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IIpenucnosue

JlanHoe y4eOHO-METOMYECKOE TIOCOOHMe SBIACTCS JOMOTHUTEIHHBIM
y4eOHbIM MaTepuajoM I CaMOCTOSATEIbHOW ayJUTOPHOW U BHEAYIUTOPHOU
MOTOTOBKY MHOCTPAHHBIX CTYACHTOB || Kypca MEIUIIMHCKOTO U MEXTyHAPOIHOTO
daxyneretoB u Il xypca dapmaneBruueckoro (axkynpTeTa Mo CHEHHATBHOCTIM
7.12010001 «Jleyebnoe geno», 7.12010002 «Ilemmarpus» wu 7.12020101
«Dapmanuys».

[TocoOue comepKUT TeOpeTHUECKYI0 MH(OPMAIUI0O O XPOMOIPOTEUHAX: UX
CTPYKTYp€, CBOMCTBAX, QYHKIIUAX U OOMEHE reMOTJIOONHA B OpraHU3ME YeIOBeKa
B YCJOBHUSIX HOPMBI W TpU Matojorusx.. llocoOue sBISIETCS TOJIC3HBIM IS
WHOCTPAHHBIX CTYJEHTOB IPH TMOJATOTOBKE KO BCEM BHJIaM KOHTPOJISI 3HAHUMU, B
TOM YHCJIE, K JUIICH3UOHHBIM MUHUCTEPCKUM 3K3ameHaMm «Kpok-1» u «Kpok-2».
HeoGxomumocTh W3AaHus 1ocOoOMsT Ha  PYCCKOM  sI3bIKE  OOYCJIOBJICHA
0COOEHHOCTSIMHU SI3BIKOBOM IMOJATOTOBKM MHOCTPAHHOTO KOHTHHTCHTA K OOYUYCHHIO
B 3I'MVY. Undopmanus mnpo nuddepeHNHaIbHYI0 IHATHOCTUKY HapyIIeHUN
oOMeHa remorjoOuHa (MOopdUpHUH, KEATYXU U IPYrue HAPYIICHUS MUTMEHTHOTO
oOMEHa B TMCYEHH) MOXKET OBITh BOCTPEOOBaHA TaKXKe HAYMHAOITUMU
MPaKTUKYIOIUMH BpadyaMH TPH MOCTAHOBKE JMarHo3a 3a00JIeBaHUH y TAllMCHTOB

C HApYIICHUSIMU OOMEHA reéMOITPOTEHUHOB.

ABTOpBI



I'JIABA 1.
XPOMOITPOTENHBI: CTPYKTYPA, CBOMCTBA U ®YHKIIUH

BBenenue

K xpomormporerHam (ot rp. Chroma — kpacka) OTHOCAT TeTepPOreHHBIC OCJIKH,
OKpacka KOTOPBIX 3aBUCUT OT MNPHUPOABI NPOCTETHUYECKOW rpynnsl. Hampuwmep,
FEMOINPOTEUHBl OKpAaIlIEHbl B KPACHBIM I1BET, POJOIICHUHBI - B OPaHYKEBBIN,
(baBONPOTEUHBI — B XKENTHIN, 1IEPYJIOIIIA3MUH — B TOJIYOOU | T.1I.

XpOMOMIPOTEUHBI IIMPOKO PACTIPOCTPAHEHBI B JKMUBOTHOM (B OCHOBHOM,
x)ene3onopdupruHocoepkamme OCNKH) U pacTUTEIbHOM (MarHuimnopdupuHo-
cojaepxkamue Oenku) mupe. benku, KoTopele coiepkaT xkeae30nophUupruHOBHIC
KOMIUJIEKChI, UMEIOT Ha3BaHUE T€MONPOTEUHBL.

I'emonpoTrenHbl

Bce remomnporenHbsl coaepkaT NPOCTETUYECKYK rpymmy - TeM. Hx
MPEACTABUTEISIMU SIBIISTIFOTCSI TEMOTJIOOWH, MHOTJIOOWH, ITUTOXPOMBI, KaTana3a U
nepokcuaasel. biaromaps reMy, reMONPOTEMHBI ~ MMEK0 KPACHYH) OKpacKy

MOJIEKYJIBI.

Crpykrypa, CBOMCTBA U (PYHKUIMH FeMOTJI00UHA.

['eMOrI00MH BXOJHT B COCTAB 3PUTPOITUTOB M 3aIIOJIHSCT OOJIBIIYIO YaCTh UX
BHYTPUKIIETOYHOTO TpocTpaHcTBa. OCHOBHasi (yHKIUS Te€MOTJIOOMHA CBs3aHa C
TPAHCTIOPTOM Ta30B (KUCJIOPOJla W YTIEKUCIOTO Ta3a) B KPOBU uejoBeka. Kpome
3TOr0, FEMOTOOWH Y9acTBYET B TOICPKAHUH KUCIOTHO-OCHOBHOTO PAaBHOBECHS B
OpraHU3ME YeJIOBEKAa M JKMBOTHBIX, 00pa3ysl caMyi MOIIHYI T'€MOTJIO00HHOBYIO
O0ydepHyto cuctemy KpoBH.

B Hacrosimmee Bpemsi JOCTaTOYHO XOPOIIO HM3YYEHBI CTPYKTypa W CBOMCTBa
reMorjoOnHa. Y B3pOCIIOTO 4YeJIOBEKa B KPOBU Pa3IMYalOT  CJACAYIOIINE
(bH3UOIOTHICCKIE TUITBI TeMOTJI00MHA!

1. I'emormooun A; (HbA; — ot amrm adult — B3pocnbliit), coaepkaHue

KoToporo coctarisieT 96 % ot obmiero coneprkanus remorioonna (Hb).



2. 'emormodun A; (HbA,) - conepkanue cocrapiset 10 2,5 %.

3. ®eranpubiii remorioons (HbF ot anri. fetus - mmonx) cocrasnser 1,5 - 2 %.

HbF siBsutsiercst TIaBHBIM TEMOTJIOOMHOM Y IUIOJIA MY HOBOPOXKJCHHBIX, TaK
KaK €ro coJiepKaHue Yy HOBOPOXACHHBIX nocturaeT no 80 %, HO 3aTeM B mepBbIC
TPU MeCSIIa MOCIIe POXKICHUS OH TIOYTH MOJHOCTHIO 3aMeHsieTcst Ha HDA.

Ha puc. 1 cxemaTuuHo nipencTaBiieHa CTPYKTYpa MOJIEKYJIbI T€MOTJIOOMHA.

C-JIAHOT

Puc. 1. Moaens Monekyisl remoriioonna (HbA,) (maniror ¢ ykp. - 1ermns).

Monekyna remoryioOuna B3pocioro uenoBeka HDA; cocrout u3 dverbipex
MOJITIETITUIHBIX 1IeTeH, Kaxaas U3 KOTOPBIX CBsI3aHa ¢ OJHUM remMoM. benkoBas
4acTh MOJIEKYJIbl TEMOIJIOOMHA UMEEeT Ha3BaHue "TJI0OUH".

