JlexTop: mokt.0momn.Hayk, nomeHT Pycerkas H.IO.

Jlexuus Ne 17.
Tema: «O0men remonporenHos. Meradoau3m 3purpouura. O0MeH xesneza»

[Inan.
XapakTepucTuKa reMOornpoTEnHOB.
CuHTe3 rema u €ro peryssiusl.
Hapymenue cunresa rema (mophupuHypun ).
Pacnan rema, o0pa3zoBaHre TOKCHYHOTO U 00E3BPEKEHHOTO OMIIMPYyOHHA.
JInarsocTuka xKenryx.
MeTtabonu3m 3puTporuTa 1 0OMEH Kele3a.

ok wdpE

1. XapakTepucTHKa reMONpOTEHHOB.
I'emonpoTenHBI JENAT Ha ABE TPYIIIbL:
1. benku - nepeHOCUUKU KHCI0poia (TeMOTJI00MH U MUOTJIOOUH)
2. benku-pepMeHTs! (IUTOXPOMBI, KaTajla3a, IEPOKCUAa3a)

Bce remuHOBBIE Oenku comepkaT B KadecTBE HEOEIKOBOW TPYIIBI CTPYKTYPHO TTOXOXKHE
nopupunel. Ho pasnmuyaroTcss 1mo CTPYKTypHOH oOpraHu3aluu OeNKOBOW YacTH MOJIEKYNBI, YTO
obecrnieunBaeT pazHoOOpa3ue ux PyHKIUH.

I'emocnooun (Hb) nmeet monekynsipayro maccy 80000 [la. DTo crmoxHBIN OEJIOK C YETBEPTHUUHOMN
CTPYKTYPOM: COCTOMT W3 HeCKOJbkux cyonemuuuil. ¥ HbA 4 cyOobemumuunpl. Kaxnmas cyObeawmHuIA
COCTOMT W3 HEOETKOBOW YacTH - reMa u Oenka riobuna (4 rema u 4 rinoduna(2 a 141 u 2 146 AK) B
MOJIEKYJIE TeMOIJIo0MHa). DTOT THUI TeMOrjJoOWHAa CcOcCTaBisgeT NpuOmm3utenabHo 95-97% ot Bcero
KOJIMYeCTBa reMorjioOMHa B KpoBH. ['eM UMeEeT TeTpanmuppoJibHYIO CTPYKTYpPY, T.€. COCTOMT M3 4-X
3aMEIEHHBIX MUPPOIBHBIX KOJIEL, COETUHEHHBIX MEX1y cCOO0M ¢ MOMOIIbI0 METUHOBBIX MOCTHKOB. JTa
CTPYKTypa HasbiBaeTcsi mopdupuHom (6e3 kenesa). [IpoTomopdupuH, B KOTOPBIH BKIIOUEHO XKENe30,
Ha3biBaeTcs 'EM.

HbA: (2 anbda- u 2 menbra-1ienu) y B3pocioro mpumepHo 2%.

HbF - ¢pemanvnoiii cemocnobun. HbF (2 anbda u 2 ramma-nienu) - npumepsao 2% y B3pocioro. B
KPOBU HOBOPOKJIEHHOTO Takoro remoriioobuHa coaepxxkurcs npumepHo 80%. B otaumune ot HbA stoT
THUII TEMOTJIOOMHA UMEET ropasio OOJbIIEe CPOJCTBO K KUCIOPOY.

Ponv  2emocnobuna 6 opeanusme uenosexka - TEpPEHOC KUCTIOpoja. B Jerkux mpoucxoauT
cBsi3piBaHKe remorioonna ¢ Oz - u3 ne3okcuremorioduna (Hb) obpasyercs okcuremornooun (Hb*O2).
[IpucoenuHenne KUcIopoJa HAET 3a CUeT 00pa3oBaHUsA KOOPAMHALMOHHBIX cBs3eil. [Ipucoenunenue
KHCJIOPOJa HE MEHSIET BaJICHTHOCTH JKeJle3a.

Hb cnocoben 6e3 m3menenust creneHu okucienuss Fe mpucoeaunats u CO2. D10 coeauHeHHe
Ha3piBatoT kapoOremornoounom (Hb*CO2). Takas popma He siBIsieTCS CTOMKOW M 1MO3TOMY IreMOrJIoOuH
oueHb Jierko otnaer CO2. B Takom Buae U3 TKaHe K Jerkum neperocurcs Bcero ot 3 1o 10% COo.

