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OB30P JIUTEPATYPbI
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B cTaTbe npenctaneH 0630p AaHHbIX O NEPEHOCE KUCIIOPOaa B OPraH3Me W POSv 3pUTPOLIMTOB B 3TOM
npouecce. ONMcaHbl MEXaHU3Mbl perynsiLyy CBS3biBaHUs reMoryiobuHa ¢ KUCIOPOLNOM, a TaKKe BInsHMe
POPMbI 3PUTPOLIMTOB Ha PEOSIOTUIO KPOBM.
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Erythrocyte: a bag with hemoglobin, or a living active cell?
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all opraHu3M noTpebnsieT B CYTKM MPUMEPHO
400-600 n kucropopa [1]; Takoe e ero Konu-
yecTBO conepskntcst B 100 ToHHax Bofabl. Ecnm Bkl
Halle cepaLe BMECTO KPOBW NepeKaunBaro }KUAKOCTb C
TaKUM e COLEPIKaHWEM KUCMOPOLa, TO 3a Kaxpoe Co-
KpaLLeHne Hy»KHO Bbino Bbl npokaumBaTh 15 1 370 sKua-

OKpaLleHHbI Benok ¢ MonekynapHoi Maccon 66 000—
68 000 JanbTtoH [2-5]. FemMornobuHa B KPOBM Tak MHOTO,
uTO OH OnpepensieT ee LpeT. Monekyna 6efika cocTouT
13 YETbIPEX MOXOKMX CYObEAMHUL, KamOas 13 KOTOpbIX
crnocobHa obpaTuMo cBsibiBaTb Kucnopopn [2, 3]. Ong
3TOro CBA3bIBaHUA He TpebyeTcsa aHeprus. Takum obpa-

kocTu. lNpencTaBnsete cebe Takol Hacoc? PeanbHbin
cepaeyHbin Boibpoc B 100 pa3 MeHblue. Takas dpaHTa-
CTUYECKas IKOHOMUSA BO3HUKaeT brarofaps ToMy, YTo B
Hallen Kpoeu MoxkeT pacteopuTbest B 100 pas bonbLue
K1crnopona, YeMm B Bofe. [Ins 3TOW Lenu B OpraHuame
MMEIOTCA creumnasbHble KETKU — 3pUTPOLUTBI. B 3TOM
0030pe Mbl pacCKaxeM, Kak YCTPOeH 3puTpoumT, obe-
CneynBaloLLnii HeOBbIKHOBEHHO BbICOKYIO 3(DdeKTUB-
HOCTb TPAHCMOPTa KMCMOPOoAa.

PucyHok 1
3nekTpoHHasa MUKpodhoTorpacus sputpoumTos [2]

Femorno6uH

OputpounTbl 3aHnMaloT 40% obbema Hallen KpoBw.
3T KNETKM B HOpPMe MPefcTaBnsioT coboi [BOSIKOBO-
FHyTble AMCKK, Ha 98% 3amonHeHHble KpacHbIM Benkom
— remorno6uHoM, cBsisbiBaloLLIMM Kkucopoa (pue. 1) [2].
"eMornobuH — OTHOCWUTENbHO HEeBOoMbLLON MHTEHCUBHO
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30M, Kasaasi Morekyna remorfiobuHa cnocobHa ceszatb
OT 0fHOM A0 4 MOMEKYN KMCIopoAa.

CBsi3blBaHME KMCINOPOAA C reMorfiobuHoM Npomcxo-
[MT B aKTUBHOM LieHTpe — reme (pue. 2). FeM — 370 UsALL-
Has XMMUYECKas KOHCTPYKLMSA, COCTOsILLAA U3 YeTbIpex
MATUYNEHHbIX TeTEPOLMKIIOB, NEXalumMX B OLHOW Mo-
CKOCTU. YeTbipe aToMa a30Ta B 3TOM MIIOCKOM KOHCTPYK-
LmM 0bpasyloT B LIEHTPe 30HY, KOTOpas XOPOLUO CBSA3bl-
BaeT aToOM jKefle3a — [f1aBHbIA 3M1EMEHT remorfiobuHa,
KOTOpbI B CBOIO 0Yepefb HEMOCPEACTBEHHO CBA3bIBAET
Kucnopoa. XMMUYeCKue CBSI3W xernesa ¢ aToMaMu a3oTa
HEe KOBaIleHTHbIe, a KOOPAMHAaLMOHHbIe — Bonee cnabble.
3T0 HYKHO ANs TOro, YTobbl }Keye30 MOrno CBs3bIBaTh
kucnopon 0bpatnMo [2]. SneKTpoHbI Kenesa He [OSK-
Hbl MEPENTH Ha KWUCIOPOA, MHaye NPOM30OMLET OKUCIU-
TeSIbHO-BOCCTAHOBUTENbHAA PeaKkLmsi Mexay »KefesoM
M KucrnoponoM. B pesynbTaTte Mbl NOTEpsSieM KWUCNOPOL;
OH NPEBPATUTCH B OOMH U3 CUMbHEWNLLMX OKWUCIUTENEN
Ha 3eMne — cynepoKcui-pamnukarn, CnocobHbIi HaTBO-
pUTb MHOr 0 6ed. KoopanHaLMOHHbIe CBSA3K B CUITY CBOEN
cnabocTi [OCTAaTOYHO XOPOLLIO YOEPKMBAIOT KUCIOPOL, B
reMe, HO He OTHAIOT EMY CBOW 3NEKTPOHbI.

PucyHok 2

CTpyKTypa MofieKynbl remMa; NyHKTUPOM MoKasaHbl CBs3u, obpasy-
joLLIe [ieNIoKanM30BaHHylo CUCTEMY 3N1eKTPOHOB [2]

CH,

V4

HOOC COOH

Ewe opHa BasHas ocobeHHOCTb rema COCTOMT B
TOM, YTO OAMHAPHbIE U 1BOVHbIE CBA3M B HEM YepenytoT-
csi. B pesynbTaTe Bo3HMKaeT cuCTEMa [enoKanM3oBaH-
HbIX 3MEKTPOHOB. MHOKECTBO 311EKTPOHOB, 0BpasyoLLMX
XUMUYECKME CBSI3WN MEXKLY aTOMaMy reMa, OKa3blBalOTCS
MPUHAANEXALUMMN BCEMY KOJbLY — 3TO CO3[aeT YHW-
KamnbHyl0 BO3MOXHOCTb JErKO MeHSATb 3SEeKTPOHHbIE
CBOWVICTBA BCEW MONEKynbl B LIESIOM 1 B MEPBYIO 0Yepenb
aToMa Kemnesa 3a CYeT cnabbix BAWSHWA COCEOHUX XU~
Mudeckux rpynn [2]. Bo3MOMKHOCTb ynpaBnsTh 3MeK-
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TPOHHbIM COCTOSIHUEM Kefle3a MO3BONSET W3MeHSTb
CNOCOBHOCTb Kene3a CBA3bIBATHCA C KUCITOPOLOM.
AToM skenesa MoeT 0bpa3oBaTb 6 KOOPAMHALIMOH-
HbIX CBSi3eii; B reMe YeTbipe U3 HUX NEXaT B NSIOCKOCTU
Kofiblla M CBSI3bIBAOT KEne3o C asoTamu; ABe Apyrue
MNeprneHanKyspHbl NnockocTv Konbua (puc. 3). OgHa u3
3TUX CBfA3ei MCNosb3yeTcs A1A CBA3bIBAHUA KUCMOPO-
pa (puc. 3 B), a NpoTUBOMOMOMKHAsA eil — CBA3b Kene-
3a C a30TOM MMUCTWAMHA, 3aHMMaloLero 93-e nonoxe-
HWe B NOCMef0BaTeNbHOCTM @MUHOKUCIIOTHBIX OCTaTKOB
rnobuHa (Tak HasbiBaeTcs HenkoBas YacTb MOSEKyJib
remornobuHa), — Kak pas v nos3eonseT ynpaensTb CBs-
3blBaHUEM:Kene3ackucnoponom[2, 4]. Mockonbky ructu-
OVH 93 ABnsieTCA YacTblo rNobuHa, KOHPOPMaLMOHHbIE
M3MEHEHMSI 3TON MOJIEKY bl MOTYT U3MEHSTb MOSoXe-
HWe rMCTUAMHA OTHOCUTESNBHO MIOCKOCTM KombLa rema.
B oTcyTcTBue knucnopona koHdopmaums rnobuHa Tako-
Ba, YTO MMCTUAMH 93 HECKOJIbKO BbITAMMBAET XKENE30 U3
MOCKOCTM Kosblia Ha cebsa (puc. 3 A). B aToM cocTo-
SHUM FEM XYKe CBSI3bIBAET KWCIOPOA, YEM B CUTyaLmK,
KOrda sKefie3o Haxo@WTCA B MIIOCKOCTM KonbLa. Takum
0bpa3oM, KoHdopMauusi 6enkoBov MOMEKynbl BIUSET
Ha cuny CBS3bIBAHUA KMUCIOPOLa.
PucyHok 3