B cocraB HbA; BxomsaT 20- u 2[-menu, KOTOpBIE SBISIOTCS MPOITYKTaMU
AKCIPECCUU JIBYX Pa3HBIX I'€HOB, U MOTOMY OHHM HUMEIOT PA3HYIO IMEPBUYHYIO
CTpyKTypy. B cocraB  o-menu Bxomut 141, a B cocraB [B-uemu - 146
AMUHOKUCIIOTHBIX OCTaTKOB. CyOBEIUHUIIBI TEeMOIJIOOMHA, KaXKdas COIEPKUT
OJIHY TOJIMIIENTHAHYIO LIETIb U OJUH T'eM, M0 CBOeH KOH(OpMaluu HAIOMUHAIOT
CTPYKTYpPY MOJEKYJIbl MuorioomHa (puc. 7). CxemMaTH4HO TeMOIJIOOMH A;
3anuchiBaloT Tak: HbA; = ayf,. B remormobune A, BMecto [ CcyOBeauHHUII
HaxomsaTcst  O-cyowbemuHunbl: HDA; = 030, a B QeTabHOM I'eMOTJIOOMHE - Y-

cyobenuHuIbl, To ecth HOF = ayy,),



[Ipn o00pa3oBaHWM YETBEPTUUYHON CTPYKTYpPhl T'€MOTJIIOOMHA BO3HHUKAIOT
MHOTOUHCJICHHbIE HEKOBAJICHTHBIE CBSI3U MEXKIY OTIEIbHBIMU IMOJIUIETITUIHBIMU
nernsMu 1o6uHa. Haumbosblliee MX KOJIMYECTBO OOpa3zyeTcst MEXIy pa3HbIMU
tunamu 1ene (o - B, a — 5, o - y). DTO NPEUMYIIECCTBEHHO TUAPOPOOHBIC
B3aMMOJICUCTBUS, KOTOpPbIE BO3HUKAIOT MEXAY paguKalaMd  HEKOTOPBIX
aAMUHOKHUCIIOT (JIeHiuH, BanuH, peHnwnananuH u ap.). MccnenoBanue cTpyKTypHOU
OpraHu3alMi CyObEIUHUI] MOJEKYJIbl TeMOIJIOOMHAa B OJUIOMEpHBIN Oenok
IPOBOJAMIIOCH C HCIOJIb30BaHHEM pacTBopa 8M MOYEBMHBI WIHM TPU PE3KUX
u3Menenusix pH. Ilpu sTom Monekysna remorao6uHa oOpaTuMoO TMCCOLMUPYET Ha
IBe o- ¥ JBe [-uenu. JTa aucconuanus oOyCIOBJIE€HA Pa3pbiBOM BOJOPOIHBIX
cBszeil. [locne ypaneHuss MOUYEBMHBI MPOUCXOJUT AaBTOMATHUECKas aCCOLMALUS

HCXO/THOM MOJIEKYJIbI TeMoTioonHa (puc.2)

Puc. 2. Obpatumas nucconuanus MOJIEKYJIbl TeMoriioonHa npu aeiictsuu 8M

pacTBOpa MOUYCBHHEI.

HeOGenkoBblii KOMIOHEHT remorioouHa — reM. OCHOBOM CTPYKTYphl rema
sBigercs: nporonopdupud. [IporonoppupruH COCTOUT W3 YETHIPEX MUPPOIBHBIX
KOJIeT], COSAUHEHHBIX MEXIy CO000W o-MeTHHOBBIMH MocTukamu (—CH=). B
3aBUCUMOCTH OT TPHUPOABI TPYMI, KOTOPbIE HAXOIATCS B OOKOBBIX pajMKaiax,

nopUpUHBl KWMEIOT OOJIBIIIOE KOJWYECTBO H30MepoB. M3 Bo3moxknHbIX 15
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U30MEPOB  MPOTONOPGUPHHOB Haubojiee IIMPOKO  PAaCIpOCTPAHEHHBIM B
ouonoruueckux oobekTax sApisercs npotonopdupun 1 X. OH coaepKuT B O0KOBBIX
MOJIOKEHUSIX 4 METHIIbHBIC, 2 BUHWJIBHBIE U 2 MPONUOHUIIbHBIE TPYIIHI (puc. 3 A).
Xenatupli kommeke npotornopdupuna 1X ¢ Fe** massiBaercs mpotoremom 1X
WU TEMOM.

Karuon sxenesa, BXOASIIMA B CTPYKTYpy rema, oOpa3yeT JABE KOBaJICHTHbBIC
CBSA3M W JIB€ KOOPAMHALMOHHBIE CBSI3M C aTOMaMmH a30Ta MHUPPOJIBHBIX KOJIEL B
IJIOCKOCTH TMPOTONOPPUPUHOBOrO Komiuiekca. Kpome 3Toro, oH ywacTByeT B
oOpazoBaHnH €€ JBYX KOOPIAWHAIMOHHBIX CBS3€H, KOTOPHIE PACIIOJIO0KECHBI

NEPIEHIUKYISAPHO IJIOCKOCTH MpoTonopdupuHoBoro komruiekca (puc. 3 b).

CH/’CH2 s E2 ILIOCKOCTh
' +
— CH=CH, C_ D Fe—C_ nporonopdpupunOBOro
' KOJbIa
HsC :
N
<%;:7
/ THCTHIMH
HN .
CH3 AN
HsC TOJAIICOITHAHAA LENb

CH,-CH,-COOH
H2C_CH2'COOH

A A

Puc. 3. Csi3u kaTHOHA kele3a B reMe reMorio0uHa. A - BUa cBepxy; b - Bua
cOOKy (KOOpIMHAIIMOHHAS CBA3b HAJl INIOCKOCTHIO MPOTONOP(PUPHUHOBOTO KOJIbIIA

cBOOOIHA).

[Iaras  koOpAWMHALIMOHHAs  CBSI3b  aroMa  Jkejle3a  o0ecreuynBaeT
NPUCOEAUHEHUE TeMa K OCTaTKy THCTHAMHA, KOTOPbIH HaXOIUTCAd B
IIOJIMIIENITUAHON LIENH TJI00MHA.

[llecTass KoOpAMHAIIMOHHAS CBSI3b KAaTHOHA JKejie3a HCIOJIb3YeTCs s
NPUCOEAUHEHUSI K TEeMy pa3IM4HbIX JMTaHAOB (MOJIEKYJbl KHUCIOPOJA,
MOHOOKCH/JIa yTJiepoja WIM JPYyTHX COeIuHEeHMi). VIMEHHO naHHas CBsI3b UMEET

CIICHHAJIbHOC 3HAYCHHUEC OJIA O6paTI/IMOFO CBA3BbIBAHUA MOJICKYJIbI KHUCJIOpOJa.



HopmanbHble 1 aHOMAaJIbHbIE POU3BOIHbIE TeMOTJIO0NHA
ITpouiecc B3aUMOJEHCTBUS MOJEKYJbl KHUCIOPOJA C T'€MOIJIOOMHOM MOKHO
OIKCATh C IOMOIIBIO CIIEAYIONIETO ypaBHeHUs (puc. 4):
HHb + 40, === Hb(Oy),; + H’

JI€30KCH- OKCUTE€MOTIIOONH
reMorJIOONH

Puc. 4. TlpucoeanHenue Kuciopoaa K reMorjioouny
2+
B pesynbrare mpucoeanmHeHUs KUCIOpoAa K KaTHOHY Fe”  rema oOpa3zyercs

YTBOPIOETBCS oKcucemonodoun (puc. 5).

@)
o7

,’l2
CD D

N
ol

TOJHANCITHAHAS OCITb

Puc. 5. Cxema MPpUCOCANHCHNA MOJICKYJIbBI KUCJIOPOAd K TCMMY C

00pa30BaHUEM OKCHUTEMOIJIOOHHA.

ITporiecc 00pa3oBaHUs OKCUT€MOITIOOMHA CONPOBOXKIAETCS HW3MEHEHUEM
KOH(GOpMallMu €ro NOoJUNenTHIHbIX ueneil. Haubonee BbIpaxeHHBIE CABUTH
OpPOUCXOAST B oO0NacTh TOJOKEeHUss Trema. B Hauame, B  CTpyKType
J€30KCUTeMOTrI00rHa aToM xKenesa BBIJIBUTACTCS 3a IIJIOCKOCTH
IPOTONOPPUPHUHOBOTO KOJIBIIA B CTOPOHY ITOJIOKEHUS OCTaTKa rucTuanHa (puc. 6).
3arem, IIpU NPUCOEAVMHEHUHN KUCIOPOa IIPOUCXOANUT BTATMBAHUE aTOMa JKEJe3a B
IUIOCKOCTh KOJIBLIA. DTO CIIOCOOCTBYET M3MEHEHHIO NMPOCTPAHCTBEHHOM YKIIAJIKU
NOJUIENTUIHON 1emu, CBsI3aHHOM ¢ TemMoM. B  pesynbrare 1mom00HBIX
KOH(OPMAILIMOHHBIX CIBUTOB B MOJIEKYJIE OKCUT'€MOIVIOONHA U3MEHSIETCS XapaKTep

B3aMMOJICHCTBUS  MOJUIENTUAHBIX  LENen Mexay coboil. Momnekyna



OKCUTEMOTJIOOMHAa  CTaHOBHUTCS ~ Oojee  KOMIIAKTHOW, 9YeM  MOJIeKyJia

JIE30KCUTEMOTIO0OMHA.

