y/IbTaTe AYIUIMKAIIMY ¥ TPAHCIOKAIIUYM T'€HOB M3 €JUHOTO
HMCXOMHOTO reMcoZiepikalnero 6eyka, MoX0Xero Ha MUOITIOOMH.

B 1966 r. Fitch nmpeAmonoXui, YTO UCXOAHBIH T'eH KOANPOBAJ
88 aMHHOKMCJIOT, a 3aTeM bsarozaps JUHEHHOH HEIIOMHON AYTUIH-
KallM¥ pa3Mep ero yBeIUUIMICSH A0 HACTOAIINX ITapaMeTPOB.

CpaBHUTENIbHBIN aHAIU3 aMUHOKHCIOTHBIX I1OC/Ie[0BATEIbHO-
cTell pa3IMYHBIX TEMOIMIOOMHOBBIX IIOJHUIENTHUAOB JaeT CIAEAYIO-
myIo cxemy QuioreHesa, MpoTeKaBLUIEro Ha OCHOBE AYIUIMKALIMH
HCXOZHOTO I'eHa U Tocjeayloueit nudpdepeHnmanum AyImwiunmupo-
BaHHBIX yuacTkoB /THK:

Muorio6uH > O-11eIb > €-11e1b
d-11enb < B-1ems < Y-LIeTib

BeposTHO, okoso 1100 MuIH sieT HasaZ MpOU30LLIa AYIUIUKALUA
reHa-TpeAlecCTBEHHNKA, AaBIIas Ha4aJI0 MUOIVIOOMHOBHIM U I'€MO-
rTOOMHOBBEIM reHaM. CXOACTBO TIEPBUYHOM M BHICIIHMX CTPYKTYP
MHOIIOOHHA ¥ IJIOOMHOBEIX Cy6beUHHI] O4eBUAHO (puc. 4.2).

[To3gHee, okono 500 MJH JieT Ha3aZ, Ha paHHel CTaZuH 3BO-
JIIOLIUY IIO3BOHOYHBIX IIPOM30ILIA AYIUIUKAIUA, AaBIlasAd Hadajio
aByM (o u B) ceMeiicTBaM IJIOOMHOBHIX T€HOB, COITPOBOXK/IABINASICS
TPaHCIOKaIMe.

[TpumepHOo 200 MJIH JIeT Hasaz, ouepefHas1 AyIUIUKaLMA [IpUBeIa
K BO3HMKHOBEHHUIO B ceEMeMCTBE [3-IIOOMHOBEIX T'eHOB [-IVIOOMHOB
IUIOZIOB U B3pocibix. Okonmo 100 MJIH JIeT Ha3a MPOMU30ILIo 0bpa-
30BaHME €- U Y-TTIOOMHOBHIX TEHOB M, HaKoHell, 40 MJIH JIeT Ha3aj
MTOSIBWIMCDH O- U [B-TJIOOMHOBBIE TE€HBI.
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p-ummm

a 6

Puc. 4.2. CpaBHeHne koH$OpMaLMiA rMaBHOM Luenu muornobuna (a)
1 a-uenu remorno6muHa (6) (no J1. Crpaitepy)

4.2. lvHamuKa KOHLeHTpaLuii remorno6uHoB
B OHTOreHese

4.2.1. KonmyecTBeHHBIE H3BMEHEHUA
o611ero reMor;io6MHa B OHTOre€He3e

HopmasnbHas KOHIEHTpAlUA reMoIyIobMHA y B3POCJIOTO KOJIe-
6nerca ot 130 zo 185 r/n (80—115%). 3a cpeHIO BEIUMHMHY IIPU-
HuMaloT 160 r/a (100%). KomraecTBO reMomIoOMHA B KPOBH Y JKEH-
IOWH HeCKOJABKO MeHbIe (Ha 10%), uem y My»xunH. CieioBaTeIbHO,
HOPMAJIbHOE cofepKaHue O6IIero KoamJecTsa reMoriobuHa KpOBH
y MyxcauH cocrasnser 135—170 r/n (8,56—10,7 MMonb/1), y XKeH-
muH — 120—150 r/a (7,5—9,36 mMmonb/i).

Kouneunrpaius remoro6una B apurpornure — 327—355 r/n
(20,3—22,0 mmonn/n), abconmoTHOE cpeaHee copepxanue Hb
B spuTpouue — 26,7—33,7 mr.

T'emom106MH B Ii1a3me KpoBH. HopMasbHadA mia3mMa KpOBH COZIEP-
KUT c1eApl remoriobuHa, He npesuimatomue 0,1 r/n. IIpu uHTpa-
BUTAJIBHOM TeMOJM3€e KOHIEHTpalufA reMorjobuHa B IUIazMe
MTOBHIIAETCA. YMepeHHbIe NoBhIeHus (o0 0,25 r/i) BeTpedatoTed
ITPY UMMYHHBIX e MOJIMTHYECKUX aHeMMAX, aHeMuu Kyiu, reMorio-
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6uHo3e C, ApemaHoKUTO3€e U T.I. BEIpayKeHHbIE YBeTUYeHUA (CBHIIIIE
1 r/n) BCcTpevaroTes IMpU BCEX TeMOITOOUHYPHSX.

CozeprxaHue reMoriobrHa cHKaeTcs Ha ~ 10% B IpoMexyTKe
BpeMeHH OT 17 f0 7 4acoB yTpa, a Takxe mocie easl. CHIKeHue
reMoriobrHa OT HOpMaJIbHHIX BEJIMYUH Ha ~ 6% HabmozaeTcs
TIPU B3ATHHU NPOOHI B IIOJIOXKEHUH Jiexka. HesaHauuTeIbHOE, HO Aua-
THOCTUYECKHM 3HAYMMOE YMeHbIlIeHVe HIDKHEro opora HopMajib-
HBIX BEJMYMH reMOIIOOMHA BCTpedaeTcs Y MyXXUYMH BO3PAaCTHOM
rpymmnsl 65—74 roga.

IIpu poxxgeHUH pebeHKa ITyNOBUHHAS KPOBb COAEPXKUT 140—
190 r/n remorniobyHa, HO B TEYEHME ITEPBHIX YaCOB AHTEHATATBHOMN
*KU3HU 00IIas KOHIIEHTPALMA reMOoryIoOuHa ITOBHIIaeTcsa 10 165—
225 r/n. Yepe3 HECKOJBKO AHEHN IIOCJIE POXJAEHHA COAep)KaHHeE
reMoryiobMHa yMEHBIIIAeTCs U K KOHITY IIEPBOTO MeCAIa IOCTUTAET
HOPMAaJIBHBIX AJ1 B3pocioro BenmyuH 160 r/n (100%).

CozepkaHue reMoriobMHa OOBIMHO HIKE Yy HEeJOHOIIEHHHIX,
YeM y ZOHOIIEHHHIX HOBOPOX/AeHHBIX.

Y nereli B paHHEM BO3pacTe HET PasJMYUSI MEXAY MY>KCKUM
Y )KEHCKHM II0JIOM. B mepBble MecALbl XXU3HU HabmiogaeTca mpu-
MeHoHpedykyus (TpUMeHOHaHeMHUsI) — HOpPMaJlbHOE BpeMeHHOe
TIOCTENIEHHOE CHHXXEHWE YPOBHS IeMOIIOOMHA, KOHI[€HTPALMA
KOTOPOTO K TPeThbeMy MecsALy AoxoauT a0 63—82% (100—130r/x).
OTo Tak HaspiBaeMmasa PpU3NOJIOrUYECcKas aHEeMHUs HOBOPOXK/EH-
HEIX. 3aTeM COZiepKaHKWe reMOrIoONHa Me/JIEHHO IOBHIIIAETCA
U K KOHI[y II€PBOTO I'oZia XXM3HU AOCTUTaeT CPEAHUX BETUIUH —
okoyso 76% (120 r/x). ITocie mepBOTO roja *KU3HU MOBHIIIIEHHE
MPOAOJDKAETCS M JJOCTUTAET HOPMAaJIbHBIX JJIS1 B3POCJIOTO BEJIMIUH
B Iy6epTHOM Itepuoze (Tabm. 4.1).