MonoxeHue kenesa, He ceAsaHHoro (A) u cesasaHHoro (B) ¢ kucno-
pOAOM, B MAIOCKOCTY reMa B remornobune [2]

3Ta cuna BaxHa, TaK KaK OpPraHuaM MOMeT MuCc-
Nofib30BaTb TOSIbKO CBODOAHLIN, HE CBA3AHHbLIN C re-
MOrnobuHOM Kucnopod. [1o3ToMy BaKHO He TOSbKO
TO, CKOJSIbKO KMCIOPOfa eCTb B KPOBU B LIENIOM U Kak
reMornobuH ero CBs3bIBAET, HO U KakK OH KUCIIOPOA OT-
naet. [10CKONbKy B fIErKMX PacTBOPMMOrO KMCIOPOAA
Bonblue Bcero, TaM AOMUHMPYET CBA3biBaHWe. 1o Mepe
TOr0, Kak KpOBb M3 NErkux MocTynaeT B Apyrue opra-
Hbl U MO KanwunnspaM pacxoguTCA MO Pa3HbiM TKaHAM,
PacTBOPEHHbIN B KPOBM KWUCMOPOA noTpebnsercs knet-
KaMu, yXOOWUT U3 KPOBM BHYTPb KIIETOK, KOHLIEHTpauus
ero ymeHbluaetcs. PaBHoBecue remornobuHa ¢ Kkuc-
NIOPOOM CHBUraeTcsi B CTOPOHY OTHauM KUCropoga.
Kucnopon ocBoboxaaeTcs v BbIXOAMT B KpoBb [1, 6]. Mo-
NeKynsipHas perynauus, onpegensiollas koHdopMaLmio
remornobvHa n ero cnocobHOCTb CBA3bIBATL M OTOABaTb
Kucropog, no3sonseT bonee achHeKTUBHO perynmpoBaTtb
MPOLLeCC MePeHOCca KUCIOPoaa M3 NIErkuX B TKaHW.




OB3OP JINTEPATYPbHI

PaccMoTpuM, Kak aTo npoucxoant (puc. 4). Kucno-
POA CBSA3bIBAETCA C reMornobuHoM obpaTumo, No3ToMy
[ons remMornobvHa, CBA3aHHOMO C KUCTOPOAOM, 3aBUCUT
OT [aBMeHWs K1CIopoaa B KPOBK (ero KoHUeHTpaumm).
310 pasnexve B nerkux (100 MM pt. cT., unu 100 torr)
ropasfo Bbllle, YEM aHanornMyHoe [aBrieHne B TKaHAX
B nokoe (20-30 torr) [1, 2]. OpraHuaMy HyskeH TaKoii
reMornobumH, KoTopbii BydeT MakCcMManbHO CBSi3blBaTb
Kucnopog B Nerkux v otaaBaTb Bonbluylo ero yacTb B
TKaHsAX, Mbo Ta uyacTb remornobuHa, KoTopas cBsi3a-
fa KWCnopoa 1 He OTAana ero B TKaHsAX, NpeacTasnser
cobov bannacT — Mbl 3psl FOHSIEM IPYXKEHbIE BaroHbl U3
NErkux B TKaHW 1 obpaTHO. 3aKOHOMEPHOCTU 3TOro 06-
MeHa OnpepfensioTcs ABYMSi OCHOBHbIMM MapaMeTpamu
KPMBOM CBA3bIBaHUA remornobuHa ¢ kucnopopoM. 3Ta
KpuBasa umeeT S-obpasHyio opMy M OMucaHa ypasHe-
Huem Xunna (1) [4, 71:

HbO,/Hb, = [PI/([PT+[P, ") (1),

rne HbO, — KOHLIEHTpaLMsA reMornobuHa, CBA3aHHOTO C KUCTOPOAOM;
Hb,, — nosHas KoHUeHTpauys reMornobutHa; P — naenenne k1cnopona
B KPOBM (BENMUMHA, NPONOPLIMOHANbHAA KOHLIEHTPALMK K1CIopoaa);

P, — BaBneHue K1cnopoaa, npy KOTOPOM reMoriobuH HaCbILLEH K1C-

NOPOLIOM HAMOMOBKHY; N — KoadhdmUMeHT B dpopmyre Xurna (1).

PucyHok 4

KpuBble CBA3bIBaHUS C KUCIOPOAOM reMorfiobuxa (crowHas kpu-
Basi), MnornobuHa (myHKTUpHas KpMBasi) U TUMOTETUYECKas KpuBast
CBA3bIBAHUSA remMornobuHa ¢ KUCIIOPOAOM MpU OTCYTCTBUN 3chhek-
Ta KOOMepaTUBHOCTU CBA3bIBAHWA €ro CybbeanHuL C KUCNopoaoM
(Menkuii nyHKTMp), onpepensiowne 3PEKTUBHOCTb CBSA3bIBAHWA
KMCNOPOAa B JIErKUX U OTAAUM €ro B TKaHsX; NpaBast U nesas Bep-
TUKanbHble LUTPUXMYHKTUPHbIE JIMHUW — [aBfeHUe Kucnopopa B
NErknx 1 TKaHAX COOTBETCTBEHHO
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["naBHbIA NapaMeTp, onpenensoLwmin opMy KpMBOK
CBA3bIBaHMA, — P.. 3T0 3HayeH1e [aBMieHns KUCIopoaa
B Cpene, Npy KOTOPOM POBHO MOJI0BMHA FEMOB reMorf1o-
BuHa HacbliLleHa kucnopoaoM. Ha pucyHke 4 nokasaHo,
Kak onpefenseTcs aTa BesMuMHa.

BTopoi BaskHbI mapaMeTp 3TOM KpMBOM — KO-
duumeHT Xunna, nnm KoaULMEHT KOOMEPATUBHOCTY.