Puc. 6. U3menenune koH(popManuy MOJUNENTHAHON IeMM reMorjioOuHa B

pe3yJbTaTe MpucoeInHeHus kucioposa k remy (Berg J.M. et al., 2006)

N3menenne koHbOpMAIMu MOJUNENTUAHBIX IIENEH TpHU MPUCOCTUHEHHUH
KHCIIOPOJia COIPOBOXKIAETCS HM3MCHEHHEM CIICKTPaJbHBIX CBOWCTB OEIKOBOM
MOJICKYJIBI, a TakkKe e€ IBeTa: PacTBOpP JIE30KCUTEMOTIO0MHA HWMEET TEMHO-
KpPacHBIN I[BET, a pacTBOP OKCUTEMOTJIOOWHA - SPKO-KPaCHBbI. OTO SBIICHUE
00BSICHSACT OTJIMUME I[BETa BEHO3HOM KpoBH (oboraieHa J1e30KCUreMOTrJI0O0MHOM)
OT IIBETa apTepPUATBHON KpOBHU (00O0TaIIeHa OKCUTEMOTIIOOMHOM).

KondopmarmonHas mepecTpoiika MOJUIICIITHIHOW IIENH, BOZHUKAIOMIAs TPH
MPUCOCINHECHUA K TeMYy OJHOM MOJIEKYJIbI KHCJIOPOJa, CIIOCOOCTBYET PE3KOMY
MOBBIIICHUIO CPOJICTBA IPYTUX TPEX TEMOB MOJIEKYJIBI T€MOTJIOONHA K KUCIOPOY,
o0Jieryasi ero MpUCOCIUHECHUE.

[Ipotecc oOpa3zoBaHrss OKCUTEMOTJIOONHA SBIIAETCS OOPATUMBIM M HAXOIUTCS
moa KoHTposieM MHOTHX (akTtopoB. Ocoboe 3HaueHWE Cpend HUX HMMEIOT
KOHIICHTpAIuu H*, CO,, CI' u 2,3-mudochornunepara. [Ipu ux Bo3pacTaHuu
CHUKAETCSI CIOCOOHOCTH TeMOTJIOOMHA CBSI3BIBATH KUCIOPO/I.

OKCHUTeMOTJIOONH SIBIIICTCS HECTOMKUM COSIUHEHUEM, KOTOPBIN pacIiaaeTcs
MIPU CHW)KEHWM KOHLIEHTPAlMM KHUCIOpOoAa B OKpyxawomen cpene. [lo stoi

IpUYMHE O00pa30BaHUE OKCUTEMOTIIOOWHA MPOUCXOAUT TPEUMYIIIECTBEHHO B
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KamUIsipax JICTKHUX, JJIST KOTOPBIX XapaKTEPHO BHICOKOE MapIMAIbHOE JTaBIICHUE
kuciopona. Ilpu  mepeMemnieHUrn  SPUTPOLUTA U3 JIETKUX K  JIPYTUM
(mepudepruyeckuM) TKaHSIM BHYTPEHHHX OPTraHOB OKCUTE€MOTJIOOWH pa3pyllacTcs
C BBICBOOOKIEHHUEM KUCIOPO/a, TaK KaK MapluaibHOE JaBICHUE KHCIOPOaa 3/1€Ch
ropas3ao MEHbBIIE, YeM B JIETKHX.

[Iporecc pacmaga OKCHUTEMOTTIOOMHAa € BBICBOOOXKICHHEM KHCIOpOAa B
nepruepHIeckKiX TKAHAX YCHINBAETCS IPH MOBBIIIEHNN B HUX KOHIEHTpanun H*
(3mecy pH Hmke, 4yeM B JIETKMX) M COACPKAHUS B HHUX YIJICKUCIOrO Trasa.
[locnennee siBiaeHWME OOYCIOBICEHO B HUX HWHTECHBHO MPOTEKAIOIIUMU
OKHCITUTEIHPHO-BOCCTAHOBUTEILHBIMH TIPOILIECCAMH, CBSI3AHHBIMH C TKAaHEBBIM
JIBIXaHUEM.

PerynatopHoe BIMsHME Yyriuekucioro Tasa u H' Ha cBsA3biBaHHE N1
BBICBOOOXKCHUE KHCIOPOJa TeMOrJI0OMHOM OOBsICHsCTCS 3¢hghexmom bopa. B
ocHOBe MexaHuzMma d(Pdekra bopa neXuT sBIeHHE OOpaTUMON B3aMMOCBS3U
MEXIy TIpOIeCCAMM  CBA3BIBAHMA  KUCIOpOJa M BBICBOOOXKmeHMs H'
remMorsioonHoM. CBOWMCTBO T'eMOIIOOMHA OOpaTUMO CBSI3bIBATH KHCIOPOA U
HaIpaBJICHHO TPAHCTIOPTUPOBATH €0 OT JIETKUX K TKAHAM BHYTPEHHUX OPTaHOB

3aBUCHUT OT BEJIMYHMHBI MAPIUATILHOTO AaBieHus kuciopoja (pO,) B okpyxKaromien

cpene (puc. 7).

Jlerkue KPOBb IIEPUOEPUYECKHUE TKAHHU
nesokcu Hb + 40, —Hb(0,), Hb(O,); —  mesoxcm Hb + 40,
OKCHUTeMOTI00nH OKCHTEMOTJIO0NH
Beicokuii PO, Huskuit PO,
pH=74 pH=72

Puc. 7. HanpapiieHHbIN TpaHCIOPT KUCIOPOAA MEXKY JIETKUMHU U

nepuepuIeCKUMU TKAHIMHU.

CrneayromuM TPOU3BOAHBIM TEMOTJIOOMHA SIBISETCS  KapbO2emo2ioOuH,

KOTOpBIH 00pa3zyercs mpu B3aumoaeictsuu Hb ¢ yrnekuciasim razom. B manaOM
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2+
coenuHennn CO; npucoequHseTcss HE K KaTHOHY xene3a Fe™, a k NH,-rpynme

Leneu riioouxa;

Hb—~NH, + CO, == HN + H'
Hb o

Takum 00pa3oM W3 TKaHEW opraHu3Ma K JISTKUM TpaHcrnoptupyercs 10 10 -
15 % CO,. Peakuust obpatuma - oOpa3zoBaHue KapOreMorioOMHa MPOUCXOIUT B
TKaHSX OPTaHM3Ma, a €T0 pachaj - B JIETKUX.

Emé ogHuM mnpou3BOJHBIM TE€MOTJIOOMHA SIBISETCS KaApOOKCUSEMO2IO0OUH
(HbCO) - coeauHeHne reMorjio0rMHa ¢ yrapHbIM T'a30M (MOHOOKCH/IOM YIJIepo/a).
JHanHoe coeauHeHue Oosiee cTOiKOoe, 4eM okcureMmorioouH. Ilostomy npu
OJTHOBPEMEHHOM BJIBIXaHUW CMECH KHCJIOPOJa M YTapHOTO raza MperuMyIIeCTBEHHO

oOpazyeTrcsi KapOOKCUTeMOTTIO0HH:
Hb + O+ CO — HbCO + 0O,

To ecTb BBICOKOTOKCHMYHBIA yTapHbI ra3 uMeeT OoJblliee CPOJICTBO K
reMOrIoONHy, 4YeM Kkuciopon. Peaknus oOpaszoBanuss HbCO wmoxer crathb
00paTUMOM TOJBKO MPHU YCIOBUU HATUYMS BBICOKUX KOHIEHTPALMA KUCIOPOA.
Ecou B Bosmyxe comepxutcsa oT 0,05 % mo 1 % CO, 1o 95 % remornoOuHa
nepexoauT B dopmy HbCO. Tsxé€noe oTpaBiieHHE yrapHBIM Ta30M HACTyIaeT
Torjaa, korjaa B Bo3ayxe oosee 0,1 % CO.