Tak xak y pebeHkKa B NepBhle MeCSALB XU3HU HabiiozaeTcs
¢dusnosorndecKas aHeMus, caeflyeT YIUTHIBaTh, YTO YMeHbBIIeHNe
koHLeHTparuu Hb B aTom Bo3pacre a0 60—65% He ciefyeT Cuu-
TaTh IIATOJIOTUYECKUM COCTOSHUEM, HYKJAIOIIMMCS B JIEUEHUH.

3HaYUTENbHEIE KOJIe6aHMA 001IEero YPOBHS reMOIJIOOMHA KPOBHU
B IIEPBBIE IHU U MECSIIHI )KU3HU UMEIOT IIyOoKuii GU3HOIOrHuie-
CKHUH CMBICII.

[ToBHIIIIEHUE YPOBHA TeMOITIOOMHA B IIEPBHIE AHU XXU3HU 06b-
SICHSIETCSI, C OZHOM CTOPOHBI, GEHOMEHOM NIAUEHMAPHOL MPAHC-
@ysuu — IPWIMBOM KPOBH U3 IUIAIIEHTHI, a C APYTOM — BBIXOZOM
IL1a3Mbl U3 KPOBSHOTO pycia (2eMoxoHyenmpayueil) ¢ IeJNblo
YMEHBIIUTh YBEJIMUEHHbIH 00bEM KPOBH.
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Tabnuya 4.1
CpenHAs KOHLEHTPALKUA reMorno6uHa B KpOBH B NepHoAbl AETCKOro BO3pacTa, I/n

Bospact ITlepBoie |1/2mec. |1rox | 2roaa | 4 roga | 8 mer | 12 ger
4 nusa

KoH1ieH- 195 115 120 121 125 130 134
tpauua Hb

MaxkcuMasbHbIe KojiebaHusa cpeIHUX BeTUYUH +12%. B pesyib-
TaTe, B IIEpBhIe AHU KU3HU 00lIlee KOJIUIEeCTBO reMorIo6uHa 1ocTa-
TOYHO BBICOKOE, YTO UMeeT Hosbinoe GU3U0JIOTrHIecKoe 3HaYeHHE:
U36BITOK TeMOITIOOMHA Y HOBOPOXK/IEHHOTO pe6eHKa UTPAET POJIb
pesepBa ejie3a Ha 3TOT IIepUOJ, XKU3HU.

TpruMeHOHpeAYKLIMS 0OBACHAETCS He TOJMIBKO YCUJIEHHBIM pacia-
ZIOM 3pUTPOIIUTOB, HO, IIpEXKZE BCETro, IOYTU IIOJIHBIM II0AABICHUEM
9PUTPOIIOI3a B ITOM IIEPUOZE XKU3HU. 3allacoB Kejie3a OT Iepe-
I'PY3KU HOBOPOXKAEHHOI'O reMOITIOOMHOM XBaTaeT Ha 3—4 MecAla.

4.2.2. KayecTBeHHaa 1 KoJndecTBeHHas TpaHcopmanus
reMorIo6GMHOBOro Mpod Wi B Ipolecce OHTOreHe3a

[Tepros aHTeHaTaJIbHOI'O OHTOreHe3a XapaKTepU3yeTcs IIocIe-
JIOBaTeJIbHBIM H3MEeHEeHHEM aKTUBHOCTH I'€HOB, KOAUPYIOIINX CHH-
Te3 pPa3JIMYHBIX IleNei reMOoIIoONHa, YTO IPUBOAMUT K XapaKTep-
HOMY M3MEHEHHIO reMOITTIOOMHOBOro MPOodIIA Ha pa3HBIX CTaZANAX
aM6puo- u peroreHesa.

[IpuBeieHHbIE BBHINIE JAHHBIE IIOATBEPXKAAIOTCA JUHAMU-
Ko auddepeHUMaANbHON aKTUBAILUM U penpeccuy (BKIIOYEHUSA
M BBIKJIIOUEHMS) IIpollecca CHHTe3a pa3HbIX TUIIOB reMoroOuHa
B XO/le¢ OHTOT€HETUYECKOI'O Pa3BUTHA YEJIOBEYECKOr0 OpraHu3Ma,
KOTOPBIM COOTBETCTBYET MPaBUIY: «OHTOTEHE3 IIOBTOPAET ¢uiore-
HEe3».

B oHTOreHese MeEHAIOTCH CBOMcTBa remomiobuHa. CaMbIMHU
PAHHUMH TJIOOMHOBBIMHU ITEIIAMH 3MOPHOHA ABJIAIOTCA: €-1LIEIb,
cxoAHas ¢ 6osiee TMO3AHEH Y-1IEIbIO, O-IIeb ¥ OYeHb OM3Kasa ei
IO CTPOeHHI0 {-1lenb (reHbl o- ¥ {-1emeil pacloIoXeHbl B OZHOM
y4dacTtke 16-1 XpOMOCOMBI).

B nepBhIe HeZeIH ITOC/IE 3a4aTHsI CUHTE3UPYIOTCS reMOITIOOHMHEI
tuna HbP. I'taBHEIM reMorio6MHOM 3MOPHUOHOB /0 5—6 Hezenb
recranuu asiasgerca Hb Gower-I (g,). Hb Gower-II (o,€,) o6Hapy-
KUBaeTCA Y SMOPHUOHOB 4-HeZleJIbHOM reCTallii U OTCYTCTBYET
y aM6puoHoB crapuie 13 Hezens. Hb Portland ({,y,) obHapyxu-
BAaEeTCA y paHHUX SMOPHOHOB, HO IIPHCYTCTBYET TAaKXKe Y HOBOPOJXK-
JEHHBIX ¢ TOMO3UTOTHOMH O-TaJlacCeMHE.
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B nepuoz, Korza nneuyeHb 3aMeNiaeT XKeJITOYHBIN MEeIIOK B KaJe-
CTBE TJIaBHOTO MeECTa DPUTPOIIO33a, MPOAYKIUA €- U (-Ilemeit
IOCTENEHHO YMEHbIIAeTCA IIapajuie/ibHO C YBeJIMYEHUEM CHHTE3a
O- ¥ y-1IeTIeH.

K xoH1y 12-#1 Hezenu €-1enb IOJHOCTBIO McYe3aeT, U ¢ 12-i1
1o 24-10 HeZeIo MOYTH Bech I'eMOIVIOOHH IUIOZAa COCTOUT M3 OL-
u y-1emneit — HbF. ®etanbubiit Hb Taroke o6HapyXuMBaeTcsa y O4eHb
PaHHUX dSMOPHOHOB U ABJAETCA IMIaBHEIM Hb B aMOpuoHanbHOM
*ku3Hu. OH cocTtapmaeT 90—95% obmero koauduectBa Hb y mwioza
BIUIOTB 710 34—36 Hefennb recTaliu.

Cunte3 HbA ¢ukcupyercs y 9-HezerbHbIX SMOPHOHOB. Y 3MOpH-
OHOB OT 9-#1 /10 21-#1 Hezenb recranuu KoaudectBo HbA yBemuun-
BaeTcd ¢ 4 10 13% obmero xoaudecrsa Hb. IMTocie 34—36 Heaenb
rectanuu mpoleHT HbA mpogomkaeT yBelIUYUBaThCS, TOrAa Kak
nporeHT HbF HauuHaeT ymeHnsmaTbesa. KonmudectBo HBF B kxpoBu
HOBOPOXK/IEHHOTO BapbuUpyeT oT 53 10 95% ob1ero xoauvecTsa
Hb.

Konnenrpainusa HbF B KpoBM yMeHbIIAETCS IMOCJAE POXKAESHUS
npuMepHO Ha 3% B HeZeno U K 6 MecalaM XU3HU COCTaBJAET
o6b1YHO MeHee 2—3% ob6miero koaumdectBa Hb. OTa ckopocThb
yMeHbIneHuA npogyKuuu Hb TecHO cBA3aHa ¢ recTaliOHHBIM BO3-
PacTOM HOBOPOX/JEHHOT'O U, II0-BUAUMOMY, HE 3aBHCUT OT U3MEHe-
HUM# B cpefie U pO,, KOTOpBIE IPOUCXOAAT BO BpeMA POJOB.