Bo3moxxHo o6pa3oBanue coenuHeHus ¢ okcugoMm yriepona (II) - yrapueim rasom (CO). Taxoe
coeMHeHue Has3bBaloT KapOokcuremorsiobun (Hb*CO). Ilpucoenunenue Taxke MPOUCXOTUT 3a CUET
KOOpAMHAIMOHHBIX cBs3eil, HO CO oOnanmaer BbicOkMM cpoacTBoM k Hb, u, mnostomy Hb Ttepser
CMOCOOHOCTh TepeHOCUTh Kuciaopol. Beitechuts CO u3 komiuiekca ¢ Hb MOXHO TOJBKO mpH
MOBBIIIEHUN KOHIIEHTPAIIMU KUCIOpo/ia B KpoBU. Hampumep, myTeM BIbIXaHUS YUCTOTO KUCIOPOJa WIIH
YCUJIEHHOM BEHTWIJIALUEH JIETKUX BO3yXOM.
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[Ipu oTpaBneHHMH NapaMu HUTPOOECH30Ja, OKUCHAAMHU a30Ta, a TaKXKe IpPU IMOCTYIUICHUU B
OpraHMW3M JIPYTHX OKHUCIHTEICH MOXKeT mMpou3oiTn okucierne Hb B Mmerremorsiooun (Hb*OH). [Tpu
stom Fe*? mepexomur B Fe*®a Hb - B Hb*OH (MetHb). Dra dopma Hb HecrmocoOHa mepeHOCHTH
KHCIIOPOJI U PEAKIIHsI epeXoa B METTeMOTJIOONH HeoOpaTuma.

Muozenobun - 6enox MpimeyHoil Tkanu. I[lo cTpoeHmo moxoxx Ha ofHy cyOowseamnuiy Hb, T.e.
COCTOMT M3 OJHOIO IremMa M OJHOro rjoOuHa. OTa nonMnentuiHas uens (TJIo0uMH) Moxoxka Ha
noymnentuanyo nens Hb. Monekynspras macca muoriobuna - npumepHo 17 000 la.  Muorinobun
MMEET OYEHb BBICOKOE CPOJICTBO K KHCIOPOAY, Topasno Oosbmie, yeM Hb. DTo mo3Bossier MUOTIIOONHY
ropaszio Oosee 3¢h(EKTUBHO CBS3BIBATH W 3amacaTh KUCJIOPOJ Ui OOECreYeHUs] UM MUTOXOHIPUN B
paboTaromieil MbIIIIIE.

TI'emoznobunonamuu.

B kpoBH uenoBeka MHOTIa BCTPEUAIOTCSI AHOMATbHbIE (POPMbL 2eMO2I00UHA, KOTOPBIE OTINYAIOTCS
oT HopMaibHOro Hb 1o aMHHOKHCIOTHOMY COCTaBY MOJMNENTUIHBIX enei. [Ipu 3Tom m3MeHstoTcs
M302JIEKTPUYECKas TOoudkKa, 3apsn, ¢GopmMa OenKkoBOW MOJEKynbl. 3a00JeBaHWs, KOTOPBHIE CBSI3aHBI C
HU3MCHCHUCM CTPYKTYPbI HOJTUIICIITUAHBIX ueneffl Ha3bIBAIOTCS I'e€MOTJIOOMHOIIATUAMH.

Cepnosuonoxnemounasi avemuss - Xapakrepusyercs mnosisiaeHnemM HDS. B 0Oera-menwm
rIyraMrMHOBAasd KHUCJIOTAa 3aMCHCHA Ha BaJIMH BCJICACTBUEC MYyTallluH. 9T0 IMPUBOJUT K U3BMCHCHUIO CBOMCTB
Hb. Bo3spacraer ruapopoOHOCTh MOJEKYIbl. MOJNEKYNbl arperupyroT. DPUTPOLUT MO MHKPOCKOIIOM
BBITJIJUT KaK cepil. Takol 3pUTPOIMT XyXKe CBSA3BIBACT KUCIOPO/.

CumnTtoMaTHKa NOSBISIETCSl Y TOMO3HIOT YK€ B 6-MeCsSYHOM Bo3pacTte. Pa3BuBaloTcs XpoHHUYecKas

reMOJIUTHYECKas aHEeMHUsI U PEeLUIUBUPYIOUINE, O0JIE3HEHHBIE KPU3bl, CBSI3aHHBIEC C OKKIIO3HEH MEIKHX
COCY/IOB CEpHOBHIHBIMH 3pUTporUTaMu. OKKIIO3Us NMPUBOJAUT K MIIEMUM TKaHEeH u uHpapkraMm. Yamie
JPYTUX OPraHoOB U TKaHEW MOpa)kaloTCsl MEYeHb, CeNIe3eHKa, KOCTH, JIETKHUE, TOJIOBHOM MO3r U ceTyaTka
rJias.

Tanaccemuu. B psine ciaydaeB HaOJMI0daeTCsS OJHO W3 HAPYIICHUH CHHTE3a HOPMAaJIbHBIX mieneit Hb.
Ecnu napymaercs cuntes Oeta-uieneid - To 3abojieBaHUe Ha3biBaeTcs: OeTa-tanmaccemus. Ecnu HapymieH
cUHTe3 ayb(]a-1emny, To albpa-TanacceMus.