[Tpu AeCTBUM OKHUCIUTENEHN B TEMOIII00MHE MOXKET IPOUCXOIUTh OKUCIICHHUE

2+ 3+
kaTuoHa Fe B katnoH Fe™, dro compoBoXmaeTcs 00pa3oBaHUEM
v v 3+
memeemoznobuna  (emuuctBennbrii  Hb,  comepammit  xatmon — Fe™).
MertremMornoOuH Takke He CIOCOOEH CBS3BIBATH M MEPEHOCUTH KUCIOPO, TO €CTh
ero (pu3moNIOrMuecKoe NEeUCTBUE aHAJIOTMYHO JEHUCTBUIO KapOOKCUTEeMOTIO0MHA.
He3nauurtenbHas KOHIIEHTpalLlU METTeMOorIoonHa 0osee Oe30macHa, 4eM Takast ke
koHneHtpauuss HbCO. IlosTtomy HEKOTOpbIE CTHUMYJSTOPHI 0Opa3oBaHUs

METIeMOTJIOONHA HCIIOJB3YIOT KakK AHTHUOOTBI JId JICUCHHUA OTpaBJ'ICHI/Iﬁ
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nuanuaaMu. MetreMoraoOuH MOXKeT cBsi3biBatTh 110 30 % cMeptenbHOi 10361 HCN
¢ oOpa3oBaHMEM  MAJIOTOKCHYHOTO  COCOUHEHUS  YUAHMEMeeMO2nl00UH.
O6pa3oBaHUI0 METreMOrjJo0OMHAa CHOCOOCTBYIOT BEIIECTBA: METHJIEHOBA CHHb,
HATPHS HUTPHT U APYTHe OKUCIUTEIHN, CIIOCOOHBIE IPEBPATHTh KaTHOH Fe’* rema B
katroH Fe**, 4to compoBoX/aeTcs IPexo1oM KPacHOTO OKPALIMBAHMS PACTBOPA B
KOPHYHEBBIH (ITPH KUCIIBIX 3HaUeHUSIX pH).

B Hacrosimiee Bpemst st BwisiBiieHHsT oTpaBieHuss CO win oOpa3oBaHUS
METreMOrjo0rHa B KPOBU MAllMEHTOB UCTIONB3YIOT CIIEKTPAIbHBIN aHaJIU3 KPOBH B
nuana3one JuH BOiH w3nydeHus 400-900 um. ITonocer mormomenus HbDO, u
HbCO wuMmeroT CXOACTBO M PACITOJIOKECHBI COOTBETCBEHHO B JKEITOH W 3CJICHOU
4acTsAX cHeKTpa, HO mpH 3ToM, y HbCO onu cMmenieHsl B cTopoHy 0os1ee KOPOTKHUX
JutiH BoJiH. [losioca morsomenrs MeTreMorsIoOnHa PacioyiokeHa B KPaCHOM 4acTu

CIEKTpa.

Muoznooun
MuornoOuH ABISETCS OJHUM M3 BaXKHBIX OCJIKOB MPEACTABICHHBIX B COCTABE

KJIETOK CKEJICTHOM MYCKYJIaTyphl M MUOKap/aa denoBeka. Ero ocHoBHas QpyHKIUs
CBSI3aHA C JISMOHUPOBAHUEM KHUCJIOPOJa B MbIiax. OueHb 60raThl MUOTIIOOMHOM
CKEJIETHBIE MBIIIIBI MOPCKUX JKMUBOTHBIX, KOTOPBIE MPOBOASIT MHOTO BPEMEHU B
JBDKEHUW TION BOJMOW. boibioe copepkaHue MHUOTIOOWHA TO3BOJISIET JTUM
YKMBOTHBIM 3aracaTh 3HAYMUTEJIBHYIO KOHIIEHTPALUIO KUCJIOpPOAA, U TEM CAMBIM,
o0ecreunBaTh KU3HEEATEIbHOCTh MPU ITTUTEIHHOM HAaXO0XKIEHUU 0€3 KUCIopoaa
IO/ BOJIOM.

Monekyna MHUOTJIOOMHA COCTOUT W3 OJHOM TOJMMOEOTHUIHON  IIeMu,
coaepxaiei 153 aMUHOKUCIOTHBIX OCTaTKa, U CBA3AHHOIO C HEH OJIHOrO rema.
[TonunenTuaHas 1emb B MPOCTPAHCTBE 00pa3yeT TIOOYISIPHYIO CTPYKTYPY,
BHYTpH KOTOpPOW B THAPO(GOOHOM «KapmaHe» momelieH rem (puc. 8).
[Ipucoenuuenune rema K NOJMIENTUAHON LIEMN OCYIIECTBISIETCA YEPE3 aTOM a30Ta
TUCTUAMHOBOTO  OCTaTka  mojunentuaHod  uenu. Crabunusaiusi  CBA3M

IPOCTETUYECKOM Tpynnbl (remMa) W MOJIMIENTHIHON LENU MPOUCXOOUT TAKXKE 3a
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CUcT BSaHMOHeﬁCTBHH TCTPAIIMPPOJIBHOIO KOJIbDa TI€Ma C HCIOJIAPHBIMU

aAMUHOKHCIIOTHBIMH paJiiKajiaMu, KOTopble GopMHUPYIOT TuApohoOHYIO OJIOCTb.

Puc. 8. TpexmepHas CTpyKTypa MOJIEKYJbl MHOTrJI00MHa — A (KpacHbIM

[IBETOM 0003HA4Y€HO IIOJOXKEHWEe rema B Mosekyne) u e€ wmomenb — b

(Berg J.M. et al., 2006)

Cpennee coxepxkanne muoriioomna (Mb) cocrasnser 0,3% or maccel Tena
B3pOCIIOTO 4YEJIOBEKA M TIOBBIMIACTCSI B MBIIICUHON TKaHW TPU JTUTEIBHBIX
busndeckux Harpyskax. [[pubnmM3uTeNnbHO Takke, KaK OMUCHIBAIOCH 00pa3oBaHUE
MOJICKYJIBI OKCHTEMOTJIOOMHA, TPOUCXOAUT OOpaTHUMOE CBSI3bIBAHHE MOJICKYIIBI
KUCJIOPO/JIa ¢ KATUHOM eJie3a remMa 3a CUeT IIECTOM KOOPAWHALUMOHHOW CBSI3U C
o0pa3oBaHHEM MOJICKYJIbI OKCUMHUOTI00MHA (puc. 9).

MuornoOun cBsizbiBaeT Kuciopoa O, B 5 pa3 ObicTpee, yeM reMorjioOuH U
CO3/aeT 3amac kuciopoaa B maiiie. [1ogo6HO remornobuny Muoriao6us oopasyer
NIPOM3BOJHBIC C YrapHBIM Ta30M U C [IMAHUJAMH. 32 CYET MHUOTIIOOWHA MBIIIIIHI
npuoOperaroT KpacHblii 1mBer, a cam Mb (Mo JaHHBIM CHEKTPaIbHBIX
WCCJICIOBAHMI) UMEET IIMPOKYIO MOJIOCY TOTJIONICHHS TIPH JJTMHE BOJTHBI 564 .
KonmuecTBO KHCIOpOAa, KOTOPOE CBS3BIBAETCS C MHOTJIOOMHOM (KIIPOIICHT
HACBIIIEHHUS»), 3aBUCUT OT KOHILEHTPALMM KHUCIOpOJa B Cpele, OKpyKarouen
MUOTJIOONH (3Ty KOHIIGHTPAIMIO BhIpaXkaroT kak pO, — mapruaibHOE aBJICHUE
KHCJIOPOJ1a).