YeM oH onpepensieTca? Kak yske Bbino ckasaHo, kpusas
CBA3bIBaHWSA reMornobuHa ¢ KUCNopoaoM uMeet S-o0b-
pasHblil XxapakTep (cnnowHas nuHWs Ha puc. 4) u He
MOX0sKa Ha KpMBYIO 0BbIYHOrO XMMUYECKOr0 CBA3bIBAHMUS
(nyHkTMp Ha puc. 4). CeAsbiBaHWe, XapaKTepHoe aJis
reMornobvHa, Ha3bIBalOT KOOMEPATMBHBIM. [1py HU3KMX
KOHLIEHTPAaLMAX KUCIIOPOAa KPMBasi C YBESIMYEHNEM €ro
KOHLIEHTPaLMM pacTeT MEANIeHHO — reMornobvH nioxo
CBs3blBaeT Kucnopod. [ocTeneHHo, Mpv yBENUYEHUM
KOHLIEHTPaLMI KUCIOpOLia, KpBas CTaHOBUTCS BCE Kpy-
ye. B obnacTtu KoHUEeHTpaumi KUCTOPOAa, Bnn3kux Kk P, ,
reMornobuH sHaunTenbHo adpdpekTveHee (pesue) ces-
3blBaeT UM OTHAET KUCITOPOL MO CPABHEHMIO C HEKoOMe-
paTuBHbIM copbeHTOM. S-0bpasHOCTb XapaKTepUCTUKM
noMoraeT reMornobuHy cunbHee CBSA3bIBaTb KUCOPOL B
nerkvx n bosblLle 0TAaBaTb ero B TKaHAX, YeM 3TO MOr-
10 6bl BbITb NpK OTCYTCTBUM KOONEPaTUBHOCTM. Ecnn Bl
S-obpasHocTb bbina Bonee BblpaeHHONW, 3pPEKTUB-
HOCTb nepeHoca bbina bbl ewe bonblue. HenonHas otoa-
Ya Kucnopoaa, BuaMMo, pusmonormyeckn obocHoBaHa —
3TO 3anac s bbICTPOro yBenMueHus ero notTpebnexus.
YBenuueHne Ou3MoIorMyeckon Harpysku, COMPSKEH-
HOe C YBENMYEHHbIM NoTpebneHneM KUCIopoaa, CHU3NT
KOHLIEHTPALMIO KUCIOPOAa B TKaHAX, YTO MO3BOSUT OT-
HATb Yy remMornobvHa 6osbLue kucnopoga.

Ha MonekynspHoM ypoBHe S-0bpa3HOCTb KpuUBOW
CBSI3bIBaHWS reMornobuHa ¢ KUCIOPOAOM 03HAYaeT, YTo
KOHhbopMaLMst MoneKysbl reMornobuHa MeHsieTcs Tak,
YTO MPU HU3KMUX KOHLIEHTPALMAX KUCIOpofa remorsio-
B1H MNOX0 CBA3bIBAET KMCMOPOA, a nNpu BonbLumx — xo-
poLo. 310 nponcxopuT Brnarogaps ToMy, UTO MoMekyna
remMornobvHa cocTouT u3 4 cybbeamHul, KoTopble Ha-
CTOMbKO TeCHO CBsi3aHbl Mexay cobol, UTo MoryT B3a-
WMHO BNWSITb Ha KOHcpopMaumun apyr apyra. Haunyuien
cnocobHOCTbI0 CBA3bIBATL kucnopon obnapaloT cybb-
€OVHWLbI, HE CBA3aHHbIE APYr C APYrOM.

Mpu oTcyTcTBMM Kucropopa cybbeouHuupl re-
MornobvHa vMMelnT KoHdOpMaLuMio, B KOTOPOM MUCTU-
OVH 93 BbITAMMBAET Keneso M3 MNMOCKOCTU KofbLa.
Takve cybbemmHULbl CUSIbHO CBA3aHbl APYr C OpPYroM,
HO Xy)e cBf3biBaloT kucnopod. CBA3biBaHWe nepsou
MOJIEKyIbl KMCNOPO#a C OQHUM M3 FeMOB BO3BpaLLa-
eT sKene3o B NMIOCKOCTb Kombua (puc. 3). 3To npweso-
OWT K ocnabnenuio CBA3W enesa C rmctugmHom 93:
FMCTUAMH YAAnseTcs OT MIOCKOCTU Kofbla, Bbl3biBas
N3MeHeHWe KoHDopMaLMKM MoseKyrbl. 3TO U3MeHeHMe
3aMeTHO ocnabnseT ceasbiBaHue cybbveanHu. Octas-
wnecs cybbepmHuubl npuobpeTaioT Bonee cBobogHyo
KOHpopMaLmio, fyylle CBSI3bIBAIOLLYIO KWCMOPOA, YTO
W MPUBOLAMT K HYXXHOMY M3MEHEHWIO CMOCOBHOCTM K
cBsi3biBaHMI0. YeM bBonblue kucnopoaa, Tem ceobonHee
cybbeamHuubl M TeM nyudlle ceAsbiBaHve [4]. Takum
obpasoM, cybbeanHuLpbl remornobuHa KoonepupyioT B
CBA3bIBaHWM KUCNOPOAA — 3TO M Ha3blBalOT 3PheKTOM
KoonepaTueHocT [8, 9].
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S-00pa3HOCTb KpMBOM CBSI3bIBaHUSI TepsAETCA Mpu
oTcyTCTBMM adppekTa KoornepaTusHocTu (Ha puc. 4
KPYMHbIM MyHKTUPOM MOKa3aHa KpuBas CBA3bIBAHUA He-
KoornepaTuBHOrO Befika MMOrnobuHa C KMCMOPOAOM).
MwornobuH — MbllweyHbIn BenoK, Brnskuii pOACTBEHHUK
remMorniobuHa, KOTOpbIM MO CTPYKType M CrnocobHOCTU
CBSI3bIBaTb KUCMOPOA OYEHb MOXONK Ha OfHY cybbemu-
HWLy remornobuHa [10]. Moxomyto 3aBUCMMOCTL UMeeT
aHanormyHas Kpueas Afi1 MOHOMepPOB remornobuHa.
[MnoTeTyecKkas KpuBasi CBSI3blBaHWSA remornobuHa c
KWCIIOPOAOM, PacCuMTaHHas Mpu YCroBWW OTCYTCTBUA
3dhdhekTa KOonepaTUBHOCTM, NOKa3aHa MENKUM MyHKTU-
POM Ha pucyHke 4. Ecnu MoxHo Bbino Bbl 3achukcupo-
BaTb reMorfiobuH B 3TOM COCTOSIHUM, TO KpuBas CBSA3bI-
BaHWA C KMCMOPOLOM Npoxoawmna bbl 04eHb Mosoro.