Bo BTOpYIO ITOJIOBUHY SMOPHOHAILHOI'O Pa3BUTHS YCWIHNBAETCA
cuHTe3 [-Ilenedl mapajuleJbHO C TMOAaBJA€HUEM CHHTEe3a Y-IeleH,
YTO IPUBOAMT K yBeJIMUeHUIO konudectBa HbA, B kpoBu mwioza.

Hesazonro o poxkZieHUA B HeOOMbIINX KOJIUYECTBAX CUHTE3U-
pyeTcs d-1enb, ydacTBytomas B o6pazoBanuu HbA,, u aTo o6paso-
BaHHeE IIPOAO/DKAETCA Ha IPOTAKEHNH BCEU TOCIEAYIOMEN XKMU3HHU.
Cozepxxanve HbA, B KpoBU 370pPOBBIX AeTel 3HAUMTENIBLHO M3Me-
HAETCA B epBEIe oAbl xKU3HU: oT 0,2% 1npu poxzaeHuu a0 2—3%
y AeTey cTapiie OAHOTO roAa.

[Tocie poxAeHUA OTMedaeTcA MMOCTeNleHHas pellpeccus CUHTe3a
HbF. Ero xoHLleHTpalluAd B KPOBU CHIXKAaeTcA IMIpUMepHO Ha 3%
B HEZIEIO M K 6 MecsaIiaM XXKU3HU He IpeBhImaeT 2—3% oT ob1rero
KOJIMYEeCTBa reMOIJIo6MHA KPOBH.

Penpeccusi u Aepenpeccusi CTPYKTYPHBIX T'€HOB O-, B-, Y-, O-
U €-11ellei Ha pa3HbIX CTaAMAX Pa3BUTHA obeclieuMBAET OPraHU3M
reMOrIOOMHOM, PHU3MOJOTUUECKH ONTUMAJIbHBIM JJIA JaHHOM
ctazuu. HanpuMmep, BO3HUKINAA B pe3yJbTaTe 3BOJIOLNU [B-LIEb
TOJIbKO Oy1arofjapsA He3HAYMTEIbHOMY OT/IMYHIO OT O-LIEIH 110 aMH-
HOKHCJIOTHOMY COCTaBY M ITOC/IE0BATEILHOCTHA aMHUHOKUCIIOT, 06e-
CrieYrBaeT KOMIUIEMEHTApHOCTDb O- ¥ B-IIPOTOMEPOB, YTO CIOCO6-
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cTByeT GOPMUPOBAHUIO OIITUMAJIbHON TeTPaMEPHOM CTPYKTYPHI
6eska.

Kaxxzapiii T remMormo6uHa obyazaer GU3NKO-XUMUIECKHUMU
U QYHKIMOHAJbHBIMH OCOOEHHOCTAMHU, ObOecleuYruBaIOIUMU
ajanTuBHyIO cruenuduky mosnekyn Hb B pasHBEIX MUKPOYCIOBHUAX
opraHusMa. B pesyibTaTe 3TOro TPAHCHOPT AbIXaTEIbHEIX I'a30B
BBIIIOJIHAET I[€JIO€ CEMENCTBO IeMOIVIOOMHOB, KOJIUYECTBEHHOE
COOTHOIIIEHNE KOTOPHIX B HOPME a/IEKBATHO BO3PACTHHIM OCObeH-
HOCTSAM OpTaHH3Ma.

CpaBHeHHe cBoMcCTB MuorinobuHa (wiu CBeaOeproBHIX e€Au-
HWI] reMOIO0MHA) ¥ MyJETUMEpPA TeMOIIOOMHA ITOKA3kIBAEeT, UTO
y Hb-TteTpamepa, no ciosam JI. V1. Upxkaka (1975), «IpoUCXOIUT
CHI)K€HHE KOHCTAHTBHI PABHOBECHS PEaKINU B3aUMOAEHCTBUA
remorsmo6uHa ¢ kuciaopoznoM. Eciu 6osee yMepeHHOE CPOACTBO
K KHUCJIOPOAY MOJIE3HO JIs1 HOPMAaJbHOTO CHaOXeHUs TKaHel, TO
OYEBHU/HO, UYTO MEPEXO] OT MOHOMEPHEIX GOpM K Oojiee CIIOXK-
HBIM — 9TO IIar afaliTUBHOM DBOJIOIINUH» [15].

HecMmoTpsa Ha TO, YTO CTPOEHUE O-, -, Y-, 6- U E-lielell UMeeT
MHOTO 0b1iero (cM. Bhllle), HANOOJbIIEE CXOACTBO B IIEPBUYHOM
CTPYKType OTMevaeTcs Mexzay B-, y-, - U €-llenAMHU, B TO BpeMH,
KaK aMHHOKHCJIOTHAs IOCIe0BATEIbHOCTD O-IIETIEl HEeCKOJbKO
OTINYAETCA. DTO MOXHO OOBACHUTH TeM (PAKTOM, UYTO T€HETH-
YeCcKHe JIOKYCHI, KOAUPYIOIIHe Lenu B3, ¥, 0 U € TECHO CIleIUIEHHI
U HaxogATcA B 11-11 xpoMocoMe desioBeKa, TOTAa KaK JIOKYC el O
He CIIeIUIeH ¢ HUMH M PacIojiojKeH B 16-if XpoMocoMe.



naBa>5
KNWUHUKO-AUATHOCTUYECKOE 3HAYEHUE
KOJIMYECTBEHHDbIX U KAYECTBEHHbIX
W3MEHEHWUIWA TEMOTNOBUHOBOIO
nPOOUNA

Ffemorno6uH — spuTpounTapHbii 6enoK, ero gonycTumoe cogep-
»KaHue B nnasme He npesbiwaeT 100 mr/n.

5.1. 06wuit remorno6uH KpoBH

OmnpegeneHre KOIMIecTBa reMoryiodnHa B KPOBU MMeeT 60JIb-
IIoe 3HaYeHHUe I XapaKTEPUCTUKY AbIXaTeIbHON yHKIIMY KPOBU
B HOPMAJIbHEIX YCJIOBUSAX U IIPU CAMBIX PA3IMYHBIX 3a00/I€EBaHUAX,
0Ccob6eHHO NpU 60NE3HIX KPOBU.

CHmXeHVe KOHLIEHTPAIMU reMOorIo0Ha OTMedYaeTcs Py aHe-
MMAX PA3IUIHOUN STUOJIOTUH.

IToBrImeHMe 061el KOHIIEHTPaMK reMOoIIoO6Ha KPOBU MOXKET
OBITh:

a) dusuonozuueckum — npebBIBaHUE Ha GOJBIINX BHICOTAX,
ype3aMepHas ¢usudecKas Harpyska wik Bo30yxzaeHue;

6) namonozuueckum:

— abconromnoe nossleHue Hb py NOMUIIUTEMUH, BPOXKAEHHBIX
ITOPOKax cepzia co cOpocoM KpPOBH CIIpaBa HajeBO, 3ab0IeBaHUAX
JIETKUX, IPUBOZASAIMMX K CHIDKEHUIO JIETOYHOM nepdy3uu, IUIOX0H
aspalyM JIETKUX, JIETOYHOM apTepuaibHOH ¢uctyie; 601e3HU
U cuHzApoMe UieHko-KymuHra, mepBUYHOM renatome, XpoHH-
YeCKUX XUMUYECKUX BO3AEHCTBUAX HUTPUTOB, CylbGaHaMUZOB,
BBI3BIBAIOITUX OOpa3oBaHUe MET- U CyIbPoreMormobuHa;

— omHocumenbHoe nossviuieHue Hb — reMOKOHIIeHTpauus
1IpU 00€3BOXXUBAHUH, JJIUTEILHOM AUaPEHHOM CUHPOME, JeTH/Pa-
TaI[AU IIPU OXKOraX, KUIIeYHON HENMPOXOAUMOCTH, YIIOPHOK PBOTE.
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IIpu UHTPABUTAJIBPHOM I'eMOJIM3€ KOHIIEHTpAIMA IreMorIo6uHa
B ILUIa3Me IIOBHIIIAeTCA. YMepeHHbIe noBbeimeHus (go 0,25 r/i)
BCTPEYaloTCAd IIPU MMMYHHBIX I'eMOJUTHYECKUX aHEMUAX, aHe-
mum Kynu, remornobusose C, ApenaHOUTO3€e U APYTUX O0Ie3HAX.
CunbHble yBesudeHud (CBbinIe 1 /i) BCTPe4aroTes IIpX BCEX IreMo-
TJIOOMHYPHSIX.