B ycnoBusiX KHCIOPOAHOTO TOJOJaHMS (HAOpUMEpP, TMpPU  BBICOKOU

bu3nUecKoil Harpy3Ke) KUCIOpo OCBOOOXKIAETCA U3 KOMIUIEKCA C MUOTJIOOMHOM
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N TIOCTymacT HNPCHUMYIICCTBECHHO B MHUTOXOHIAPHH MBIIICYHBIX KIICTOK. I Aac

ocymiectBisiercs: cuHte3 AT® 3a cuet okuciaurenbHoro GochopuanpoBaHusl.

NesokcumiornobiH OkcumiornoBiH
l::— NH c — NH

CH

@i@ C:OD} s

"'\

o

l.'_}- =

Puc. 9. Mexanu3m npucoeMHEHHsI KUCIOPOAa K MOJIEKYJie MHOTJIOONHA

(Smith C. et al., 2005, ¢ u3m.)

Humoxpomowi
Cpenu reMonpoTerHOB 0CO00€ MECTO 3aHMMAIOT LUTOXPOMBI. OHU BXOJAT B

COCTaB IEMeH TpaHCIOpTa AJIEKTPOHOB MHUTOXOHAPHUH, HIHIOILIA3MATHYECKOTO
peTukynyma u xyoporiactoB (y pacteHuit). Hamuume mpocTeTHdeckol TpyIbl
reMa ¢ KaTHOHOM JKelie3a, KOTOPBIA CIIOCOOCH MEHSTh CTEIEeHb OKHCIICHUS,
o0ecrieuynBaeT WX yd4acTHE B TPAHCIOPTE SJICKTPOHOB IO IIETH. BOJBIIMHCTBO
IIATOXPOMOB T0I00HO MHOTJIOOMHY COJEpPKAT OAHY MOJIEKYJIy reMa U OIHY
HOJIUIICTITUIHYIO IETIb.

H3BectHO okomo 30 pasHBIX LUTOXPOMOB, KOTOpBIE TIO CIIEKTPaM
NOTJIOIEHUS! JIeNaTcsi Ha rpymmsl a, b, ¢, d (puc. 10). I'eMbl 3THX HUTOXPOMOB
TaKXe SBISIOTCS MPOU3BOAHBIME TTpoTonopdupuHa [X. OcOOEHHOCTH CTPYKTYPHI
reMa OOYCJIOBIMBAIOT OTJIMYUS B MPOSIBICHHN ONTHUYECKUX CBOWCTB IIUTOXPOMOB
¥ B 3HAYEHHSIX MX PEIOKC-TIOTESHIIHAJIOB.

Kpome cTpyKTypbl OOKOBBIX PaJHKaioB MOP(GHUPHHOB, IIUTOXPOMBI OTIUYACT
JPYT OT JApyra CTpoeHHe OCIKOBON YacTh U CIOCO0 MPUCOCIUHEHUS TeMa OeKOB.

B pPa3sIMdHBIX  TUIIAX OUTOXPOMOB rem II0-pa3sHOMY COCOAHUHACTCA C
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MOJIMIENTUIHOM 1enblo. HampuMep, TUTOXpOMBI THIIA ¢, B OTJIWYHAE OT APYIUX,

COZEp)KAT TMPOYHO CBSI3aHBIM C anoJUNONpPOTEMHOM TeM. OH KOBAJIEHTHO

MPUCOEIMHACTCS 3a CYET JBYX BUHWIOBBIX DPAJAMKAJIOB K CYJIb()rugpuibHbIM

rpyIIiaM HUCTENHOBBIX OCTAaTKOB MoiunenTuaHon uenu (puc. 10).

1
HO—CH CH, HO—CH CHs
HsC CH=CH, HsC CH=CH,
H
\
. P CHs HsC CHs
il T i 1
oo e
COOH COOH COOH COOH
lem a lem b

’—ﬂpor enH —
Ljuc Lnc
! !
HC—-CH;
HO—CH CHa
HsC CH—CHj,
HsC CHj
H,C CH,
G g
C|:OOH Cl:OOH
lemc

Puc. 10. Tumnsl reMoB, BXOJAIIUX B CTPYKTYPY IIUTOXPOMOB.

[luToxpoM ¢ ABIAETCA KOMIIOHEHTOM JbIXaTEJIbHOW e MUTOXOHapui. Huxke

npeaCTaBJICHA MOJCJIb MUTOXPOMA ¢, CO3AaHHAA HAa OCHOBC JICTAJIbHOT'O U3YUCHUA

€ro TPETUYHOM CTPYKTYpsHI (puc. 11).

Puc. 11. Monens tutoxpoma ¢ (Bushnell et al., 1990)
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B sHI0m1a3MaTYecKoOM PETUKYIIYME MEYEHU COJIEPHKUTCS €IIe OJUH LIIMPOKO
pacnpoCTpaHEHHBIM ITUTOXPOM - 1uToXpoMm P450, Ha3BaHHBIN Tak MOTOMY, YTO
BriepBbie ObUT OTKpHIT B Dumanensduu (Philadelphia), CIIIA, a kommiekc ero
BOCCTAHOBJICHHOM (opMbI ¢ yrapHeiM razoMm CO uMmeeT MakCUMyM IOTJIOIIECHUS
npu 450 Hm. I[utoxpom P450 coaepxuT mnpoToreM, KOTOPBIM  10J00€H
UTOXpOMaM Tpymlnbl b, W ydacTByeT B 00€3BpeKUBAaHUU TUIPOGHOOHBIX
YyKEPOAHBIX JUUISI OpraHu3Ma MoJIeKyd (kceHoOmoTukoB). OH  sBisercs
TEPMUHAIBHBIM  KOMIIOHEHTOM  MHUKPOCOMAJIbHOM  OKCHUI€HA3HOW  LIETH,
oOecrneunBaroieil OKUCIeHHEe KCeHOOUOTHKOB. OTeNbHbIE Pa3HOBUIHOCTU 3TOTO
UTOXpOMa 33J€CTBOBAHbl B CHHTE3€ XOJECTEPUHA, CTEPOUTHBIX TOPMOHOB U
HEHACHIIICHHBIX BBICIINX JKHPHBIX KUCIIOT.

B xmopomactax pacTeHUM COAEPXKHUTCA TPEACTaBUTENb IIMTOXPOMOB -
uuToxpoM f. OH UMEEeT UCKIIOYUTENBHO PACTUTEIBHOE TPOUCXOXKICHUE U UTPAET
BAXHYIO pOJIb B TEPEHOCE DJIEKTPOHOB IO €JIEKTPOHOTPAHCIIOPTHOMY LIEMH

dotocuctemsl Il xmopormiacTos.

Depmenmui-cemonponmeurl

Kpome 1mutoxpomMoB, reMoriioonHa 1 MUOTJIOOMHA K TEeMOIPOTEHHAM OTHOCST
TaK)X€ MIMPOKO PaCHpPOCTPAaHEHHBIC B YKUBOTHBIX M PACTUTEILHBIX OpraHU3Max
dbepMeHThl KaTalaly W TEPOKCHAA3bl, 3allUINAIONINE KIETKH TKaHed OT
MOBPEXKAIOIIETO ACHCTBUS IEPOKCHIa BOJIOPOIa (ITEPEKUCH BOJOPOIA).

Karanaza mpencraBnsier coOoit onuH W3 Haubojiee aKTUBHBIX (DEPMEHTOB,
COJIepKAIINXCA B CIEIHUAIBHBIX BHYTPUKIETOYHBIX CTPYKTYpax - MEPOKCHCOMAX.
HawnGosbmas akTHBHOCTB 3TOTO (DEpMEHTa MPOSIBIISETCS B DPUTPOITUTAX KPOBH.