0-TaJJaCCeMHMH PACIIPOCTPAHEHBI MPEUMYIIECTBEHHO B pernoHax JlanpHero Bocroka u Adpuku, a
B-tamaccemun — B cTpaHax CpeauszeMHOMOphs. TajgacceMHHM HACIEOYIOTCS KaK ayTOCOMHO-
KOJJOMMHAHTHBIEC 3a00JICBaHUs, U KaxkJasg U3 HUX MOXKET BOSHHUKHYTh KaK y TOMO-, TaK U Y T€T€PO3UTOT.
[TockonbKy CHHKEH CHHTE3 TOJIBKO OJIHOM TTIOOMHOBOM LIEMH, OCTalbHBIC LENH OOHAPYKUBAIOTCA B
OTHOCUTEIILHOM H30BbITKE, TEM HE MEHEe B HPUTPOLUTAX CO3[ACTCS HEAOCTATOYHAS KOHIEHTpAIUs
reMOrJIO0MHa, OHU CTAHOBSTCS THUIOXPOMHBIMU M MHUKPOLUUTApPHBIMU. M30BITOK TIOOMHOBBIX IIemei
MOXET CHOcoOCTBOBaTh reMonn3y. M3-3a MacCMBHOTO T'e€MOJIHM3a SPUTPOIUTOB U IKCTPAMEAYILISIPHOTO
reMoII033a Pa3BUBAETCS CIUICHOMETalMsl.

2. CunTe3 rema u ero peryJasinms.

Hb conepxwutcs B sputpormrax, cocranisis 95% ot ux cyxoit maccel. dpurpouuts! kuByT 100-120
naert. ExenneBHo oOpasyercst 250 wmupn sputpouuToB. CHHTE3 TeMOrjioOMHa MPOUCXOAWUT B
KPOBETBOPHBIX OpraHax (¢ HauOoJIbIIeH CKOPOCTHIO B KJIETKAaX MEYEHU U KOCTHOTO MO3r'a), IPUYeM I'eM U
rJI0OMH CUHTE3UPYIOTCS 110 OTACIBHOCTH. I T0OMH CUHTE3UpyeTCs B Mpoliecce TPAHCIALMHU Ha pudocoMme.
3areM reMm U IJI00MH COeUHSIOTCS, M 00pa3yeTcst TpeTUYHAs U YeTBEPTUYHAsL CTPYKTypa reMorIo0nHa.

I'eM cuHTE3UpyeTCst BO BCEX TKAHSAX, HO C HAMOOJbBIIEH CKOPOCTHIO B KOCTHOM MO3Tre U MeyeHu. B
KOCTHOM MO3re I'eM HEOOXOJUM JJIsi CHHTE3a IreMOryioOMHa B PETUKYJIOLMTAX, B TeMaToLUTax - JUIs
oOpazoBanus nutoxpoma P450.
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[lepBas peakuusi cuHTE3a remMa - OOpa30BaHUE S-aMUHOJIEBYJIMHOBOW KHUCIOTHI M3 TJIMIMHA U

cykuuHmI-KoA unér B marpukce mutoxoHnpuid, rae B LITK oOpasyercs omun u3 cyOcTpaToB 3TOM
NUPUIOKCAIb-3aBUCUMBII  (PEPMEHT

peakuuu - cykuuHwiI-KoA. Oty peakuuio Karanusupyer
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CYRIMHEHI-EOA
WcTouHuK sHEpruu J1sl JaHHOM peakluy — MaKpo3pruueckas cBa3b CyKIMHUI-KoA.
KJIIOYEBBIM  ()epMEHTOM  OMOCHHTE3a
(mpou3BoiHOE

ABJIACTCA remMa.

SBJISIETCS  THpUI0Kcanb-pocdar

JlenbTa(5)-aMHUHOIEBYTHHATCHHTA3A
Kodepmentom nenbTa-aMHUHOJIEBYJIMHATCUHTA3BI
BUTaMUHa Bg). @epMeHT HHrHOUpyeTcst 10 NPUHLIUITY OTPULIATEIbHON 00paTHOM CBSI3U U30BITKOM IremMa.

N3 MuTOXOHIpUN S-aMHUHOJEBYJIMHOBAS KHCJIOTa IMOCTyNaeT B UUTOINIa3My. B nuToruiazme
MIPOXOJAT IPOMEKYTOUHBIE JTallbl CUHTE3a IeMa: COCIMHEHHE 2 MOJEKYJI 5-aMHHOJIEBYJIMHOBOU
KHCJIOTHI MOJIEKYITY TOphOOHINHOTeHA:
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[TophobunrHOTreHCHHTAa3a TOKE YTHETACTCSI H30BITKOM TeMa.