5.2. U3meHeHHe KOHLIEHTpPaL UK OTAENbHDbIX TUNOB
remorno6uxa

CyliecTByeT MHOXXECTBO HO30JOTHYECKHUX (OPM IaTOJOTUHU
KpacCHOM KPOBM, IIPU KOTOPBIX MUMeET BaKHOe JUAarHOCTUYECKU-
IPOTHOCTUYECKOe 3HayeHHe He TOJbKO U3MeHeHHe KOJNYecTBa
ob1ero reMoryio61MHa KpoBH, HO M OTAEIbHBIX €0 TUIIOB.

F'emoryioOMHOIIATHH. DTO I'PYIIa MaTOJOTHUYECKUX COCTOA-
HU#, 00ycI0oBIeHHAs HapyLIEeHUAMM CTPYKTYPHI Lieneii robuHa —
3aMEHOM OJHOI MJIM HECKOJbKHX aMHHOKHCJIOT B IIeIIH IIOOHHA,
OTCYTCTBUEM y4yacTKa LIeIH WU ee YAJIUHEHNEeM.

CylecTBYIOT YETHIPE OCHOBHBIX THIIA T€MOIVIOOHMHOIIATOIOTHUM:

1. zemonumuyeckue aHemuu, BHI3BAHHBIE HECTAOMIBHOCTHIO
reMomIoOHHa;

2. memzemozn06uHeMUU, OOYCIIOBJIEHHBIE YCKOPEHHBIM OKHCIIE-
HHEM I'eMOIVIOONHa;

3. apumpoyumo3s, BEI3BaHHBINA HapYyIIeHUEM CPOACTBa reMOIJIO-
61Ha K KUCJIOPOAY;

4. cepnosudHOKIEMOYHble HAPYULEHUS KaK CJIeICTBHUE ITIOBPeXe-
HUM KJIeTOYHBIX MeMOpaH spurponutoB HbS.

Tamaccemun. BaxkHyro rpynny HapylmeHWM, CBA3aHHBIX C aHO-
MaJIMSIMU T€MOIJIOOMHA, TTPEACTABIAIOT TaIaCCEMHUM.

VisMeHeHHEe aKTUBHOCTH IeHa-peryjasaTopa BeAeT K KoJaude-
CTBEHHOMY HapyIIEHHIO BIUIOTh AO IIOJHOTO IpeKpalleHus CUH-
Te3a TOM WIM MHOM IIOJHUIEIITUAHOMN IIelIH B I1eJIOM, UTO BBI3bIBAET
M36BITOYHOE KOMIIEHCATOPHOE 0Opa3oBaHUe APYTUX ITOJTUIIEIITH-
HEBIX ITelTei. B pe3ysbrare IOABIAIOTCI aHOMAaJIbHbIE TeMOTJIOOMHBI,
XapaKTepU3YIoIIKe U 00yCIaBIUBAIOIINE TAJIaCCEMUH.

Tak, MyTaIys Ol TeHa-perylIaTopa OTpaXkaeTcsd Ha CHTe3€e BCeX
reMOIVIOOMHOB, coepKamux o-1mernu. CHIXKXaeTcsT CKOPOCTb CHH-
Te3a O-Ileleli reMomIoOrHa — BO3HHUKAET O-Mmaiaccemus.

B-manaccemus pa3BUBaeTCsA IIPU HaPYIIEHWHU CUHTe3a [3-T10JIH-
TEITUAHOM IeNy IIPU BO3HUKHOBEHUN MYTallMil B -peryasarop-
HOM TeHe. B pesysbTare 3TOro M B IOCTHATAJIBHOM II€PUOZE IIPO-
ZOJDKaIOT CUHTE3UPOBAThCA Y-LIeIH, YTO IPU COXpaHeHUU CUHTe3a
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o-Liered MPUBOAUT K 06Pa30BaHUIO MOBHIIMIEHHBIX KOJHUYECTB
remoriobuna F.

TasacceMHH COIPOBOXKAIOTCS aHEMHAMHU, KOTOPBIE MOTYT IIPH-
HUMaTh O4YeHb TsKesbsle popMEl. B mocnezHue rogsl JOCTUTHYT
OIyTUMBIH IPOrpPecC B BHISICHEHUU MOJIEKY/IIPHBEIX MEXaHU3MOB,
OTBETCTBEHHBIX 3a Pa3BUTHE TAJIACCEMUM.

VI3MeHeHHe COOTHOLIEHUS TUIIOB TeMOIVIOOMHA KPOBY B KIIMHU-
YeCKOM IIpaKTHKE HCIIONb3YIOT AJI1 AUAarHOCTUKHU Pa3IMYHbIX I1aTO-
JIOTUYEeCKUX COCTOSTHHA.

YBenuueHUe KOJIUYECTBa GpeTalbHOrO reMoriobuna Habmozaa-
eTcs IIpU rOMO3UTOTHOM Popme [(-TasacceMuu, HacaeACTBEHHOM
IIepCUCTUPOBaHNY QeTaTbHOrO reMoriobuHa, o-, f-ranmaccemun,
CEepIIOBUAHO-KJIETOYHON aHEMUH.

Hapsizy ¢ 5TUM MHOTr'He OTeYeCTBEHHEIE U 3apy0OeXHble aBTOPHI
YKa3bIBaIOT Ha MMOBHIIIEHUE COZepKaHUA PpeTasbHOrO reMoriobuHa
B DPUTPOIUTAX B3POCJHIX JIOJEH IIPU HEKOTOPHIX reMOJUTHUYE-
CKUX aHEMHUAX ¥ COMATHYeCKUX 3aboseBaHusAX. [Ipy 3TOM aBTOPEHI
BBICKa3bIBAIOT MHEHHE O TOM, UTO ITOBBIIIeHHEe ypoBHA HbF mpea-
IIECTBYET CHIKEHUIO COJEpKaHUA SPUTPOIUTOB U reMOrIo61uHa
B KPOBHU U SIBJISIETCA PAaHHUM NPU3HAKOM HeOJaromnosyqus B 3pu-
TpoHe. MHOrHMe aBTOpPHl OTMEYAIOT YBeJIMYeHUe YPOBHA (peTab-
HOT'O TeMOITIOOGHMHA IIPY XPOHUYECKUX TUIIOKCHUAX PA3TUIHOM STH-
OJIOTHIH.

IIpu HeZOCTAaTOYHOCTHU KpOBOOOGpaleHNsA HabMoAaeTcsa CABUT
KPUBO# AMCCOIMAIUYA OKCUTeMOITIOOMHA BIIPABO.

DPUTPOLIUTO3 WIH NIPeXAeBPEMEHHBIM I'eMOU3 BeAyT K IIpe-
061aZlaHuI0 B KPOBSAHOM PYyCJI€ TIOMYJIAIIMH MOJIOZABIX KJIETOK, YTO
paccMaTpHUBAaeTCA KaK OAWH M3 MEXaHM3MOB aZjalTalliy K TUIIOK-
cuu. OMOJIOXKEHHE TOMYJIALMU SPUTPOLIUTOB IIPU I'MIIOKCUY BeZET
K YAy4IIEeHUIO IIoKa3aTesrei MacconepeHoca O, 3a c4eT yMeHblile-
HUS POJIN «KUCJIOPOAHOTO IITYHTa>.