[lepokcuaaspl, B OTIMYME OT KaTajla3bl, KpOME IMEpPOKCHUJA BOJOPO]A
KaTaJIM3UPYIOT pacma] OPraHNYeCKUX Mmepokcu10B. OHU MIMPOKO PACTIPOCTPAHCHBI
B Pa3MYHBIX BHYTPUKICTOYHBIX KOMIIAPTMEHTAX, B TOM YHCIIC, B MUTOXOHIPUSIX
U ITUTO30JIC.

3aBepiias pacCMOTpPEHHUE TE€MONPOTEHHOB, CIIEIyeT OTMETUTh HUX o00Iee
CBOMCTBO - BCE OHHM HMEIOT XapaKTEpHbIH MaKCUMyM IIOTJIOIICHUS CBETa B
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BUJIMMON OOJIACTH CHEKTpa. 3a CYET 3TOTO UX PACTBOPHI MPUOOPETAIOT TaKKe

XapaKTEpHYIO OKPACKYy.

Drasonpomeunvt
JlaHHBIC CcAOXHBIE O€AKHM HMEIOT MOAEKYAB, B COCTaB KOTOPBIX B KauecTBe
IPOCTETHYECKOH TPYIIBl BXOAUT IIPOM3BOAHOe pubodAaaBHMHA - BUTaMHUHA B2.
Pu60pAaBUH COCTOMT U3 TPEXIJUKAUYHOIO COEAMHEHMS H30AAOKCA3MHA U CIHPTa

PHOHMTOAR, OTKYA2 M IPOUCXOAUT ero HazBaHue (puc. 12).

o)
HsC N
T
\/g
HsC r|\| N~ o
H,C—CH—CH—CH—CH,0H
OH OH OH

Puc. 12. CTpoeHHe MOAEKYADI pI/I60<1)AaBI/IHa

daaBUHOBas MpOCTETHYECKAs IPYNIIA MOXeT ObITh IpepcTaBAeHa B Bupe DAA
(praBunapenunpunykaeotnpa) mau OMH (PaasurmonoHykaeoTHA2). C mOMOMmBIO
KOBAaAGHTHBIX CBSI3€fl OHA IIPHCOEAMHSETCS K IOAMIENTHAHOW Lemu 6eaxa. OcTaTok
pubopaaBrHA B COCTaBe MPOCTETHYECKOH TPYIIbl (pAABUHOBBIX AETMAPOTE€HA3 HMeeT
CBOMICTBO aKI]e[ITUPOBATh U OTAABAaTb MOHBI BOAOPOAQ U 3AeKTpOHBL Ilo aToit nmpudnHe
$AaBHHOBbBIE ACTHAPOTEHA3bl YYacCTBYIOT BO MHOIMX OKHCAHUTEABHO-BOCCTAHOBHTEAbHBIX
npolieccax B KaeTke. Bce ¢paaBuHOBbIE KOPEepMEHTHI B OKMCACHHON popMe OKpalleHbl B
JKEATO-OPAH>KeBBIN I1BET U MMEIOT XapaKTepHble IIOAOCHI ITOTAOIMEHU C MAKCUMYyMOM B
obaactu 370 u 450HM.

boapmoe KOAMYECTBO ¢$AaBUHOBBIX AETHApPOTeHa3 SIBASIETCSL
MeMOpaHOcBsi3bIBaromuMu 6eakamu. OHU IPUHUMAIOT y4acTHe B TPAHCIIOPTE 9AeKTPOHOB

II0  ABIXaTEABHOM L€l  MUTOXOHAPHUH M  OAEKTPOHOTPAHCIOPTHOM  I[€IH

17



sHAoMAa3MaTudeckoro perukyayma (HAAH-aerupporeHasa, CyKIJMHaTAETMAPOTeHasa,
HAA®H-3aBrcHMbIiA $AABOIIPOTENH MUKPOCOMAABHOM OKCHI€HA3HOM LIeTIH K AP. ).
CaepyeT OTMETHTb, YTO (AABOIPOTEHHBI MIPEACTABASIOT COOON OYeHb CAOXKHO
IIOCTPOEHHBIE MOAEKYABI 6eAkoB. KpoMe ¢pAaBHHOBOI IPyIIIIbI, OHE COAEPIKAT U APyTHUe
HebeAKOBble KOMIIOHEHTBL. TaK, B CTPYKTYPY CYKIIMHATACTHMAPOTEHa3bl AOIIOAHUTEABHO
BXOAIT eme Tpu FeS-mentpa u rem tuma b. Ha puc. 13 mpeacraBaeHa cTpykTypa
MOAEKYABI CyKIUHaTAeTHAporeHassl. Hapsiay ¢ MeMOpaHO3BS3BIBAIOIIUMU BCTPEYAOTCS
TaloKe U pacTBOpUMble PpAABHHOBbIE AeTUApOreHasbl. OHU AOKAAUBYIOTCA B IJUTOIAA3ME
kAeTOK. K HUM OTHOCHTCS IIMPOKO PpacIpOCTpaHEHHBI (pepMeHT KCAaHTHHOKCHAA33,

KOTOPAsi COAEPKUT HOH MOAMOAEHA, BXOASIIMIL B COCTaB MOANOAEHONITEPHHA.

BHY TPILIHA
MITOXOHIPHAIBHA
MembpaHa

Puc. 13. CykiiuHaTAeruaporeHasa MUTOXOHAPHIL.
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MoaekyAa CyKIJMHATAETHAPOTeHa3bl COCTOHUT U3 YeThIpeX CyObeAUHHI]: ABe BCTPOEHDI
BO BHYTPEHHIOIO MUTOXOHAPHAABHYIO MeMOpaHy U ABe 0OpaljeHbl K MUTOXOHAPHAABHOMY
MaTpUKCy. B kauecTBe HeOeAKOBBIX KOMIIOHEHTOB B MOAEKYAY BXOAST : (AABUHOBAS
npocrermyeckas rpynna — ®AA, 3 FeS- nenrpa u rem tuna b (Nelson D.L., Cox M.M,,
2004)

Pemuua./wnpomeuubt

Podoncunvt — caoXHDBIE 6eAKI/I, B KOTOPBIX aIIOIIPOTEHNH (OHCI/IH) CBA3aH C
HPOCTeTI/I‘IeCKOfI rpyrmoﬁ, KOTOpad IMpEeACTaBACHaA OHUC-u30MEPOM PETHHAAA

(aabperuanoit opmotit Butamuna A) (puc. 14 ta 15):

11- grc-Petnnann
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Puc. 1S. Crpyxrypa 11-11c-peTuHass

HPOCTQTI/I‘IQCKEUI rpymiia IpHCOCAHMHAETCA K OCTaTKy AM3HHA HOAI/IHeHTI/IAHOI:I

LieI OTICHHA, 06pasys Ipu 9TOM coeprHeHue Tuma ocHosanue [upda (puc. 16).

3anuimok nizuHy

A
f A}

11- grc-Petnnans
O, N
9
¢¢Q

Puc.16 . CoeAI/IHEHI/Ie II-LII/IC — PE€THHaAS C AU3MHOBBIM OCTATKOM OIICHHA ITyTEM

06pasoBaHuA MHPPOBOI OCHOBBL

CeTyaTKa raasa YeAOBeKa COAEPIKUT pellelITOPHbIe KAETKH ABYX TUIIOB - TAAOYKH U
KOAOOUKHU. TTaAOUKH OTAMYAIOTCS OOABIION CBETOYYBCTBUTEABHOCTBIO, IIPeAHA3HAUEHBI
AASL 3pEHVS IIPY MaAO# OCBeIIeHHOCTH (06eCednBaIOT CyMepedHOe M HOYHOE 3peHHe ), 1
AQIOT YepHO-0eAyro KapTuHKy. KoA60ouku 06ecrieunBaloT LiBeTHOE U AHEBHOE 3peHHe.