"eMOrnobuH ymMeeT CBA3bIBATb HE TOMbKO KMCMOPOA,
HO M MHOTMe Opyrue MOJIeKyrbl, MOXOXKMUE HA KUCIIOPOA.
C 3TuM cBsi3aHbl HEKOTOpble MeouuMHCKue addhek-
Tbl PafMKanbHOrO0 HapyLUeHWsi ra3oTpaHcnopTa. Tak,
MECTO KWUCMOpOfa MOXEeT 3aHWMaTb MOfeKyna okcupa
yrnepoaa (CO), B 6bITY OHa M3BECTHA KaK YrapHblii ras.
3Ta MoneKyna o4YeHb Noxoxa Ha kucnopog. OHa cBsA3bI-
BaeTCs C reMorfiobvHOM curbHee KUCNopopa W OYeHb
Moxo ouccoumupyeT vM3 obpasoBaBLLEroCH KOMMIEK-
ca, ocBoboxpas remornobun [4]. Takum obpasom, ecrin
BO BAbIXAEMOM HaMu rase MosBMAETCA yrapHbli ras, 1o
npovcxoput oTpasneHne: CO BbITeCHAET Kucnopog v3
MOMEKyIbl reMornobuHa, KOTOpPbIN OKa3blBaeTCA 3arpy-
KEH MPOYHO CBA3aHHBIM BanNIacToM 1 He MOKET BbIMNOM-
HATb CBOIO (PYHKLMIO, HECMOTPS Ha TO, YTO OH (OYHK-
LIMOHASIbHO COBepLUEHHO HOpMarsieH. HacTynaet yayLube.
YenoBek, HaabILLABLUMIACS yrapHbIM ra3oM, 3aAbIXaeTcs,
HECMOTPS Ha TO, YTO BO BAbIXaEMOM MM BO3[4yxe AoCTa-
TOYHO MHOrO Kucnopopa. HyskHo cpoyHo 13baBuTb opra-
H13M oT CO — BbIHECTM OTPABMEHHOr0 YesioBeKa Ha CBe-
U BO3OYX, UHTEHCMBHOE [blXaHWe BbIBOAWT YrapHblii
ras n3 KpoBoToKa. CxonHbIn ahdpeKT BbI3bIBAET Apyras
MOJIeKyfia — aHMoH umaHucTon Kucnotbl (CN7). Camas
3HaMEHWTas COflb 3TOM KUCMOTbl — LMAHWUCTBLIA Kanui.
MexaHn3M 0TPaBMEHNS LIMAHWUCTbIM KasleM TOT 3Ke, YT
W yrapHbiM rasom, — BriokMpoBaHue CBA3M remornobuHa
C KMCIIOPOJOM.

deHoTUNBI FreMornobmnHa

CyLuecTByeT MHOr0O pasfMuHbiX PEHOTMMOB re-
MOrnobuHa (Kak HOpMarbHOMO, Tak M MaToNOrMYEecKoro),
B OOJbLUMHCTBE CIlyYaeB OHW OTIMYAIOTCSH CTPOEHWEM
o~ 1 B-rnoburos (6enkos B cybbeamHMLax reMornobu-
Ha). ®eHOTWNbI remMornobuHa U3MeHsITCA B npolecce
pa3BWTUS opraHuaMa uenoseka [11]. 3toT npouecc pe-
FYNUPYeTCs M3MEHEHWEM 3KCMPECCUMM COOTBETCTBYIO-
LLMX FEHOB, KOOMPYIOLLMX pa3nunyHble oopMbl F10BMHOB.
B xone 3BonoumMy MnekonuTaloLwmx reHbl o~ v B-rnobu-
HOB BbIIM pasHeceHb! B pasHble JTOKYCbl — Ha XPOMOCOMbI
16 n 11 cooteetcTBeHHO (puc. 5).
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PucyHok 5

[eHOMHasi CTpyKTypa KNacTepoB o~ W B-reHoB rrobuHa Ha ueso-
Beyeckux xpomocomax 16 wu 11. dyHKUMOHaMbHbIE O-TeHbl
(¢pmonetosbivi uBeT), ncesmoredbl (rosy6osi uUBeT), OBa W3 HUX
(L u 61) kommpywT Manble KonuuectBa PHK; dhyHKUMOHAMbHO
aKTuBHble B-reHbl (cBeTsio-3eneHblii LBeT). MokasaHo npuMepHoe
pacronosKeHne BaskHbIX KOHTPOmbHbIX 3neMenToB (HS-40 u LRC).
LLnvHa KnacTepa oi-reHa — NpuMepHo 2/3 anuHbl KnacTepa B-rexa.
BHM3y — pa3nuyHble BuAbl reMornobrHa, koTopble hopMupyioTcs ¢
MOMOLLbI0 9TUX FEHOB, U CTaauu passuTus (aMBPUOH, NIoL, B3poC-
bl UESIOBEK), Ha KOTOPbIX OHW NpeacTaeneHsl [12]

a-reHbl (xpomocoma 16)
HS-40 Wi pyol
i o2 ol 8l
5' 3
B-reHbl (xpomocoma 11) FHS-1
wmil : St e b 1
§ T e ==
LCR 10kb
BapwaHTel remornobuHa
3MOPMOHANEHEIA | DeTansHbIA B3pocnbli
Hb Gower 1 Hb F Hhb A
LLL ﬂl @ %
Hb Gower 2 Hb A2
ol e ala el e
s - ;
Hb Pirtland

PucyHok 6

MameHeHns akcnpeccum reHos o (cuHas kpusas), B v v (3enenbie
KpUBbIe) U HEKOTOPbIX APYrMX rEHOB rMoBUHOB Yenoseka (myHKTMP)
B XO[le Pa3BUTWS MSI0AA, K MOMEHTY POXAEHUS U Ha NMepBoM rofy
JM3HM uerioBeKa. [okasaHbl OCHOBHbIE MeCTa 3pUTPONO033a 1 TUMbI
copepsKaLlUMX reMorfiobuH KNeToK 1S Ka)40ro U3 9TUX Mepuoaos
[12]

Tun kneTok
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Bo BpeMs co3peBaHus nnofa, HeoHaTanbHOro nepu-
Ofa W JanbHelLlero B3pOCNeHNA CTeneHb 3KCMpeccum
pasHbix reHoB MeHsieTcst. Y nnofa (- v e-reHbl aKcnpec-
CUPYIOTCA M3HAYasnbHO B SKENMTOYHOM MELLKE, pPernoHe
napaaopTbl, @ 3aTeM B MeyeHu, NpuBoAs K dropMmpo-
BaHuio remornobuHos Gower 1, Gower 2 w Portland.
[MocTeneHHO 3KCMpeccus 3TUX TEHOB YMeHbLUaeTcs,
B TO BPeMsi KaK 3Kcrmpeccusi o~ v B-reHos, HaoboporT,
ycunueaeTcs. B COOTBETCTBMM C 3TWM MPUCYTCTBY-
oM B nepBbix pasax 3apopbiwa (nepsble 6—7 Hep.)
aMBpUOHarnbHbI reMornobuH (remornobuH P) HaumHa-
€T MOCTENeHHO 3aMeLLaTbCs Ha MoAHbIA (dpeTarnbHbIi)
remMorfiobud  (remornobuH F), KoTopblit  CTaHOBMTCSH
OOMUHUPYIOLUMM HaunHaa ¢ 10-12-i Hep. rectauum w
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npenctaBnseT cobol OCHOBHOW heHOTMN remMornobrHa
nnoja B NOCNegHUX OBYX TpuMMecTpax BepeMeHHOCTU
(puc. é) [11]. 3toT remornobuH MMeeT HeMHoro 6o-
nee BbICOKOE CPOACTBO K KWUCMOPOLY, YEM B3POCHblV
reMorfniobvH, Tak Kak MeHee CWUMbHO CBA3bIBaeTCs C
2,3-oudpocdpornuuepatoM, CBA3bIBaHWE C  KOTOPbIM
yMeHblUaeT 310 cpoactso [1, 2]. OH Gonee ycTonuve
B LLiENOYHOM cpefe, cTabuneH B bonee yskoin obnactu
pH 1 Bonee noaBepeH OKWCHEHWIO C 0bpasoBaHWeM
meTreMorniobuHa [12]. Bonbluee CPOACTBO K KUCMOPO-
oy nomoraet HbF obecneunBatb noTpebHoCcTb Nnoaa B
KMCMOPOfe B YCNOBUSX Manoro obuiero obbemMa Kposu
nrnopa. K MomeHTy poskneHuna HbF cocTaBnseTt okono
80-85% obuiero konmyecTBa remorsiobnHa B KpoOBW.
[Mocre pPOMOEHWS O-TEHbl OCTalOTCH aKTUBHBIMM, 3KC-
npeccust y-reHoB npekpallaeTcs, a B-reHos, Haobo-
POT, yCUIMBaEeTCA. 3TO MPUBOAUT K TOMY, YTO K KOHLY
NEPBOro rofla MU3HW B KIETKax HauMHaloT npeobnapathb
«B3pocnble» remMornobuHsl A u A, (puc. 5 u 6). B apu-
TpouMTax B3POCOro YesioBeka NpUCyTCTBYeT NPUMEPHO
97% remornobuHa A (o.,B,). 2% remornobuna A, (o,3,) 1
1% dpeTtanbHoro remornobuHa.