B nanpHelimemM B IIUTO30JI€ MPOUCXOIUT AE€3aMUHHpPOBaHUE MOPPOOMIMHOTEHA ¢ 00pa3oBaHHEM
TUAPOKCUMETHIIONIaHa, (hepMEHTaTUBHOE MpEeBpalleHHe THAPOKCUMETUIOUIaHa B MOJIEKYIY ypOIop-
dboomwmHorena I, ngexapOokcwIMpoBaHHME TMOCIEIHET0 ¢ oOpa3zoBaHueM Kompornopdupurorena III.
'unpoxcumeTunOnIaH MOXKeT Takke HepepMEHTATUBHO MPEBPAILATHCS B YPOIIOPPUPUHOTEH |, KOTOPBIit
nexapOokcuiupyercs B komponopdupunoren [. M3 muromnasmel komnponopdupunoren Il omsare
MOCTYINAET B MUTOXOHAPUHU, TJI€ MPOXOIAT 3aKIIOUNTEIbHbBIE PEAKIIMY CUHTE3a rema. B pe3ynbrare aByx
MOCJIEJIOBATENIbHBIX ~ OKHCIUTENBbHBIX  peakiuii  kompomopdupunoren Il mpeBpamjaercs B
npotonopdupuHoren IX, a nporonoppupunoren IX - B [Iporonopdupun IX. depmeHT deppoxenarasa,
npucoeauHss K npotonopdupuny IX nByxBaneHTHOE *Kelie30 MPEeBPaIIaeT €ro B TeM.
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HcToyHuKOM »Kene3a A CHHTE3a I'eéMa CIYyKHUT JENOHHPYIOUIMH keile30 Oelnok (peppuTHH.
CuHTe3UpOBaHHBI TI'eM, COEAMHASCh C O W [-NOJMINENeNTHAHBIMH LensMu Triao0uHa, oOpasyer
reMoryio0uH. I'em perynupyer cuHTe3 IJI0OMHA: IPU CHM)KEHUHM CKOPOCTH CHHTE3a T'éMa CHHTE3 IJI0OMHA
B PETUKYJIOLUTAX TOPMO3ZHUTCS.

Pezynayus ouocunmesa cema. PerynsTopHyro peakiyio CHHTE3a reMa KaTajlu3upyeT MUPHUI0KCaIb-
3aBUCHUMBIN (PEPMEHT aMUHOJIEBYIMHATCHHTa3a. CKOPOCTh PEAKIMH PETYIUPYETCS aNIOCTEPUIECKH U Ha
YpOBHE TpaHCHAmuu (¢depMeHTa. AJNIOCTEPHUYECKMM HWHTHOMTOPOM M KOPEIpPEeCCOPOM  CHHTE3a
aMUHOJICBYJMHATCUHTA3bl fABIAETCA TeM. B perukyigouutax cuHTe3 3TOro (EepMeHTa Ha J3Tare
TPaHCISALUN aKTUBUPYET JKEJe30.

3. Hapyumienue cuHTe3a rema (moppupunypun).

W3BectHbl reHeTnyeckue AeekTsl (pepMEeHTOB, Yy4acTBYIOUIMX B cHHTe3e Trema. [lpu stom
MIPOMCXOUT HAKOILJICHHE B OPTaHU3ME MPEAIIeCTBEHHUKOB TPOTONOpPHUprHA. DTH O0IE3HU HA3bIBAIOTCS
"moppupun". EcTe mopdupum, npm KOTOPHIX HAKaIIUBaeTCS ypormophupuHOreH. Moua y Takux
OOJILHBIX MMEET KpacCHBIN IIBET, a 3yObl MPHU YAbTPAPHOIECTOBOM OOIyUYEHUU CUIIBHO (IIyOpeclUpyIoT,
KOXKa - MMEET MOBBIIIEHHYIO YYBCTBUTEIBHOCTh K COJHEYHOMY cBeTy. [Ipu HekoTopbIx mopdupusix
MPOUCXOJUT  HAKOIUIGHHE  MOPPOOMIMHOTEHA, YTO  COMPOBOXKJIAETCS  HEPBHO-TICUXHYECKUMHU
paccTpoiicTBamu.

4, Pacnan rema, o0pazoBaHMe TOKCHYHOIO H 00€3BPeKEHHOI0 OMJINpyOuHa.
JnurenbHOCTh XU3HU sputpounta 120 nueir. [lpu ¢usnonoruyeckux YCIOBHUSIX B OpraHu3Me
B3pOCJIOro 4yenoBeka paszpymiaercs okoio 200-250 mapa 3puTpOIUTOB B CyTKH. Majo HW3MEHEHHBIE
SPUTPOLMTHI PaA3PYIIAIOTCS B CEJIE3CHKE, 3HAUMTEIbHO W3MEHEHHbIE — B KOCTHOM MO3r€ M IIEYCHH.
Pacnag remorio0nHa HaYMHAETCs ¢ paclajia Ha reM U II0OWH. benok rimoOuH 3aTeM THAPOIU3YeTCs 10
AK.
Pacnao eema npoucxomut B 3 stana: 1 — B POC, 2 — B evyenu, 3 — B KUIICUHUKE.

Kara6oiu3m rema.

| 3tan npoucxoaut B PAC.

1 peakumio Katanu3upyeT remokcurenasa, kopepmentr HAJI®H, Bur.C.

CHauana npoucxXouT pa3peiB cBsizu Mexay [-m u II-m konbuamu. [locne ee neiictBust oopasyercs
MIUTMEHT JKEJITOTO 1[BeTa OMIIMBEPIUH.
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Nonnr XKeneza oOpasyeT KOMILIEKC ¢ OeTKOM TpaHC()EppHHOM, U 3TOT KOMIUIEKC TMOCTYIaeT B
TKaHH, IJIe OHO CHOBA MOXET OBITh MCIIOJIb30BAHO Il CHHTE30B WJIM JICTIOHUPOBATHCS B BUIE KOMILIEKCA
¢ 6enxoM GEeppUTHHOM B TICUCHHU.