B 1maAoukax MOAeKyAa POAOICHHA JKeCTKO BCTPOeHa B MeMOpaHy AMCKa
(¢OTOUYBCTBUTEABHBIX KACTOK CeTYaTKH raasa. [ToAnmenTuaHas Iemb OICHHA 3aKAIOYEHa
TaKUM 00pa3oM, 4TO OHa obpasyeT 7 CIMpPAAbHBIX PPAarMeHTOB, KOTOpPble HACKBO3b

IepecexkarT M6M6paHY. HPI/I 9TOM OCTATOK PE€THHAAS OKAa3bIBA€TCA B TOAILIE MeM6PaHI)I.
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LIMTO30IE

Puc.17. PacroaokeHue pOAOICHHA B MeMOpaHe IAAOYKM ceT4aTKu raasa. C

IIeHTPAABHON 4YacTbIO OIICHHA B TOAIle MeMOpaHBI CBSI3aH OCTaTOK 11-mjuc-peTHHaAs

(Nelson D.L., Cox M.M., 2004)

ITop BAMAHMEM KBaHTa CBeTa BHMAMMOIO Y4YacCTKa CIEKTpa IPOUCXOAMT
uzoMepusanus 11-nuc-perunass B rpanc-peTrHaab. [lIndpdosa ocHOBa AM3KMHA ¢ AAHHBIM
M30MePOM peTHHaAsl CyllecTBOBaTb He MoxeT. IloaTromy peTnHaab pacmapaercs Ha
CBOOOAHBIN OIICHH U TpAac-peTHHAAb , YTO OOYCAAQBAMBAET €ro y4yacThe B Ipoliecce
CBeTOBOCHPHATHS. POAONICHH OKpallleH B KPAaCHBIH IIBET , KOTOPbI eMy IIPHAAeT Ijuc-
perunaab. IIpu ocBemeHUNn POAOIICHH O0eCIIBEYMBAETCS , IOCKOABKY OOPa30OBBIBAETCSI
Tpac-PeTHHAAb.

B crmennaspHbIX (POTOUYBCTBUTEABHBIX KAETKAX CETYATKH TIAa3a — KOADOUKAX,
KOTOpbIe 00eCIeYrBa0T POLeCC LIBETHOTO 3PeHHs, IIPUCYTCTBYIOT 3 H30MepHBbIe (pOpPMBI
poponcuHa.  OHU ABASIOTCS HPOAYKTaMH OKCIPECCHMHM Pa3HBIX I€HOB U IIO3TOMY
OTAMYAIOTCA APYr OT Apyra IIepBHYHOM CTPYKTypOM IIOAMIIENTUAHOM menu. Kx
XapaKTepHbIM CBOWMCTBOM SIBASETCA OTAMYHMEe B MaKCUMyMe CIIeKTpa IIOTAOLIeHHs

KOMIIOHEHTOB HEBUAUMOTO CBETa - CHHET0, 3eAeHOT0 U KpacHoro (puc.18)
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CEITIONOTIHHAHAA
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426 560

I I |
300 400 300 600 700 800

JOBXHHA XBHIIL (HAM)

Puc. 18. CroexTp mOraomeHHss TpeX PasHBIX H30POPM POAOICHHOB KOAOOUEK
CeTYaTKH IrAasa.

OTAnuns B MakCHMMyMe CIeKTPa IOTAOLIEHHS IIO3BOASIIOT HM30MepHBIM (opmam
POAOIICHHA pacIaAaThCs IOA BAMSHHEM KBAHTA CBeTa C Pa3HON AAMHHOM BOAHBI, YTO H

AEXHUT B OCHOBE IIBETHOI'O CBETOBOCIIPHTHS.
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I''TABA 2. OBMEH TI'EMOI'JIOBMHA U EI'O HAPYILIEHN A

Cunre3 reMoryio0uHa

CuHTe3 remMoryioonHa HamOojee aKTHMBHO MPOTEKaeT B IEUYEHH, KPACHOM
KOCTHOM MO3r€ M OCYLIECTBJISIETCS B JiBa 3Tana. B OAHOM U3 HUX HPOMCXOAUT
oOpa3zoBaHue O€JIKOBOrO KOMIIOHEHTa TIE€MOINpPOTEHHa, a B JPyroM —
IPOCTETHUECKON Tpynmbl - remMa. CuHTe3 OelIKOBOW  YacTH MPOMCXOAUT Ha
pudbocomax B LUTOIIA3ME T'eNaTOLUTOB, IPU 3TOM TpaHCIUpPYOTcs 2 anbda- u 2
OeTa-11enu, KOTOpbIe Janee B MOCT-TPAHCISIIMOHHOM MPOILECCUHTe MPUCOCTUHSIIOT
KaXaasi Mo oAHOMy remy. Takum oOpa3oM, IPOUCXOAUT 00pa3oBaHUE YETHIPEX
CyOBEIMHULl  MOJIEKYJbl TIe€MOIJO0MHA, KOTOpbIE IIOTOM OOBEAMHSIIOTCS B
TETPaMEPHYIO CTPYKTYPY.

OOpa3zoBaHue  rema  TaKkxke OPOUMCXOAUT B TENaTOLMTAX.
[IpenmecTBeHHUKaMH ~ €ro  OMOCHMHTE3a  SIBISIOTCS ~ METa0OJUT  LHKIIA
TPUKAapOOHOBBIX KUCIOT — CYKUMHUI-KOA, a Takxke 3aMeHMMas aMHUHOKHCIIOTa
TJIALUH.

OOpazoBanue reMa B TeMaTOLMUTaX IMPEACTABISET COOOM  CIIOXKHBIN
MHOT'OCTYIIEHYAThIM MPOLECC, IOJIBEPKEHHBII TOHKMM MEXaHHW3MaM pPeryJisiluu,

KOTOPBI COCTOUT M3 YETHIPEX OTAECIbHBIX CTAIUM:

1. CUHTE3 JIeJIbTa - AMUHOJIEBYJIMHOBOU KUCIIOTHI;

2. obpazoBaHue MOpHOOUITUHOTCHA,;

3. cunTte3 npotonopdupuna 1X;

4, o0Opa3oBaHue rema.

B mepBo cramuu mporecca, MNPOUCXOIAIIEH B MHUTOXOHIPHUIX
renaTroluuToB, U3 cykinuHuin-KoA wu rTiounmHa oOpasyeTrcss  JienbTa-

aMUHOJICBYJIMHOBass KkuciioTa. Peakuuio katanusupyeT (GepMEHT JiebTa-
amuHoJieByauHarcuHTaza (AJIC). AJIC sBisieTcss NHPUIOKCATb-3aBUCUMbBIM
dbepmeHTOM. AKTHUBHOCTH JaHHOTO (epMEeHTa JIMMHUTUPYET CKOPOCTh TCUCHUS
BCEro Mpoliecca, MOATOMY JaHHAs pPEakKlMs SBISETCS TJaBHOM M0 PEryisiuu
CUHTE3a rema:
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o, p,c—COOH

/ COOH
" YN
P HoC CH,

cAAnr SEOA AMuHOJIEBY 0
JIMHATCHHTA3a

NH>
Cyxkmuamt-KoA I'munnn (AJIC) C

+ E0oASH

™~

CH2\NH2

ACIbTa-aMHUHOJICBYJIMHAT

[IponykT peakuuyd TPAHCIOPTUPYETCS M3 MUTOXOHAPUM B IUTO30Jb

rermaronuTra. 3ILCCI>, nmoa BJIUAHUEM HOp(bO6I/IJ'II/IHOFCHCI/IHTaBI>I u3 2 MOJICKYJI

JIeJTbTa-aMHUHOJICBYJTMHOBOM KHCJIOTHI CUHTE3UPYETCSI MOJICKYJIa
nophoOMIMHOTeHA:
H,C——COOH H,C——COOH [ eoon y
2
| 2H,0 CHp—C
CH, . CH, 2 AN
| COOH
_ | s
N
H,C H

CH,™NHz  ,N—oCH,
NH;

Ha crnenyromieli ctaauy CHHTE3a reMa 4eThIpe MOJIEKYJIbl op(oOMIMHOTeHa
WCITIOJIB3YIOTCS JIsl 00pa30BaHuUsl TUHEHHOTO TETPAMMUPPOIHLHOTO MTPOMEKYTOUHOTO
npoAyKTa TuapokcuMerniaOunana (* - ¢epmeHT yporopdupuHoreH cunrasa ).