B nocnepnnue 30 net MHokecTBO paboT bbino noces-
LLEHO M3YYEHMIO MOMEKYMSPHBIX MEXaHW3MOB 3TOr0 Tak
Ha3bIBAEMOr0 «MepekIioyeHus» remornobuHa. Moxnma-
HWe 3TUX MeXaHW3MOB MOMOITIO MPUIATY K MOEee NeYeHus
CEpNOBUOHO-KMETOYHOW aHEMWUM MyTEM MHAYyKuun dhe-
TanbHOro remornobuHa.

CepnoBupHoKsieTo4yHasa 6onesHb

CepnoBWaHO-KIeTOYHas aHeMUsl BO3HWMKAET Y io-
0eW, ecrv Npov3oLUsia eAMHNYHAs HYKeoTUAHas 3ame-
Ha afieHWHa Ha TUMWH B reHe B-rnobuHa. B pesynbrate
Tpunnet [AlT, KogMpyIOLLMA OTPULATENBHO 3apsiKeH-
Hyto Npu M3MONOrnYeckx pH rnyTaMmMHOBYIO KUCTOTY
B 6 nosvumm B-uenu rnobuHa, 3amellaetca Ha [T, Ko-
OVPYIOLLMIA  3MEKTPOHEeATPasibHYyl0 aMUHOKWCIIOTY Ba-
nuH. ObpasyioLmincs Npu 3TOM CeproBULHO-KIETOUHbIV
remornobud (HbS) HeitTpaneH no 3apsay, MeHee noa-
BWKEH Ha 3nekTpodiope3e U MeHee pacTBopuM. B ka-
nuUnsipax Npu oThade kucnopoga (To ecTb B YCIOBUSIX
UaCTMYHOM [e30KCUreHaummn) aToT Beflok nonmMepuay-
eTCcA U BbiMAfaeT B 0Cafok B hopMe BepeTeHoobpas-
Hbix 0Bpa3oBaHWii (TaKTOMLOB), KOTOpbIE pacTArUBaloT
0b0nouKy apuTpouMTa 1 BEAYT K ero paspyLUeHuio. 370
HapyLUaeT MOTOK 3PUTPOLMTOB B MWKPOLMPKYMSLMKU U
SBNAETCS OCHOBHbIM NaTOGN3MONOrNYECKUM (DaKTOPOM
MpU CeproBMUaHO-KIeToYHoM aHeMum [13]. Monynaumon-
Hble UCCMeLoBaHUA CPenu pa3nUyHbIX rPymn nokasanu,
4TO TAXKECTb MPOsBNEHUs 3aboneBaHWs CHVKEHa Mpu
MOBbILLEHHOM COfepXaHuM dheTanbHOro remMornobuHa,
npvyeM oHa 0bpaTHO MPOMOpLMOHalibHa YPOBHIO 3TOrO
remornobuHa. OgHako, uTobbl addheKT bbin 0fHO3HAY-
HO BraronpuaTHbIM, YpoBEHb heTanbHOro reMornobu-
Ha LBOMmKeH BbiTb BhiCOKMM (Bonee 25%) [14]. B To ske

PucyHok 7

CxeMa mocTynvpoBaHHbIX 3DEKTOB MMAPOKCUMOYEBKHBI B MHIU-
6upoBaHuM nonumepusauum remornobuHa S: rUApoKCMMOYEBU-
Ha yBenuuuBaeT ypoBeHb remormnobuHa F B Kasaom apuTpouuTe
(nokasaH yposeHb 25%), CHWXas TakuM 06pa3oM CTeneHb MUKPO-
BaCKymNAPHOW 3aKynopku npw moboM ypoBHe Kucnopopa. 3alumiia-
lowmnii achbdekT remornobuHa F Habniogaetcs nmoToMy, 4To CMe-
WwaHHbIA rnbpua remornobuta o.,3%y, koTopbin 06pasyeTcs BHyTpH
3apuTpounTa B npucytcTeun HbF, He BxoauT B chasy nonumepusa-
umm [12]

Bes Tepanun MOPOKCUMOYEBUHA

75% Hb'S 25%
Hb F

100% Hb S
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BpeMsi B pa3HoobpasHbix nabopaTopHbIX MCCenoBaHu-
AX MOKa3aH MexaHW3M, C MOMOLLbI0 KOTOpPOro dpetanb-
HbIM remMorfnobuH oKkasbiBasn MHrMbMpyloLLee BIUSHKE Ha
BHYTPUKIIETOUHYI0 nonumepusaunio Hb S (puc. 7) [12].
Mo3ske bblno 0BHapyeHO HECKOMbKO MpenapaToB, KO-
TOpble MOBbLILLAIOT YPOBEHb eTanbHOro reMornobmHa y
npvmatoB, Hambonee apdheKTVBHbIE U3 HMX — 5-a3auu-
TWOMH W ruapokcuMouesmHa [15, 16]. B 1998 ropy ru-
[pOKCMMouYeBMHa Bbina onobpeHa FDA (CLLA) ons neue-
HWUS CEPrOBUAHO-KIeTouHOW Bonesnu [17]. NanbHeiiume
KIIMHWYECKME UCCIIEA0BaHWS NoKasany 3heKTUBHOCTb
rMOPOKCUMOYEBMHBI B JIEYEHUN CEPMOBUAHO-KIETOYHOM
aHeMmuun y B3pocnbix 1 fetei [18-21]. MccneposaHue
TepaneBTUUECKMX 3PIIEKTOB TMAPOKCUMOUEBUHBI [22]
1 MOMCK HOBbIX areHTOB, CMOCODHbIX B OAMHOYKY UK B
KOMBMHaLMK C MMOPOKCMMOYEBMHONM MOBbILLATH YPOBEHb
heTanbHoro remornobuHa, npopomKkalTea. ITo CBA3a-
HO C TeM, YTo, HECMOTPS Ha 3OPEKTUBHOCTb MMAPOKCU-
MOUYEBWHbI y psAa MaLUMEHTOB C CEPNOBUAHO-KIETOYHOM
aHeMwueit, MHorne BoobLLe He pearnpyioT Ha 3TOT nNpena-
paT nosbilLeHneM peTanbHOro remornobuHa, a y Heko-
TOpPbIX NMALMEHTOB 3TOT ypoBeHb Bo3pacTaeT oo 10-15%,
HO MPW 3TOM HE BbI3bIBAET HUKAKUX KITMHUYECKUX OTKIN-
koB. Kpome Toro, 40 CMX Mop He A0 KOHLa foKa3aHa be3s-
0MacHOCTb MMAPOKCUMOUEBUHBI [23].