2 peakuus Katanuszupyercs pepmentom HAJIOH-3aBucumMast OuamBepAnHPEIyKTa3a,:
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OTOT OMIIMPYOWH HA3BIBACTCS HEMPSIMBIM.

Henpsmot ounupyoun (75%)
e  TokcuuHbId, T.K. HEPACTBOPUM B BOJIE U HE 00€3BPEkKEH B MIEUECHH,
e  HekoHbBIOTMPOBAHHBIN, T.K. HE KOHBIOTUPOBAH C TJIFOKYPOHOBOW KUCIOTOM.
e  (CB006OAHBIN, MOTOMY UTO HE CBS3aH HU C KAKUM JIPYTUM BEIIECTBOM KOBAJICHTHBIMU CBSI3SMH.

e  HempsMo#i, moToMy dYTO HE JaeT NPSAMOM pPEaKIUMHU C AUA30PEaKTUBOM Opiuxa (s
OTIpeIeJICHUS ATOr0 BUAA OUIUPyOrMHA HEOOX0AMMO MTPEABAPUTEIIFHO OCAIUTh ATbOYMUHBI).

HerﬂMOﬁ 6I/IJ'II/IPY6I/IH BBIXOAHUT H3 KIICTOK CCIC3€CHKW B KPOBb W OOCTABJIACTCA B IICUYCHB.

Henpsimoii 6mnupyOUH MIIOXO PAacTBOPUM B BOJE, MO3TOMY OH aJIcOpOMpyeTcsl Ha aabOyMHHE KpPOBH.
Takoil KOMILIEKC HAa3bIBAETCSI CBOOOIHBIM UITH HETIPSIMBIM OMITMPYOHHOM.

Il 3Tan kaTaGoM3Ma reMa NPOMCXOAUT B MEeYEHH.

Henpsimoii 6unupyOuH C KpOBBIO TOMAJaeT B MeueHb. Ha MOBEPXHOCTH renmaTOIUTOB OT HETO
OTIIEIUISIETCA albOyMUH, a OWIMPYOMH MPOHMKAET B TEMaTOIMT M B3auMojeicTByer Tam ¢ Y/ D-
I'moxyponoBoit Kucnotoii (Y ®-I'K).

B renmatouurtax TOKCHYHBIN OunmupyOuH obOe3BpexkuBaercs B peakiuu ¢ YAD-I'K, obpasyercs
npsiMoit Omnupyoun: 20% moHormokypoHuaa u 80% AUTTIOKYpOHH1a OMIMpyOUHa.

Xapaxmepucmuxa npsamozo ounupyouna (25%):

- 00€3BpEeKEHHBIN, T.K. PACTBOPUM B BOJIE

- IPSIMOM, T.K. IPSIMO pearupyer ¢ AMa30peakTUBOM DpIINXa,

- KOHBIOTUPOBAHHBIN, T.K. KOHBIOTUPOBaH ¢ [ mokypoHoBoit Kucnotoi.

1l 3Tan kaTaGoM3Ma rema NpPoOUCXOIMT B KHILIEYHHUKE.
OOpa3zoBaBuuiicss B MeYeHU NPAMON OMIMPYOUH BBIBOAUTCS C JKEIYbIO B TOHKUM KHILIEYHUK.

JlanbHelimue npeBpamieHust OMupyOMHa B KUIIEYHHKE KaTaIU3HPYIOTCS (epMeHTaMH MUKPO(IOpHI
KUIIeYHHUKA:
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1 peakmus - OTHICIICHHME OCTATKOB TJIIOKYPOHOBBIX KHCJIOT TOJ JAeWCTBHEM (epmeHTa
B-TmroxkypoHHa3a MUKPO(IOPH! KUIIIEYHHUKA.
2 peakuus - BOCCTAHOBICHHS TOJ JeicTBHEM (EepMEHTOB MHKpPO(IOpPhl KHUIICYHHKA C
o0Opa3oBaHueM OECLIBETHBIX COCTUHEHUN - YPOOMIMHOTEHOB:
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W3 ToHKOTO KHILIEYHHKA YacTh YPOOUIMHOTE€HA BCACHIBAETCS B KPOBb U C KPOBBHIO BOPOTHOM BEHBI
JIOCTaBJISIETCSl B MICUCHb, M3 MEUYCHH MOCTYMAeT B KPOBb M yAajsieTcsi ¢ Mo4oi B hopme ypoburuna (1-4
MT).

OCHOBHOE KOJIMYECTBO YPOOMJIMHOTE€HA U3 TOHKOTO KUIIEYHHKA MOCTYMAET B TOJCTHINA KUIICUHUK,
I7ie OH BOCCTAHaBIIMBAeTCS N0 cTepkoOmnnHoreHa. CTepkoOMiIMHOTEH (OeCIBETHBIN) MOJ JeiicTBHEM
KHUIIEYHOH MHUKPOQIOPHI OKCISETCd ¢ 00pa3oBaHHWEM IMUTMEHTa KOPHUYHEBOTO IBETAa CTEPKOOMIIMHA.
Cmepxobunun — TATMEHT Kana. B cyTku ¢ kamom BeIBOgUTCS 0k0J10 300 Mr CTepKOOMIIMHA.