T'UnoKcHYecKHe COCTOAHUS IIPH 00JIE3HAX CEPALA U JIETKUX.
BRISIB/IEHO ZOCTOBEPHOE MOBHIIEHNEe KOHIleHTpauusa HbF B kpoBu
6OBHBIX XPOHUYECKOH MIEMUYECKOM 60Ie3HbIO cepAlla ¥ XPOHU-
4eCcKOH 0O6CTPYKTHBHOU 00JI€3HbIO JIETKUX II0 CPaBHEHHUIO C aHa-
JIOTUYHBEIM IIOKa3aTejlieM B KOHTPOJbHOU rpymmne. YpoBeHb HbF
y Takux OOJBHBIX HAPAaCTAaEeT TaKiKe C BO3PACTOM, IIPU HATUIUU
COYeTAHHOH ITaTOJIOTUH, TIPOTPECCUPOBAHUY CEPAETHO-COCYAUCTOM
U JBIXaTeJbHON HEAOCTAaTOYHOCTHU, OCOOEHHO IIPU JJIUTENTbHOCTH
3abosleBaHuA 10 aHaMHe3y cBeimme 10 jeT. DTO CBUAETENbCTBYET
O TepeCcTpPOMKe TEMIIa CMHTe3a Iierneii riobuHa u 06 U3MeHEHUH
COOTHOIIIEHHH reMOIIOOMHOB B SpUTPOLIUTAX.
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[ToBeimeHue ypoBHSI HbF B 3pUTpOIIUTaX MPOUCXOAUT 3a CYET
PasBUTUSA MMPUCIOCOOUTENHHEIX peaKIUil SPUTPOHA B YCIOBUAX
TUIIOKCUU U CBA3aHA C YaCTHMYHOM Jepenpeccueil y-1ielld Io6uHa
Ha ¢oHe HANPSHKEHHOT'O SPUTPOIIOI3a.

®dakT cMeHH MHTEHCUBHOCTH CUHTE3a PAa3JUYHBIX Qpakiui
Hb B yCc0BUAIX XpPOHUYECKON TMIIOKCUM UMEET COOTBETCTBYIOIIE
Ipu4MHe OObACHEHUA. BMecTe ¢ TeM CyIIecTByeT eMHOe MHEHUE
B TOM, YTO NOBHIIeHWe YpoBHA HbF — 5T0 6MoXuMUYecKUil Mexa-
HU3M JOITOBpEMEHHOM aZianiTaliiy OpraHusMa K I'MIIOKCHUM, B TOM
yucie npu XMBC u XOBJI.

V3BeCTHO, YTO SPUTPOLIUTHI IVIOAA MOTYT IIOIVIOMATE U OTAABATh
KUCJIOPOZ NpU 60siee HU3KOM IapIaJbHOM AaBJIeHWHU STOTO rasa,
OHM TaKke 60j1ee YCTOMYMBEI K TEMOJIU3Y, YEM SPUTPOIIUTHI B3pOC-
JIOTO YesjoBeKa. BO3MOXHO MO3TOMY 4HCJIO SPUTPOLIUTOB, COAEP-
xamux HbF, B yC0BHAX FMMOKCUY HAaUMHAET YBEJIWIUBATLCA, UTO
obecnieurBaeT Haubosee 3pPeKTUBHYIO HA JAHHBIA MOMEHT OKCH-
TeHaIUIo0 U JeOKCUTEHAIINIO TOTAJIbHOT'O reMoIyiobrHa.

B natorenese MbC CylecTBEHHYIO POJIb UMEET CPOACTBO I'€MO-
rmo6rHa K KUCJIOPOZY, KOTOpOe, IIpek/ie BCero, 3aBUCUT OT YPOBHSA
2,3-audocdormunepuHOBOM KMCIOTH U KUCJIOTHO-IIEJTOYHOI'0
COCTOSHUA KPOBU. VMMeloliuecsa B IUTepaType CBeJeHUS 110 dTOMY
BOIIPOCY IIPOTUBOPEYMBEHL. Y GOJBHBIX C CEPAEYHO-COCYAUCTOM
HeJOCTaTOYHOCTHIO, IIPOTEKAKIEN C TEHAEHIIUEN K aInuo3y
u noBeimeHueM 2,3-IPT'K, cpogcTBo reMoriobuHa K KHUCIOPOAY
CHIDKAEeTCS, YTO ABJAETCA BAXKHBEIM KOMIIEHCATOPHEIM MEXaHU3MOM
B OTBET Ha TUIIOKCHIO.

ZIpyrue 3a6oseBanus. [Ipy HeKOTOPHIX 3a60/IeBaHUAX, a TAKXKe
IIPU BPOXKAEHHBIX aHOMAJIUAX KPOBU B SPUTPOIUTAX IIOABIAIOTCA
aHoOMaJIbHBIE (IIaTOJIOrMYECKHe) TUIIH remormobuua (cm. 3.2.2.).
AHOMaNVu 3pUTPOLIUTOB, CBSI3aHHBIE C COZEPXKAHUEM I'€MOTIJIO-
6una F wiu H, 1exaT B OCHOBe pa3BUTHA MALACCeMUU U Meme2emo-
2n106uHemuL.

JlbixaTenbHas GyHKITUA HEKOTOPHIX aHOMAJIbHBIX T'eMOIIOOMHOB
PEe3KO HapylleHa, YTO U ABJIAETCA IIPUINHON Pa3sBUTUA NATONOTU-
YeCcKUX COCTOAHUI. Hanpumep, aHeMuH.

CaoiicTBa reMOVIOOMHA MOTYT MEHATHCSA IIPU OTPABJIEHUH Opra-
HHU3Ma, HallpuMep, YTapHEIM ra3oM, BRI3RIBAIOIIMM 06pa3oBaHUe
kapbokcuzemo2/100UHa, WK siAaMU, TiepeBoAsainumu Fe2+ rema B Fe3+
c 06pa3oBaHUEM MeTreMOIVIOOUHA. DTV MPOU3BOAHBIE T'eMOIVIOOHA
He CIIOCOGHBI IIEPEHOCUTh KUCJIOPOZ,

TeMory1061H, OCBOOOXKAAIONIUICS IIPY Pa3PYIIEHUM SPUTPOITH-
TOB, — HCTOYHUK 00pa30BaHUA HENUHBLX NUZMEHMOB.
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5.3. JlaGopartopHble MeToAbl onpepenexua remornobuHa

Bce MHOroo6pasie METOAUK HAyYHOTO M J1abopaTOpHOro aHa-
JIM3a reMOIIOOMHOB MOYXHO Pas/leIUTh:

* Ha KauyeCTBEHHOe olpe/e/ieHre reMOIIoONHa;

* KOJIMYECTBEHHBIN aHaIN3.

5.3.1. KayecTBeHHOe oIpe/ejieHHe TeMOIJIOOnHA

Ecyii B MCC/Ie[lyeMOM MaTepuajie COAEPXKUTCA KPOBb, TO €€ IIPH-
CYTCTBHE MOXXHO OOHAPYKUTH ITO CITOCOOHOCTY Te MUHOBOM T'PYIIIIBI
KaTaJIM3UPOBaTh OKHUCJIEHUE MOAXOAAIUX cybcTpaTroB (6eH3UIWH,
IBasKOBas CMOJIa) IIEPEKUCHI0 BOAOPOAA.

Peakiuy Ha HaJIMIMe KPOBU ABJIAIOTCS, KaK IPABUJIO, KAUECMa8eH-
HbIMU peakyuamu Ha zem. Cpeau HUX HamboJbIllee pacipocTpaHe-
HHE B MEJULIMHCKOM U CyZe6HOM MpaKTHUKe HAILLIH OeH3MIUHOBAsA
nmpo6a u reasgkoBad npoba. DTU peakIUM OYEHb YYBCTBUTEIbHEI
Y CJIy’KarT /IS OIpeJie/ieHUs MUHUMAJIBHBIX KOJIMIECTB KPOBH B 6110-
JIOTUYECKUX KUAKOCTAX. J|/I7 Ka4eCTBEHHOI'O OIIpe/leIeHU JKeye3a
HCIIONB3YIOT NMPOOEI ¢ rekcanuanopepparom (II) xanusa u pogaHu-
JIOM aMMOHHUSI.