dputpouuT. Peonormsa Kposu

Hannuue remornobuHa B Hallen KpoBu Mo3BonseTt
npakTuyeckn B 100 pa3 yMeHbLUMTb CKOPOCTb LIMPKYNA-
LMW KpOBW, 3TO pocTuraeTcst bnaropaps ero BbICOKOM
KoHueHTpauuu — 2 MM [1, 6]. Ho nouemy remMornobun
HEenb3s MPOCTO PacTBOPUTb B KPOBW, Kak anbbyMuH?
3auvem [lpupone co3paBaTb Kakve-TO CreumasnbHble
kneTkn? OpraHusMbl, y KOTOPbIX FreMOrf0buH pacTBOpEH
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B KPOBMW, — HE PEOKOCTb. TaKylo KpOBb MMEIOT, Hanpu-
mep, Monmocku. OgHaKo y pacTBOPOB HefKOB BbICOKOM
KOHLIEHTpaLMn BbICOKasi BA3KOCTb, a BA3KME pacTBOpbI
TPYLHO KauaTb. CnpsATaB reMornobuH B 3pUTPOLMTHI,
Mpupoaa pesko yMeHbLUMa BA3KOCTb Kposm [1, 24, 25].
3T0 MOXHO Habrofath, ecnu B3ATb NPOBUPKY C KPOBbIO
¥ nokayaTb ee. Mbl yBUAMM, UTO KPOBb — 3TO SKMUOKOCTb,
He HamHoro Bonee rycTtas, Yyem Boga. Ecru Takyio npo-
BUpKY C KpOBbIO 3aMOPO3UTb, @ MOTOM Pa3MOPO3MTb,
3pUTPOLMTLI pa3pyLUaTcs, HO 0bLLas KOHLEHTpaums re-
mMornobuHa B npobupke He namenutcA. OgHaKO CUMbHO
M3MEHWUTCA BSAKOCTb — Tenepb COAepKuMoe npobupku
Bynet 6osbLLe Noxoske Ha Mef. 3TO ¥ eCTb TOT BbIMIPbILL
B BSI3KOCTM, KOTOPbIN MOfy4aeT Hall opraHvam brnaropa-
psl 9pUTPOLIMTaM.

NTak, «ynakoBbiBaHWe» reMornobuHa B KNEeTKM 3Ha-
YMTENbHO YMEHbLUAEeT BA3KOCTb. YeM Bosblue pa3mep
KMETOK, TeM CuIlbHee yMeHblLUaeTCs BA3KOCTb [26]. Ho
pasMepbl 3pUTPOLMTOB He MOryT pacTu [o BeckoHeu-
HocTU. YeM oHu bonblue, Tem 6ornblue BpeMeHW 3ait-
MeT andddy3MOHHbIA NePEHOC KUCIOpOoaa U3 CepeamHbl
KINETKM HapysKky v obpaTHo. [pu To CKOpOCTH LUMpKyNsA-
LMW KPOBM, KOTOPas CyLLECTBYeT B HALLEM OpraHusme,
ONTUMarbHbIA ra3006MeH C TKaHSIMU MOMET MPOMCXO-
OWTb TOMbKO B TOM Crlyyae, ecnv pa3Mepbl KanumnspoB
KPOBEHOCHOW CeTW paBHbl NpUMepHo 2—3 MkM [27]. Mpu-
MEPHO TaKy!0 e TOMNLMHY UIMEET 3PUTPOLMT. B TOSICTON
YyacTu — 2 MKM, B CEpefMHe LeHTpasibHOW BMSATUHbI —
1 MkM [1, 24, 28]. 310 pewaeT npobneMy anddy3noH-
HOrO TPaHCMOpTa ra3os, HO APUTPOLIUTBLI AOSTKHbI U CBO-
6onHo mpoxoauTb No Kanwunnapam. Ecim Bbl apuTpoun-
Tbl BbITN LWIApUKaMKU C OMaMETPOM 2 MKM, OHM Obl fierko
MPOXOAMNYM MO KanunnapaM, Ho nx o6bem cocTasnan Obl
MpyY 3TOM 0KOJ10 4 MKM?, @ 0BbeM apuTpoLMTa YerioBeka
— 100 MKM®, TO eCcTb M3 OOQHOr0 IPUTPOLMTA MPULLNIOCH
Bbl coenatb 25 wapwkoB. [Npy 3TOM ONATb CUMBHO yBE-
NMYMBAETCS BA3KOCTb...

Kak e ypanocb lpupoae co3aaTb Takon H60sbLLOM
3PUTPOLIMT, KOTOPbIN LOCTATOYHO JIEFKO MPOXOANT Yepes
Kanunnsapbl aaMeTpom B 3—4 pasa MeHblle ero cob-
CTBEHHOro AnameTtpa? EonHcTBeHHbINM cnocob — coenatb
3pUTPOLIMT JOCTATOUHO Nerko feddopMMpyeMbIM 0B bEK-
ToM [28-31]. Mpn 3TOM, KOrAa 3PUTPOLIMT HAXOAUTCH B
BosbLLIOM cocyfe, rae KpoBb TeYeT BbICTPO, OH AOSTKEH
“MeTb HebomblUOe TMAPOAMHAMWUYECKOE COMPOTUBIE-
Hue. Ta chopMa, KOTOPYIO MMEET MOKOALLMIACA 3pUTPO-
unt (puc. 1), meicTBuTENbHO [aeT oyeHb Heborbluoe
rMAPOAMHaMMYECKoe conpoTveiienne. Ho ogHOBpEMeH-
HO MMETb M XOpoLLyl0 dhOpMy, NOAXOAALLYI0 ANA remMo-
OVMHaMWKU, U XOpoLUyl Aed)opMMpPYeMOCTb, TO ecTb
CNocobHOCTb NIerko NMpuHMMaTbh POPMY Y3KUX COCYAOB
W NPOTUCKMBATLCA Yepe3 HWX, — 3ajaya HeTpuBMarb-
Hasi. PewnTb ee, co3naB HeKylo naccuBHylo 060MouKy
— MeLloYyek C remMornobuHoM, HeBO3MOXHO. [loaTomy
3PUTPOLIMT — aKTUBHO XMBYLLLAS KIeTKa CO MHOXECTBOM
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MeTabonMueckmnx CUCTEM, YCTPOEHHbIX Cheuuanusnpo-
BaHHO M LienecoobpasHo Ana 3dhheKTUBHOMO peLleHus
obeunx 3agay, KoTopble Nepen HAM CTaBUT OM3MOSIOrUs
KpoBooBpaLLeHns.

Yem onpepenserca chopma sputpoumnTa?
MokoAWMINCSH 3pUTPOLMT 300POBOr0 YENOBEKa MMeeT
chopMy neneLLKn — IBOSIKOBOrHYTOMO Ancka (pue. 1) [2,
32], ogHaKo npwy MHOTMX NaTosorusix ata hopMa MosKeT
BbiTb Apyron. Hanmpumep, npu ceprnoBUAHOKIETOYHON
aHeMUW 3pUTPOLMT CWUIbHO BBITAHYT U UMEET hopMy
nonymecsaua (puc. 8) [33]. 310 ogHa M3 MHO)KecTBa
OMUCaHHbIX B NUTepaType aHeMuin — 3aboneBaHui, npu
KOTOPbIX M3MEHEHbI SPUTPOLIUTAPHBIE MHOEKCHI U CUIBbHO
CHUKEHO KOMMUUYEeCTBO SPUTPOLMTOB B Kposu [34], oue-
BUOHOE CMEACTBME ITOMO — KUCMOPOLHas He#oCcTaTouy-
HOCTb.