IMoka3aTe i MUTMEHTHOT0 OOMeHa:
° bunupy6un o6mmuii: 2-17 MxM wumu 0,1-1 Mr%
e  bunupy6usn npsmoit: 0,5 MxM umm 0-0,3 mr% (25%)
e  Crepkobunun: 300 mMr/cyTku (Kan)
e  VYpoOunus: 1-4 Mr/cyTku (Moya).

S. JAudpepennuajbHas THATHOCTHKA HKeEITYX.
Omnpenenenue cojepxanus oOmero OwnupyOmHa u  (pakiuii OwinpyOmHa uMeeT Oo0JbIIOe
3HAa4YeHHUE ISl TUarHOCTUKU JKEITYX Pa3IMuHON ITHOJIOTHH.
[ToBbllIeHMEe KOHIEHTpalMKU OWnMpyOMHAa B KpPOBH BbIIE 2 MI'% BBI3BIBAET pa3BUTHE SIBHOU

xentyxu. Or 1 mo 2 mr% - ckpbitas skenrtyxa. [loBbllieHHE YpOBHS OwinpyOMHa B KPOBU —
eunepounupyOUHemMusL.
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Buowi orcenmyx
Brigensitor 3 OCHOBHBIX BUJIA KENTHIX:
1. JlomedeHo4YHas WM T€MOJTUTHYECKAS.
2. lleueHodHas WM MAPEHXUMATO3HASL.
3. TlocrmeyeHo4Hast UM OOTYpallMOHHAS

1. loneyeHoYHas1 MM FeMOJIMTHYECKAS JKeJITyXa

[Ipyuuner:

a) repesvBaHue HECOBMECTUMOM KPOBH,

0) neiicTBre reMOJUTHYECKUX SI/10B (5171 TIOP3bl),

B) Maysipus,

I') CEpIIOBUIHO-KJIETOUHAsI aHEMMS,

1) HacJe/ICTBEHHbIE 3a00JIeBaHMsl, CBA3aHHbIE C HapylleHneM oomena Ha,

€) MpuMeHeHHe OOJIBIINX /103 CYAb(aHUIaMHUIHBIX IIPENapaTos,

k) (QU3HOIOrHYEeCKas TeMOJIUTHYECKass OO0JIe3Hb HOBOPOXKICHHBIX (HM3-32 HE3PEJIOCTH (epMeHTa
Y1 O-rmoxypoHUITpaHchepassl).

Jluacnocmuka 2emonumuyecKkorl Heamyxu:
e  OOmwmii OunrpyOHH B KPOBU MOBBIIIIEH,
e  Henpsmoii OunnpyOuH B kpoBH — 3-6 Mr% (TIOBBIILIEH),
e  Kan u Mo4a — opaH)KeBbIe U3-3a H30BITKA CTEPKOOUITHHA.

2. TleyeHoOYHAs1 MM MAPEHXMMATO3HAS JKeJITyXa

[Tpuumnna: [lopakeHne renaTonuToB (OCTPHIC BUPYCHBIC WH(MDEKITNN, XPOHUIECKUNA U TOKCUUYECKUN
TenaTuT).

[Ipu ganHO# xenTyxe (QYHKIMS KOHBIOTHPOBAHUSA B MEYEHH CHIDKEHA U B KPOBHU MOBBIIIACTCS
coJiep)KaHHe HEempsMOro OunupyOuHa, pa3BuUBaeTcs IadpaHHas OKpacka KOXKHBIX MOKPOBOB, KOXKHBIM
3yA, KenTtas okpacka ckiep u ciau3ucTbhix obonouek JKKT. B pesympraTe necTpyKUuu renaTOLUTOB
HapyIIAeTCs IKCKPeUHs MPsSMOro OMIMPYOMHA B JKETYHBIC KAMWJUISIPhI, IOSTOMY B KaJleé YMEHbIIAETCS
coJiep’kaHue cTepkoOmIrnHa (Kain axonuyHbiid). [Ipsmoit 6GunupyOrH MOCTynaeT B KPOBb M BBIBOJUTCA C
MOYO0# (B HOPME OTCYTCTBYET), IOATOMY MOYa TEeMHa.

Jluaenocmuxa napeHxumamosHou JHeermyxu:
e  OOmwmii Ounupyoun B kposu (20 Mr% u Goiee),
e  Henpsmoii OmupyOuH B KPOBU: BBIIIE HOPMBI,
o  [Ipsmoii OmnpyOuH B KpOBU: BBIIIE HOPMBI,
e  Kau cBeTnbI (aXONUYHBIN),
e  Moua TeMHas (IpsAMOii OHIUPYOUH).

3. TocrneyeHouHasi M 00TYPALMOHHASI MJIM MEeXaHUYeCKas

[MpuunHa: HapylnIeHHe OTTOKA Kem4r B 12- mepcTHYIO KUIIKY (M3-3a 3aKYIOPKH JKETYHOTO TPOTOKA
KaMHEM HJIU OIYXOJIM MOJKETY0YHOM JKee3bl, KEeTIHOTO My3bIpsl, e4eHu, 12-1.K. 1 Ip.).