BeH3uguHOBasA npo6a. MeTos OCHOBaH Ha CIOCOOHOCTH
I'PYIIIL TeMa KaTaJU3UPOBaTh PeaKIUI0 OKUCIeHUA GeH3uAnHa
B AMPEHOXMHOHAUNMUH NIEPEKUCHI0 BOA0Opoaa. JIndpeHOXUHOH/U-
MMUH KOHJEHCHUPYETCS C MOJIEKY/IOH HEOKUCIeHHOro GeH3uanHa
c obpa3oBaHUEM OKpaIIeHHOr0 KOMIUIEKCA CHHE-3eJIEHOTO I[BETA,
KOTOPBHIH IIPY CTOSTHUU TIEPEXOAUT B KPACHBIH.

Xo00 onpedenenusi: B IpOOHMPKY HaNMMBAKOT 1 MJI pasBeeHHOM
B 5000 pa3 xpoBwu, f06aBisAI0T 5 Kameab pacTBopa GeH3UAUHA
Y TIEPEKUCH Bogopoga. OTMEeUaloT IOSBJIEHUE OKPALIUBAHMA.

I'BasakoBasa mpo6a. MeTos OCHOBAH Ha CIIOCOOHOCTH reMHHO-
BOM NPOCTETUYECKOU I'PYIINBI KaTAaJIU3UPOBATh PEAKIUIO0 OKUC-
JIEHUSI TBASKOBOM KHUCJIOTHI IIEPEKKCHIO BOAOPOAA ZI0 €€ O30HUAA,
OKpallleHHOT'O B CUHUM IIBeT.

Xo0 onpedeneHus: B IpOGHPKY BHOCAT HECKOJIBKO KalleJlb pa3Be-
AeHHo B 5000 pa3 KpoBH, KUIIATAT ee B TeUeHHe 1 MUH Ha BOASA-
HOU Gane. [locie oxXJa)KAeHWA NMPUIMBAIOT K mMpobe 5 kamesnb
CIIPTOBOI'0 pPacTBOpPa rBassKOBOM KUCJIOTH ¥ 3 KaIUIM pacTBopa
mepeKucH Bogopozaa. OTMedaloT OKpalliBaHUE.

IIpo6b1 ¢ rekcanuanodpepparom (II) xkaaua U poAaHHIOM
aMMoHMA. MeToZl OCHOBaH Ha CIIOCOGHOCTH »Kejie3a, BXOAAIIErO
B reMomTo6uH, 06pa3oBhIBaTh C rekcanuanopepparom (II) xamma
B IIPUCYTCTBHHM COJISTHOM KMCJIOTBI CHHE-3eJIEeHOE KOMIUIEKCHOE COeZ-
HeHHUe — GEpIMHCKYIO JIa3yphb:
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4FeCl, + 3K,[Fe(CN)¢] = Fe,[Fe(CN)4l; + 12KCl,
d C podaHUAAMHU — POAAHHW/ XKECJIEC3a pO30BOI'0 I KpaCHOI'O IIBETA.

FeCl; + 3NH,CNS = Fe(CNS); + 3KCl.

Xo00 onpedeneHusi: HECKOJbKO Kameab geduUOPUHUPOBAH-
HOU KpOBU NoMmemaimT B pappopoByro yanieuky M BHIIIapUBAIOT
Jocyxa Ha necdaHo 6aHe. Cyxoil ocTaTOK 030JAI0T, ZO6ABIAIOT
2—3 KamuM KOHIeHTPUPOBAHHON a30THON KUCJIOTHI U IIPOAOII-
»KaloT HarpeBaHue. CyXOi OCTaTOK IIEPEHOCAT B MpobupKy, Aobas-
asaioT 10 xamesns pacTBOpa COJAHOM KUCIOTHL 0 PaCTBOPEHUA
30716l [ToMemaoT cogep:xuMoe B IIpOGUPKY U Z06ABIAIOT 2 KaIUIU
pactBopa rexcanuaHodeppara (II) xkaaua Wi pojaHizia aMMOHUA
Y OTMEYaIOT OKpalIMBaHUe.

5.3.2. KosuyecTBEeHHBINA aHAIN3 reMOIJIOOMHA

MeTo bl KOJHYECTBEHHOI'O OINpEAENeHUs reMorobruHa paspa-
6aTeiBasiuch ¢ KoHila XIX B. ¥ OCHOBHBIMHY U3 HUX ABIAIOTCA CJIe-
AyIOLIne.

lrasomeTrpuueckue MeToAbl. [eMOTIOOMH HacChIIaeTcsa ra3om,
HalpHUMep, KHUCIOpoAoM, okuchio yriepoaa (II). ITo kommduecTBy
TIOIIOIIEHHOTO ra3a CyZAAT O KoimiecTBe remomtobuHa (Kubowitz F.,
1956).

OnpezeneHue xeje3a B reMOIJIOOMHOBOI MosieKy/ie. Tak Kak
MOJIEKy/ia TeMOITIOOMHA COIEPXKUT TOYHO OIpeAeIeHHOe KoMrde-
CTBO Kejie3a, paBHoe 0,347%, KOMMYECTBO reMOIVIOOMHA MOXHO
OIIpeZeINTh IO KOJUYECTBY Xeje3a B ero cocraBe (Wong. S. Y.,
1928, Mason E. C., 1964).

KosmopumMmerpuyeckue MeTOAbI. bOJIBIIMHCTBO KOJIOPUMETPU-
YEeCKMX METOJOB, ra3oMeTpUYecKre METOAbl ¥ MeTOAbl OIlpese-
JIEHUA JXejie3a B reMOIOOMHOBOM MOJIEKY/IE TOYHBI, HO CJIOXKHEI
U TpebyloT MHOTO BpeMEHM U IIOTOMY He HallUTK IMUPOKOTo IpakK-
TH4YE€CKOI'0 IIPUMEHEeHU .

Meroz Canu. Haubosee U3BECTHHIM M3 KOJOPHUMETPUYECKHX
T€eMHHOBBIX METOZOB sABjsieTcA MeToZ Caau. DTOT METOA AOCTa-
TOYHO MPOCT ¥ OBICTP, HO, K COXKaJIEHUIO, HETo4YeH (omubKa MeToza
pocturaet ~ 30%!), MO3TOMY B COBpEMEHHOM KJIMHHYECKOM J1ab0-
PaTOPHOM AMAarHOCTUKE IIpUMEHAeTCA KpaiiHe peJKo.

B Mmeroze Canu um3MepseTcs reMaTHH, o6pa3oBaBIIHICA
TIPU B3aUMO/IEMCTBUM I'eMOITIOOMHA C COJITHOM KHUCIOTOM. MeTo
OCHOBaH Ha BHU3YaJIbHOH OIleHKe CoZepKaHMUs reMOIIOOHHa ITyTeM
CpaBHEHMA OKPAaCKH HCCIeAyeMOii IIpOOk CO CTaHAAPTHLIMHU pac-
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TBOPaMM COJITHOKMCJIOTO reMaTuHa. Ha pe3ynsTaTel onpeziesieHus
BJIVAIIOT MHOTHE (aKTOPHI: BpeMS PEaKITUU MeXAy IreMOIJIOOMHOM
Y COJIAHOM KUCJIOTOM, KOTOpOe MOXeET Kosiebarhbes oT 2 0 40 MuH
B 3aBHCHMOCTHU OT coZiep>kaHus 6elKOB KPOBH; OTTEHOK I[BeTa
TeMUHXJIOPHZA, 3aBUCIINI OT COAepKaHusA OwInpyOrHa B KPOBH;
XapaKTepa OCBeIeHUs U TIp.

YuudunupoBaHHbIH reMOJIOOMHIIMAHWHBIN MeTo/. B HacTo-
slfee BpeMs B KJIMHUKO-ANArHOCTUIECKOM MPAKTHUKE ITHUPOKO ITPH-
MEHAIOTCSA KOJIOPUMETPUYECKUE I[HMaHTeMOIVIOOMHOBEIE METOZHI,
XapaKTepU3yIoLIHecs TOYHOCTBIO ¥ TEXHUYECKOM IpocTOTOoH. B 601b-
IMMHCTBE CTPAH 3TU METOABI IPUHATHI KaK CTAHAAPTHHIE ¥ PEKOMEH-
ZIOBaHBI KOMUTETOM II0 cTaHZapTu3aiuu EBponeiickoro u MexyHa-
pozHoro obmecTtra o remarosyoruu (Deutscher Normenausschuss,
Normentwurf DIN 58931, 1964; Boroviczeny K. G., 1964).