Mpu pasHbix aHemusix Habnogaetca bonbluoe pas-
HooBpasve dhopM apuTpoumTos (puc. 8). Bce atn dop-
Mbl 06YCMOBJIEHbI FEHETUYECKUMM leheKTaM1 reMOrSI0-
BuHa wmnm ppyrux benkoB apuTpounToB. MHTepecHo,
YTO B MOAABIAIOLLEM YMUCME CIlyYyaeB MyTauuu B re-
MorfiobuHe BbI3bIBAIOT HE HapyLUeHWe CrnocobHocTu
remorfniobvHa K TPaHCMOPTY Kucrnopopa, a yXyaLwaloT
CMOCOBHOCTb KIETKM HOPMarbHO LIMPKYNMPOBaTb B KPO-
BoToke [32].

PucyHok 8
Mopchonorudeckue dopmbl apuTpounTos [33]
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dopMa 3pUTPOLIMTA Kak ABOSKOBOrHYTOrO INCKA Ka-
KETCA HaUmMyuLleih C TOYKM 3PEHUs PeosorMm KpoBM Mo
psny npuund [31, 35-37]. To, uto aTa chopMa nyuile,
YeM CEeproBUAHOKIETOYHAsA MM Kakne-HUbyab chopMmbl
CO MHOTMMMU BbICTynamu, bonee unu MeHee NoHATHO. Ho
Takue OWCKU UMEIOT W PAL NPEUMYLLIECTB MO CPaBHEHMIO
C [OBONbHO rMafknmMu hopMamu, Takumu Kak cdepuye-
CKWE UK OBarnbHble KNeTku. Bo-nep.bix, oHW MoryT 60-
nee KOMMaKTHO YKNaabiBaTbCs U KOMMaKTHO 3anofHATb
MPOCTPaHCTBO BHYTPW KPOBOTOKA. BO-BTOPLIX, B TOHKOM
oucke oudbdpysus boicTpee 0bMeHMBaET KMCIIOPOA MO
BCceMy 00beMy KneTku. B-TpeTbux, apuTpounTbl UMEIOT
XOPOLUYIO MMAPOAVMHAMUYECKYI0 DOPMY — OHW XOPOLLIO
o6TeKkaeMbl. B-ueTBepTbIX, 3TU AUCKM MOTYT KaTUTLCS MO
Kanunnsapy. MI3BecTHO, UTO 3pUTPOLMTLI YMEIOT CKiaLbl-
BaTbCA B CTOMKMU — UX Ha3blBalOT «MOHETHbIMM CTONBUKa-
Mu»>. ECrn B3ATb KPOBb M aKKypaTHO MOMECTUTb ee MOfA
MUKPOCKON, TO Mbl YBUAMM, UTO SPUTPOLIUTLI HE MPOCTO
CryyavHbIM 06pa3soM OpPUEHTVPOBaHbI, MHOIME U3 HUX
06pa3syloT 0OBOSIbHO AJIMHHbIE «MOHETHbIE CTONBUKN»> —
3TO KOMMAKTHO v ynyyluaeT peonorwvio [24, 25, 38].
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YT0bbl NOHATH, Kak MyTaLMu B OTOEMbHbIX Hefkax
BIMSIOT Ha PEONOrMIO KIETKM, PAaCCMOTPUM, Kak yCTpO-
EHbl CUCTEMbl 3puTpouuTa, onpepensowue dopMmy
KNeTKu.

CBOMCTBA KJIETOYHOW MeMOpPdaHbl 3pUTPO-
umnTa. MembpaHa 3puTpoLMTa, Kak 1 BONbLUMHCTBA XK1=
BOTHbIX KIETOK, NpeacTaBnset coboi gocchonmnmaHbii
Bucroi, B KOTOPbIN BKpanseHbl pa3HoobpasHble Mose-
Kynbl — Benkn u nonucaxapuabl (puc. 9) [36, 39-42].
C TOYKM 3pEHWs PEOSIOrUM KPOBW, B MEPBYIO OYepefb,
BaXXHbl MeXaHW4Yeckne cBoWcTBa MeMbpaHbl. B MexaHu-
Ke CBOWCTBa MaTepwvarna xapakTepusyloT B 3aBUCMMOCTH
OT TOro, Kak HebonbLLOM KyCOYeK 3TOr0 MaTepuana oT-
BeYaeT Ha pasnunyHble gedopMaumn. Ecim Mol BO3bMEM
HebonbLlo NpsMOYronbHUK  dhocdhonmnuaHon  Mem-
BpaHbl, TO yBMAMM, YTO MeMBpaHa UMEET MOCTOSIHHYIO,
0YeHb HebOonbLLYIO TOMLLMHY, KOTOPYIO HEBO3MOKHO W3-
MeHuTb. bonee Toro, ecnu Mbl NonbITaeMcsi paBHOMEPHO
pacTsHyTb 3Ty MeMbpaHy BO BCe CTOPOHbI, TO cLenaThb
3TO TOXE MPaKTUYecKkn He ygacTcs. B oTnnume ot Bo3-
AyLUHOMO LWapwka, MeMbBpaHa KNeTku HepacTaxuma [24,
35, 43], 3aTo oHa nerko MeHsieT cBolo hopmy. Ecrin Mbl
NOTAHEM KBafpaTUK MeMbpaHbl B OQHOM HamnpaBneHuu,
3TOT KBaApaTUK Nerko YASIMHATCA B 3TOM HanpaBeHuu,
HO COXMETCS B NEPNEHONKYNSPHOM.

PucyHok 9

CtpoeHne MembpaHbl 3puTpounTa: a — cocconunup; 6 — rnu-
konunup, B — rnobynspHbll 6enok; © — o-crnupanbHbii 6enok;
n—boKoBasiLlenboMrocaxapuaa; € —XonecTepuH; XX—rnapodobHbi
CerMeHT o-cnvparbHoro 6enka [36]

Ecnu n3 Takoro Matepuana cpenaTb 3aMKHYTYIO
obonouky, oHa bymeT nerko pedhopMUpyeMon, ecrnu
3TOMy He OymeT npenATCTBOBaTb COAepsuMoe. A co-
LEPKUMOE KIIETKM — KUOKOCTb, OHA TOME JIErKo Ae-
chopmupyeTtca nop HeboMbLUMMK BO3LENCTBUAMU, HO
HeckuMaeMa. Ecnm 3aMkHyTylo dhocchonmnmaHyio obo-
NOYKY 3aMOSTHUTD KULKOCTbIO MO MaKCUMyMy, TO Takas
obonouka npumet chopMy cdepbl. U 3To BynmeT xecT-
Kas KOHCTPYKUMS,, KOTOPYIO MPaKTUYECKU HEBO3MOXKHO
nedhopMmpoBaTh, He pa3opBaB 000M0YKy, HECMOTPS Ha
TO, UTO BCe ee cocTaBnswLme — n obonouka, u conep-
}MMoe — nedopMupyioTcs nerko. MNoatomy, utobel apu-
TPOLMT MO JIEFKO MEHSTb CBOIO (HOPMY MPU MPOXOKLAE~
HUM Yepes y3Kune Kanunnsapbl, ero 0b6beM foskeH bbiTb
3aMeTHO MeHblle MaKCUManbHOro. M AeicTBUTENbHO,
06beM HopMarbHoro aputpoumnTa B 1,5-2 pasa MeHbLuUe
MaKCUMarnbHOro obbema, KOTOPbIN MOXET BMECTUTLCS B
obonoury sputpoumTa [28, 29].