ITpu sTOM mpsiMOIl OMIMPYOMH HE MOCTYHAaeT B KUIIEYHHUK (Kal 0OecHBEYEeHHBIH (aXOJUYHBIN),
npsiMoii OnnupyorH 1 GyHAUPYET B KPOBb M BBIBOJUTCS C MOYOH (MOYA THIIEPXOIUYHAS).
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ﬂuaeHocmuKa MexaHuyeckou Hceamyxu.

e  OOmwmit 6rmupyouH: Beiie HOpMBI (15-20 Mr%),

e  Henpsmoii 6unupyOuH: HOpMa,
e  [Ipsmoii OmnupyOuH: PE3KO BHIIIE,

e Moua TeMHasi, TUIIEPXOIUYHAs (COACPIKUT MPSIMOM OUITHPYOUH),

e  KaJ cepbli (aXOJIUYHBIN).

6. Mertaboau3m puTpouuta. O0MeH Keje3a

DpUTPOIUTHI 3aHUMAIOT 36-48% oObeMa KpoBH. B KpoBM B3pocioro demoBeka comepxutcs 250

MIIpA dpuTpouuToB. [IpumepHo 95% Macchl cyXoro BeliecTBa 3pUTPOLIUTOB IPUXOIUTCS HA FEMOTJIOOUH.

Bo B3pocnom sputponure OTCYTCTBYIOT sifpo, pubocoMbl 1 MX. I'MaBHBIM HMCTOYHHUKOM SHEPTUH B

SPUTPOLIUTE SBIISIETCS] TPOIIECC aHAIPOOHOTO TIMKOJIM3a. BakHbie MeTabonuThl riaukonusza — ATO (2

Monekynbl) u 1,3-mudochormuepar. AT® wucnonp3yercs Uisl TOAJAEPKAHHUS SKU3HEACSITEIBHOCTH

sputponmra. 1,3-mudochormuepar npeBpamaercs B 2,3-mudocdorimiepar, KOTOPBIH YyJacTBYeT B
okcHureHanuu remMorioouna. Poms 2,3J/IOI° — yMeHbIIaeT CpoCTBO reMoryiodnHa K kuciopoxy. 2,3-ADT

B3aI/IMOJIeI\/'ICTByeT TOJIBKO C ,ZIeSOKCI/IFeMOFJ'IO6I/IHOM.

Obpaszosanue 2,3-7]®I" B >puUTpOLMTaX OCYIICCTBISETCS B YHUKaIbHOM IyHTe Pamomoprta-
JlroGepuHTa, KOTOPBIM SIBIISIETCS OTBETBICHHWEM TJIMKOJIM3a W OOXOJUT PEaKIHIo, KaTaTu3HpyeMYIO

dhocdormuepaTkHA301.
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2,3-I[®F ABIACTCA OJHUM M3 TI'JIaBHBIX MeTa0OJIUTOB B OpUTPOLIHUTAX, OMPCACIIAOINUX CPOACTBO
reMorjaoOnHa K KHucioponay, CHOCO6CTBYH 0oJiee IOIHOM OTAa4C KUCIIOpOJa B TKaHH. I/ISBCCTHO, 4qTo

TCTpaMCpHasl MOJICKYJia reMOIJIOONHA MOXKET HaxoqUuTbCd B [JBYX COCTOAHUSAX!:

T-cocTosiHUN,
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«HATIPSHKEHHOM», C HU3KUM CPOJICTBOM K KHCIOpPOIy, U R-cocTostHMU, «pacciabIeHHOM», C BBICOKUM
CPOJICTBOM K KHCIOpOIy. MoJieKyna reMOrjJo0nHa COCTOMT U3 JIBYX O- M JABYX P-cyObeaunuu. LleHTp
cBs3biBanus 2,3-/I®I° pacnosioskeH B MOJIOCTH MEXIY [-CyObeauHHMIIAMH TeMOTrJIoOnHa, 00pa30BaHHOM
MeXJy N-KOHLEBBIMH aMHHOTpyNmamMu [B-cyObeJIWHUI], KOTOpas BBICTIAHA  MOJIOKHTEIBHO
3apsOKCHHBIMU TPyNIaMu aMUHOKHCIOT. OTpuuatenbHO 3apspbkeHHass motiekyna 2,3-J1OI° mo cBoeit
BEJIMYMHE M KOH(QUI'ypallUd COOTBETCTBYET pa3Mepy YriyOieHuss Ha MoJjekyiae remoriobouna B T-
COCTOSIHUU ¥ 00pa3yeT MOHHBIE CBS3H C TIOJO0KUTEIFHO 3apsSHKEHHBIMU TpynmamMu reMoryioonHa. Kaxprii
TeTpaMep reMOrIoOMHA MOXKET MPHUCOCIUHATh OAHY Mosiekyny 2,3-JIdDI". Cuurtaercs, 4TO CBA3BIBAaHUE
2,3-1®I" obecrneunBaeTcss HaJIMYUEM B TIOJOCTH JIBYX O-aMHHOTpyII f-merneld remoriioOnHa u
MMUJA30JIbHBIMM  OCTaTKaMU THCTUIUHOB, KOTOpbIE B3aUMOJEUCTBYIOT C (ocaTHBIMU TpyHIaMu
Mouekynbl 2,3-JI®I°, B To BpeMsi Kak KapOOKCHUJIbHAs TpyIa HAaXOJIUTCS B Ipejaesax CBS3bIBaHUS €-
aMUHOTPYNIBI Ju3KuHA onHOM u3 B-uenei. [Ipu stom 2,3-JIOI" ctabunuzupyeT MoJIEKylly TeMOorioornHa
nyTeM o0pa30BaHMs «COJIEBBIX MOCTHKOBY», KOTOpbIE 00ECIEUMBAIOT MEPEKPECTHOE CIIMBAaHUE JIBYX [3-
CyOBeIMHUIL.