B Poccuu OCHOBHBIM METOZOM KOJIUYECTBEHHOI'O OIIpejele-
HUS TeMOmIO6HMHA B KJIMHUYECKOH IMPaKTUKE SABAAETCA YHUPUYU-
POBAHHbLIL 2eM02106UHYUAHUOHBLIL Memod. [IpeuMyIecTBa 3TOro
MeTOo/[a 3aKJIIOYAIOTCs B MCIIOIb30BaHUU HAZIEXKHEBIX U CTAOWIBHEIX
I[MaHTeMOIVIOOMHOBHIX CTAHJAPTOB, YCTONYMBOIO TPAaHCPOPMHUPY-
IOLIETO PACTBOPA, YTO MO3BOJIIET U3MEPATH BCE KIMHUYECKU 3HA-
yuMble ppakiuy reMorniobruHa. TOYHOCTh reMOIVIO6MHIIMaHUAHOTO
MeTO/la OIIPEAEISIETCS TEM, YTO B €0 OCHOBE JIEXXUT IIpeBpalfeHHe
Bcex GOpM reMorIo0MHa B HU3KOCIIMHOBYIO OKUC/IEHHYIO popMy —
IIMaHTeMOTJIOOUH.

TeMODIOOMHITMAHUAHEINM MeTO/l, pa3paboTaHHsi B 1936 r. [lpab-
KUHBIM, ObUT 0106peH MeXXayHapOAHbIM KOMUTETOM I10 CTAaHJAAPTH-
3anuu B rematonoruu (ICSH) B 1963 r.

IIpunyun zemoznoburHyuaHudH020 Memodd OCHOBaH Ha Iiepe-
BoJle Bcex GOpM reMoriobuHa B OAHY — TeMOTJIOOMHIIMAHU,.
OZHUM M3 IPEUMYIECTB METOAA KPOME IIPOCTOTHL M TOYHOCTH
sBisieTcA TOT ¢akT, yTo HbCN — cTabmwibHOe IIpOU3BOAHOE TeMO-
rmobuHa, ¥ Bce UMeIoIuecs B KPOBU (pOPMEI reMOrIo6Ha MOTYT
6BITH OBICTPO U KOIMYECTBeHHO npeBpaineHsl B HbCN.

Cymb mMemoOda: KpOBb CMEIIMBAIOT C PeakTHUBOM JlpabkuHa:
KCN — 0,05 1, K;[Fe(CN)¢] — 0,2 1, ANCTWLINPOBAHHOMN BOJBI —
70 1 n. Tloa BAMAHUEM XENEe30CUHEPOAUCTOrO Kanua (KpacHOM
KPOBSIHOM COJIM) TeMOIVIOOMH OKUC/ISIETCS B METTEMOIVIOONH, KOTO-
PHII TIOZ AefiCTBMEM alleTOHIMAHTUAPUHA 3aTeM IpeBpanaeTcs
B I[MaHreMomIOoOMH (reMomiobuHIanun). IlnaHreMorioOMH UMeeT
KPacHOBATHIH IIBET, UHTEHCUBHOCTh OKPAacK{ KOTOPOTO IPSAMO
IIPOTIOPLIIMOHANIbHA KOHIIEHTpallMu reMornobuna B npobe. Oxpa-
IIEeHHBI [MAaHMETTeMOITIOOUH ONpeAessaioT KOJIOPUMETPHUIECKH.
Yepes 20 MUH, HEOOXOAUMBIX JIf IIOJIHOTO IIpeBpallleHus reMo-
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mo6MHa B I[MAHTeMOIVIOOMH, U3MEPSIOT SKCTHUHKITUIO IIPU AJUHE
BOJHEL 540 HM U TonmuHE 0o 1 cM POTUB AUCTWUINPOBAHHOU
BOZEI Ha crekrpodoromerpe CP-4 wim Ha POK-M miu nopo6HbIX
eMy (PpOTO3JIEKTPOKOSIOPUMETPAX.

[TpeumyiiecTBa 5TOr0 METOZAA 3aKIIOYAIOTCA B UCIOIb30BAHUY
Ha/le)KHBIX ¥ CTa6WIbHBIX IIMAHTeMOIIOOMHOBHIX CTaHAAPTOB,
yCTOMYUBOTO TpaHCGOPMUPYIOUIETO PACTBOPA, YTO IIO3BOJAET
U3MePATH BCe KIMHUYECKU 3HaUUMble GpaKI[UU reMorio6uHa.

CyIIecTBYIOT U CEJIEKTUBHBIE METOABI KOJIOPUMETPUYU OTAENb-
HBIX TUIOB reMoryiobuHa (Metozbl 3UHrepa, beTke), HO CElEeKTUB-
HOCTb UX OTHOCHUTEJbHA: 3TY METOABLI PETHCTPUPYIOT LIEI0UYey-
CTOMYUBYIO dpakiuio reMoriobuHa, K KOTOPOH MOXHO OTHECTHU
KaK QeTaJbHbIH, TaK ¥ IPUMUTUBHBIN (3MOPHOHANIBHEIN) THIIBI
remoryio6rHa. MeToz BeTke, 10 CpaBHEHHIO C METOZIOM 3HHTEpa,
obnazaeT ropaszo 6osbIIeli pa3pemarolei clroco6HOCThIO U OTIU-
JaeTcs IPOCTOTOM.

Onpepenenune ¢erasbHOro remMorno6mHa mo 3MHrepy
B Moaudukanuu BeTke. MeToZ OCHOBAaH Ha Pe3UCTEHTHOCTHU
deTanbHOro reMorniobuHa (M HEKOTOPHIX APYTUX TUIIOB I'eMOIJIO-
6uHa) K AeHaTypuUpyloleMy AeicTBuio menodeii. HbF B 155 pa3
6onee ycToduuB K 1/12 pacTBOpy HaTpHUEBOH IIENIOYU, YEM
HOpPMAaJIbHBIN reMoryio6nH. BHavase reMorioOUH MpeBpamiamT
B IIMaHTeMOIVIOOUH, YTO He MelaeT onpezeneHuio. 13 remonusara
ITOJIy4alOT IIMAaHTEMOIVIOOMHOBLIN PAacTBOP IIyTeM NpubaBIeHUA
K;[Fe(CN)¢] — KCN pactBopa (0,2 r K3[Fe(CN)¢] + 0,2 r KCN
710 1000 MJ1 AMCTUWILTUPOBAHHOM BoJbI). Yepes 30 muH 2,8 M 3TOTO
IIMaHreMOIVIOOMHOBOIO pacTBopa cMemuBalot ¢ 0,2 mi 1,2 M pacr-
Bopa NaOH. Yepes 2 MuH mpubaBIsaioT 2 M HaCHIIEHHOTO pacT-
Bopa (NH,),SO,.

KoarynvpoBaHHBIN JeHaTypupoBaHHBIM HbA ocaxzaaroT 11eH-
tpudyrupopanueM. HbF u apyrue menogeycroiiuuBbie GopMEI
reMomIo6MHa OCTaloTCsa B pacTBope. KOHIIEHTpalUio OCTaBIIErocs
B CyIIepHAaTaHTe reMOIMIOOMHA OIpeesIsIIoT Ha clieKTpodoToMeTpe,
OTCYMTHIBasA SKCTUHKITUIO ¢wibrpara (E,) IpoTHUB BOARI IIpH JJIMHE
BOJIHHI 540 HM.



KOHTpOl’IbeIe BOMPOCbl U TeCTbl

1. Kaxoi 13 AbIXaTeJIbHBIX IINTMEHTOB COAEPXUT Meb?
a) reMOIVIOOHH;

6) reMOIMaHWH;

B) XJIOPOKPYOPHH;

I') TEM3PUTPUH.

2. K xakoMy U3 ITepedrCcJIeHHBIX JUTAHAOB reMOoIIo0uH 061a-
JaeT 6oJblIel TPOITHOCTHIO?

a) O,;

6) CO,;

B) CO;

r) N,.