PucyHok 10

MprMeMbBpaHHbIN LMTOCKeNeT 3pUTPOLMTa Ha OCHOBE CMEeKTpUHa:
A — Monekyna AvMepa CMeKTPUHA; KaskAbli MOHOMEp CMeKTpuHa
cocTouT U3 Tpex cnupanen (A, B u C); B — cBA3b HUTe CNEKTpu-
Ha ¢ MeMbpaHOW 3puTpoLMTa 4Yepe3 KOMMMeKCbl WHTerpanbHbIX
6enkos [48]

Tropomyosin
Tropomodulin

®opMa KBagpaTUKa U3MEHUTCS, HO NMOLLafb ocTa-
HETCS HEM3MEHHOMW. 3TO CBA3aHO C TeM, YTO MOJEKYIbI
hocchonmnuaos, obpasyolime MeMbpaHy, He dMKCK-
pOBaHbl Ha CBOMX MecTax, a cBobOfHO nepemeLLaloTcs
BOOJSIb MOBEPXHOCTVM MeMBpaHbl, Kak MOSEKybl sKuf-
KOCTW, W MPU 3TOM 3aHWMalOT CTPOro OrpenesieHHbIN
06beM. VX NpakTUYecKn HEBO3MOXKHO HW CONM3NTb, HU
pas3oBuHyTh [1, 43]. B sKMOKOCTW OBMMEHWE BO3MOMKHO
BO BCEX HanpaBneHusix, a B MeMbpaHe — TOMbKO B ABYX,
B MSIOCKOCTM MeMbpaHbl, TaK Kak MOleKkyfla He MOXeT
BbICKOUUTb 13 Bucnosn. docconmnuaHbin Bucnon nerko
M30rHYTb, HO B OTCYTCTBUE OEWCTBYIOLLMX Ha Hero cun
OH npuobpeTaeT nnockyio hopmy [44, 45].

OpuTtpoumnT, 060MI0UKa KOTOPOro AOCTATOYHO JIErKo
nsrmbaetcs, a nnowan BABOE NPEBOCXOANT MUHUMATb-
HYIO 0S19 AaHHOro 0bbeMa 3TOW KMETKWU, MOSKET MPUHM-
MaTb Maccy pasHbix opM. Kak cpenatb Tak, uTobbl
3PUTPOLIMT B MOKOE BCErpa NpuHMMan HyxHylo popmy?
Co3paTb BHYTPEHHWI Kapkac, MPOHM3bIBAOLLMIA BCIO
KNeTky, — uMTocKeneT — Henb34d. LiutockeneT nepectpa-
MBaeTCs OYeHb MEMNEHHO — OECATKM MUHYT, @ 3pUTPO-
LMT, monafas B Y3KWi Kanunnsap, ycreBaeT NPUHATL ero
chopMy 3a fonun cekyHabl. TeopeTnyeckue pacyeTbl Noka-
3anu, Kak aracTMYHOCTb MeMBpaHbl apuTpoLmTa BAnAeT
Ha ero ¢oopMy U, COOTBETCTBEHHO, 0eHOPMUPYEMOCTb
[42, 46]. OHu Takske MoKasanu, yTo SIS TOro, uTOBbI
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3puTpOUMT UMen Hauboriee 3HepreTUYeckn u cusmno-
NTOTMYECKMN BbIFOLHYIO ABOSIKOBOTHYTYI0 GhOpMy, AocTa-
TOYHO, 4TObbI MeMbBpaHa apuTpoLMTa COMPOTUBMSANACh
n3rnby npmumepHo B 10 pas cunbHee, yem chochonunua-
Hbi 6ucnoit [35, 43]. Torma knetka byneTt crapaTbes
MPUHSTL Takylo POpMy, NPV KOTOPOM CYMMapHbIN 13-
rmb Bcex yacTeln KneTouyHon MeMbpaHbl MUHUMAIEH, —
a 9T0 Kak pa3 ABOSIKOBOTHYTbIM AUCK. TakMM 0bpa3som,
npobrneMa pellaeTcsi NpU YBENMYEHUEMN KECTKOCTU
MeMbpaHbl, TO ecTb MpW HanuMuuum npumMeMbpaHHOro
uMTOCKeneTa. [leACTBUTENbHO, C BHYTPEHHEW CTOpO-
Hbl MeMbpaHbl 3puTpouuTa Haxoautcs benkoBas ceTb.
naBHbI 6enok 3Toit cetn — cnekTpuH (pue. 10 A). 3to
BonbLuon onbpunnsapHbid Benok, cCocTosLWMIn U3 ABYX
cybbenmHuu, obpasylowmx gumep anuHon B 100 HM. B
KneTke 3Tu auMmepbl obbeaunHaloTcs B 200 HM TeTpa-
Mepbl. CneKTpuH CBA3bIBAaETCA C MeMBpaHon KneTku
He MpsAMO, @ Yepes3 KOMMIEKChI MHTerpasibHbix 6enkos
mMeMbpanbl (puc. 10 Bb) [47, 48]. CriekTpuHOBas CeTb 10-
CTaTOYHO MNOTHO MOACTWNaeT bucnownHyl MembpaHy,
CUJIbHO YBENUUMBas ee M3rnbHyio ynpyrocts. MyTauum
B Pa3HbIX Liensx CNeKTpuHa NPUBOLAT K aHeMuW, npu
KOTOpoW HabniogaeTcs 3A7MNCOLMUTO3. SPUTPOLMTHI
TepsIoT CBOIO AWCKOBMAHYI hOpMY W MpeBpaLLaloTcs
B 0BanoumuTsl unu cdepounTbl [49], nopTBEpKaan TeM
CaMbIM OMWCaHHbIN BbILLE MEXaHWU3M, obecrneunBaioLLmni
3PUTPOLUTY HYXHYI0 hopMy.

Takum 0bpasoM, Npu co3paHuM CUCTEMBI ANS nepe-
Hoca kucnopofa B opraHusme [Npupoga ucnonb3osana
He TOMbKO crieumdpuueckmii benok (remornobuH), cea-
3blBaHWE KOTOPOro C KUCMOPOAOM PerynupyeTcs psnoMm
creumasbHbIX MeXaHWM3MOB, MO3BOMSAIOLLMX eMy -
heKTMBHO CBA3bIBATb KWCIOPOA B NErKVX U 0TAABaTb B
TKaHsAX, HO TaKXe CMeLnan3nMpoBaHHble KNeTku — 3pu-
TPOUMTBI. 3TW KIETKM HecyT remMorfiobuH BHyTpW, YTO
MO3BOSISIET CUIMBbHO CHU3UTb BSA3KOCTb KPOBMW MO CpaBHe-
HUWIO C TOW, KaKyto uMern Bbl COOTBETCTBYIOLLMIA MO COAep-
)aHuio remornobrHa pacteop. Kpome Toro, aputpoumnThbl
MMeloT 3BbITOYHYIO NoLaib MeMBpPaHbl OTHOCUTESNTBHO
obbeMa X COOepsKMMOro, YTO NO3BONIAET UM NErKo ge-
dhopMMpPOBaTLCS M MPOXOAUTL AaxKe Yepes caMble y3Kkue
Kanuansipbl B CUCTEME MUKPOLIMPKYALMK.

WCTOYHUK ®UHAHCUPOBAHUSA
Pabota nopnepxaHa rpaHTom Poccuiickoro HayuHoro choHaa
Ne 16-14-00224.
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