B anbBeosiipHOM BO37yXe KOHIIEHTpalMs KUCIopojaa OoJjbllie, YeM B BEHO3HOW KPOBH, MO3TOMY
Kucopo i TuPpGyHAUPYET B KPOBb U CBS3BIBACTCS C T€MOTJIOOMHOM. DJTO MPUBOIUT K OCBOOOKICHUIO
remoryiobuna ot 2,3-/1®I". B mblnieuHbIX KiIeTKax napiualbHOE AaBJIEHHE KUCIOpoaa B 4 pa3a MeHbIIIe,
4YeM B KPOBH, [TO3TOMY OKCUT€MOTJIO0MH OTAAeT KUCIOPOJ B MBIIIECUYHYIO KJIEeTKy. PaboTaromnirie MbIIIIbI
M3BJIEKAIOT U3 dpUTpoIuTa 10 85% kucnopona.

JlnutenbHOCTh kM3HU sputpounta 120 gmei. Ilpm paspymieHuu spuTpouuTa paspymaeTcs
reMOTJIOONH, B pe3yibTaTe 4Yero OCBOOOXKMAIOTCS O€JIOK TI00MH W keme3o. [71oOuH paspymiaercs
karericuHamu 10 AK. XKeneso, oOpa3oBaHHOe MpH pacnajie reMa UCHOJb3yeTcs MOBTOPHO JIs CHHTE3a
remMa, HO 4acTh jkeJie3a (MpUMepHO | T') BBIBOAUTCS U3 OPraHU3Ma C KEITYbIO.

Oo0meH xene3a.

B opranumszme uenoBeka coiepxurcs 3-4 1 xkeneza, U3 HUX okojo 2,5 r (70%) - xeneszo
reMorioounHa, okoso 27% - xenezo depputuna, 4% - xxene3o muornoouna u 0,1 % - xenezo B cocrase
TpaHcdepuHa. TpancnopTHbIMU GopMamMu Kejie3a B OpraHu3Me sBisioTcsa GeppuTuH U Tpancheppus. B
COCTaBe mpaHcheppuHa Kene30 HaX0AUTCS B 3-XBaJIETHOM cocTosiHuU. ['aBHas QyHKIus TpaHchepuna
— TPaHCHOPT KeJie3a K MecTaM JISIOHUPOBAHUS U UCIIOJIb30BAHUS.

@eppumun — xkpymnueiii 6enok ¢ M=500 x/la. ®ynkuus pepputvHa — NEHOHUPOBAHUE Kele3a B
KJIETKax TEYEHH, CelIe3€HKH M KOCTHOro Mo3ra. B deppuTHHe MMeEIoTCs UEHTPHI CBSI3BIBAHMS Kele3a.
Opna monekyna depputuHa crnocob6Ha cBa3ath 10 4500 aromoB xenesza. JKene3o B KOMIUIEKCE C
(bepuTHHOM HaxOOUTCS B 3-X-BaJIGHTHOM cocTosiHMM. [Ipu ocBOOOXKIEHUHU >Kene3a OHO MEHsSEeT
BaJICHTHOCTh TMOJ JEHCTBHEM CIIEHHAIbHOTO peAokc ¢epMeHnTa (eppookcuaassl (LepyaoIuia3MUH
I1a3MbI KPOBH).

[Ipu psine matonoruit (KpoBomoTepH, 6epeMeHHOCTbh, s13Bbl U omyxonu JXKT, omeparmn Ha KKT,
HEJI0CTATOYHOE TIOCTYIIJICHUE JKeNe3a C MUIIEH - y IeTei) pa3BuBaeTcs xene3oaeduiuraas anemus. [pu
TOM yMEHBIIAEeTCS pa3Mep SPUTPOLIUTOB M COJEpKaHHWE B HUX TeMOTJIO0MHA, CHI)KAETCS HACHIIICHUE
TpaHcdeprHa Kele30M, B MIa3Me U TKaHSIX CHUXKAeTCs coep)kaHue (peppuTHHA.

Kpome sToro anemuun Moryt pa3BuUBaThCs IpU aBUTaMuHO3ax Be u Bio.