3. MaccoBas ZoJA TeMOIMIOOMHA 1O OTHOMIEHHIO K 0bIemy
OeJIKy SpUTPOITUTA COCTABJIAET:

a) 10%;

6) 40%;

B) 75%;

r) 90%.

4. Ha KaKoM CpOKe recTalliy OOHapy>XUBAIOTCSA B JKEJTOYHOM
MeIlKe ITepBhle KJIETKH 3PUTPOI033a?

a) 1-a1 Hezens;

0) 2-1 HeJend;

B) 4-s1 HeeN;

r) 6-9 Heaesd.

5. Ha KaKoM CpOKe recTaniii HaUnHAEeTCsA MUEJIOMTHBIN SPUTPO-
moa3?

a) 4-a Hejen;

6) 8- Hegend;

B) 12-11 Hepmens;

r) 18-1 Hepens.
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6. Kakas u3 Ha3BaHHEIX KJIETOK 3PUTPOIIO33a ABISAETCS HarMe-

Hee AuddUpeHIIPOBAHHOMN?

a) PeTHKYJIOIIUT,

6) HopmobiiacT;

B) HOPMOILIUT;

I') IIepBUYHBIN 3pUTPOOIaCT.

7. B xakvX KOMITaDTMEHTaX 3PUTPOUAHOM KIIETKU OCYIIEeCTBJIA-

eTcd CUHTe3 rema?

a) ARpo;

6) MUTOXOH/JPHH;
B) puOOPOMEI;

r') IIUTOIUIa3Ma.

8. B TKaHAX KaKoro opraHa CUHTE3UPYETCA SpUTPOIOITUH?
a) Movka;

0) IIeYEHb;

B) KpPaCHBIM KOCTHBIM MO3T;

r) runodus.

9. MosnekysnspHas Macca reMoryiobuHa A, coCTapseT OKOJIO:
a) 150 000 J;

6) 24 000 [;

B) 65 000 [I;

r) 90 000 .

10. TeTpanupposbHasA apoMaTU4eCKas CTPYKTypa IpoTonopou-

puHa IX, B cocTaB KOTOPOro 06s13aTeJIbHO BXOAUT UOH Fe2+, Ha3bl-
BaeTCA:
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a) rem;

6) rI00HUH;

B) 6winpy6uH;
I') XJIOPOQIILI.

11. Kakoi1 u3 npe/icTaBJeHHBIX ITUTOXPOMOB PacTBOPHM B BoZe?
a) a;;

6) ag;

B) b;

T) C.

12. MonekynapHas Macca nuroxpoma C cocTaBisgeT IIPUMEPHO:
a) 8000 J;
6) 12 000 J;



B) 32 000 [J;
r) 80 000 J.

13. Yucio aMHHOKHCIOTHRIX OCTATKOB B O-IIEIIM T'eMOIVIOOHMHA
YyeJIOBEKAa COCTaBJISIET:

a) 141;

6) 144;

B) 146;

r) 152.

14. Yucmo 1oMeHOB B B-1ienu reMoryioduHa paBHO:
a) 6;
6) 7;
B) 8;
r) 9.

15. Terpamep reMorio61MHa UMeeT pa3Mep:
a) 4,5 um x 4,5 H™M X 3,0 HM;

6) 15,0 HM X 16,5 HM X 14 HM;

B) 2,8 HM X 3 HM X 2,6 HM;

r) 6,4 HM X 5,5 HM X 5 HM.

16. Vi3035eKTpUYecKass TOYKa Pa3JIUYHbIX TUIIOB reMOINIo6uHa
kosebeTcs B Ipegenax:

a) 6,3—6,8;

6) 6,8—7,18;

B) 7,0—7,6;

r) 7,4—7,8.

17. Haubosee npoYHble MEXMOJIEKY/ISAPHbIE B3aUMOJEHCTBUSA
HMEIOTCSA MeXAy IIo0yiaMu:

a) oap—Py ¥ 0y—Py;

6) o;—ou ¥ By—Py;

B) 0;—f; 1 0,—y;

r) 0,—0, U B—P,.

18. Cxonbko Monekyn kuciopozga (O,) crocobHa cBs3aTh ofHA
TeTpaMepHasi MoJieKy/a reMoryioouHa?

a) 1;

0) 2;

B) 3;

r) 4.

65



19. Kaxoii u3 nepeyrcjeHHBIX TUIIOB TeMOITIOOMHA OTCYTCTBYET
B KPOBH 3Z[0POBOT'O B3POCJIOTO YeJIOBEKA?

a) HbA,;

6) HbA,;

B) HbP;

r) HbF.

20. Kak HaspIBaeTcs MPOM3BOAHOE TeMOIIoOMHA, o6pasyroie-
ecq B pe3yJibTaTe ero B3aUMOZIEHCTBUA C yTapHBIM ra3oM?

a) kapboKkcUreMorioOuH;

6) xapbremMorio6uH;

B) METTEMOIJIOOHH;

I') IIMaHTE€MOIVIOOMH.

21. Kaxkoii 13 nepedrcIeHHBIX TUITOB 'eMOIVIO6HHA OTHOCAT K I1a-
TOJOTUIECKIM ?

a) HbA;;

6) HbS;

B) HbP;

r) HbF.

22. I'emornobuHy 4YesnoBeka A, COOTBETCTBYET TeTpPaMepPHBIH
COCTaB:

a) 20.2¢;

6) 20.2y;

B) 20029;

r) 2020.

23. I'emornobuusl Gower-I1 u Gower-II ABIAIOTCS IOATUIIAMMU:
a) HbA,;

6) HbS;

B) HbP;

r) HbF.

24. Kakoii Tum remomiobuHa sipjsieTcss Hanbosee yCTOHYUBEIM
K JeHCTBMIO LIeIodeit?

a) HbA,;

6) HbS;

B) HbP;

r) HbF.

25. Pe3uCcTeHTHOCTh K KaKOMy 3a00ieBaHUIO BhIpaXkeHa y 60/1b-
HBIX CEPIIOBUJHOKJIETOYHON aHeMHEHN?

a) TybGepKyes;
6) 1uHra;
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B) MaJIApus;
I') COHHasA 00JIe3Hb.

26. B Kakoi XxpoMOCOMe JIOKaJIHU30BaH O-TeH reMorobuHa?
a) 8-1;

6) 11-s;

B) 12-s;

r) 16-5.

27. T'eH Kako# nenu reMorio6MHa B Ipoliecce SBOJIOIUN BO3-
HUK II€PBEIM?

a) o-Iemnuy;

6) 2e-11enu;

B) §-liemu;

r) f-neny;

28. Kako#t Ttun remornobuHa ABASETCS JOMHUHHUPYIOUIUM
Ha 30-¥1 Hejiene recTalunu?

a) HbA;;

6) HbS;

B) HbP;

r) HbF.

29. o-TajacceMus XapaKTepHU3yeTCa:

a) TOBHIIIEHHEM CKOPOCTH CHHTE3a Ol-Ieleit;

0) CHIDKEHHEM CKOPOCTH CHHTE3a Ol-IIeleii;

B) MOBHIIIEHHEM CKOPOCTH YTHIM3ALHH O-LeTekt;
I') CHIDKEHHUEM CKOPOCTH YTHIM3AINH OL-I[EIIEH.

30. Beaymum KOJIOPUMETPUYECKUM METOZOM ONpeAeNleHU
KOHIIEHTpalK reMOIVIOOMHA B KPOBH ABJIAETCS:

a) merox Canu;

6) MmeTox BeTke;

B) YHUQHUIIMPOBAHHBIN IreMOIIOOUHITHAHWUHEIN METOI;

r) MeToZ 3UHrepa.



OTBeTbI K le96H0'TECTOBbIM 3aflaHUAM

1 6 16 6
2 B 17 B
3 18 r
4 6 19 B
5 B 20 a
6 r 21 6
7 6 22 a
8 a 23 B
9 B 24 r
10 a 25 B
11 26 r
12 6 27 a
13 a 28
14 B 29 6
15 T 30 B
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