3ateMm cienyromuii GpepmeHT yponopdupunoren kocunrasza Il (**) 3akanuuBaer

peBpalieHHE:
4 Tloppobunnoren ——  Yponopdupunores |11
* k%
I'enetnueckuit  nedexr ypomopdupuHoreH cuHTazbl |y GONBHBIX

CONPOBOXK/IAETCS ~ MHTEHCHUBHBIM  HAKOIUIEHUEM  JEJIbTa-aMHUHOJIEBYJINHOBON
KUCTIOTBI U TMOp(oOHIMHOTeHAa B IUIa3Me€ KpPOBH, YTO NPUBOAMUT K Pa3BUTHUIO
KJIIMHAYECKUX CHUMIITOMOB OCTpOM mepemexaromeiica noppupun  Acute

intermittent porphyria (cm. HuXe).
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['enernyeckuit nedexkr Qepmenta yponopdupunHoreH kocuHtassl I
(KOHreHHUTalIbHAsL 3pUTponodTHueckas mopdupus, Congenital erythropoetic
porphyria) compoBoxmaercss y OOJIbHBIX MHTEHCHBHON 3KCKpEIUeH ¢ MOYOH
yponiopupurorena |. Ilarosorus uMeeT psii CHCHUANTBHBIX KIMHUYECKUX
CHMIITOMOB, TJIaBHbIE M3 KOTOPBIX JEpPMATUTBl H TsDKenas  Qopma

Te€MOJIUTUYECKON aHEMUU.

Yponopdupunoren 11

| ' 4C02
(A)

JlekapOokcunaza

Konpodopdupunoren |

B +
®) » 2CO, + 4H"

l Oxkcunaza

[Iporonopdupunoren |IX

i Okcungaza

> 6H"

[IpoTonopdupun X

ZHE o Fe®"

deppoxenarasa

I'em

Cxewma 1. IlpeBpamienue yponopdoOunauaorena Il B rem.
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Crnenyromue dYeTblpe IpEeBpaIleHUs HMEIOT pellarollee 3HaueHue s
oOpa3oBanus remMa. GepMEHTHI ATUX PEAKIMNA MOTYT TaKkke ObITh B Aeduuute y
OONBHBIX C TEHETUYECKMMM HapyIIeHUsIMH UX cuHTe3a. [loBbileHHas
(OTOUYBCTBUTENBHOCTh M JAEpMATOJNIOTHYECKHE NpoOIeMbl HaOIOAarTCa Y
O0onbpHBIX ¢ aedunuToM naekapOokcunasbl (cxema 1, A- Tlopdpupus cutanea

tarda).

Komponopdupust paszBuBaercs y OOJBHBIX C TE€HETUYSCKUM HAPYIICHHEM
dbepmenta komponophupuHoren okcumasel Il (cxema 1, B). V mnamuenTton
HaOII0AI0TCS HelpoIornuecKre IPOOJIEMBI u TIOBBIIIICHHAS
(hOTOUYBCTBUTEITLHOCTD.

Hapymenne (cxema 1, C) cuntesa deppoxenarassl y OONBHBIX HOCHT
Ha3BaHHUE MPOTONOPGUPHS, TIPU 3TOM HAOIIOJAETCS TIOBBIIIICHHOE JETIOHUPOBAHNE
Kene3a B TKaHSAX OOJBHOTO C TOSIBICHHUEM JIEPMATOJIOTHYECKUX TMPOOJIeM u

AHCMHUU.

CH=CH; CHs CH=CH, CHs

/ Ja
HsC NH N CH=CH;
/ \
HsC—& “N HN~ 5—CHa
4@)?
CH, CH,

. . i S
HOOCCH; CH,COCH HOOCCH; CH,COOH
(A) (B)

Puc.11. Ctpykrypa nporonopdpupuna IX (A)u rema (B).

HctouHukom xkeje3a A CHHTE3a I'€Ma B IICUCHHU ABJIICTCA 0eJI0K

dbepputun. OH mpeAcTaBisieT cOOOM TOBOJIBHO KPYIHYIO MO Macce OEJIKOBYIO
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MOJIEKYJTy, B CTPYKTyp€ KOTOpPOH CyIIecTByeT OOJbIasi BHYTPEHHSS IOJOCTb.
BuyTpu Hee moxeT akkymynupoBaThes 40 4500 KaTHOHOB KeJe3a.

KatuoHs! kene3a MOCTYMarT B TeNaTOLMThl U3 KUIIEYHUKA. X TpaHcnopT
B KpoBH o0ecrneunBaercs OeiakoM OeTa-riioOylInMHOBOM (pakuuu KpoBU —
Tpanceppurom. TpaHcheppuH mpeacTaBaseTr co0oil Oelok ¢  HeOOIbIION
MOJIEKYJIIPHON Maccoi, Ha KOTOPOM HMeeTcs 2 ydacTKa CBA3bIBAaHUS aTOMOB
xkemesa (Fe™). Iomumentmamas wemb 9Toro Oenka  (amoTpaHCQEppHH)
CUHTE3UpyeTcsl B remaronurax. Ha MemOpaHax remnatonuToB UMEIOTCS 0COObIE
penenTophbl, KOTOphle 00JIaJal0T CHOCOOHOCTHIO CIEU(PUIECKH CBSI3BIBATH
TpaHceppuH KpoBU. B pe3ysnbTare CBS3bIBaHMS, OH B KOMIUIEKCE C PELENTOPOM,
yTEM SHJOLMTO3a MONAJAeT BHYTPh KIETKHU. 316Ch OCBOOOXKIAETCS CBSI3aHHOE U
HUM KeJle30, KOTopoe BKimouaercss B ¢epputuH. B cBowo  ouepens,
O0CBOOOMBIIMICS OT aTOMOB 3KeJie3a ano(eppUuTHH, BHOBb BBIJICISAETCS U3 KIETKU
MIEYEHU B KPOBb, CBSI3BIBAETCS C IPYTMMU aTOMaMU JKeJie3a U TPAHCIIOPTUPYET UX
B TICYCHb.

B remarouurtax o00pa3syloTcs pasziu4HbIE THUIBI T'eMa, KOTOPbIE€ MOTYT
UCIIOJIb30BaTHCS HE TOJBKO JJI1 CHHTE3a FeMOIJIOOMHA, HO M CHHTE3a IIUTOXPOMOB,
BBITIOJIHAIONINX (YHKIHIO TEPEHOCUMKOB JIIEKTPOHOB B JbIXAaTEIbHON LENU
MUTOXOHJIPHH (LIUTOXPOMBI THIA b, C ¥ @) U OKCUT'€HAa3HOW MUKPOCOMAJIbHOU Peji-
okc 1enu (uToXpoMm Pgsg). B 3TOM cBsi3u, 3HAYeHHWE NAHHOTO OMOCHWHTE3a B
NEYEHU HE OrpPaHUYMBAETCS €ro pPOJbI0 B 00pa3oBaHMU HEOEIKOBOM YacTu
remornoonna. CuHHTE3 TemMa HMEeT HEMOCPEICTBEHHOE OTHOUICHHE K
HHEPreTHUECKOMY OOECHEeUEHHI0 TemaTolMTOB, a Takke K Ipoleccam
MOAM(PUKALIMK ~ YYKEPOAHBIX W  SHJOTEHHBIX  TOKCHUYHBIX  COEIMHEHMUH,
NOMajaloIMX B Tremaronur. Hapymienwe cuHTe3a remMa B TIeYeHH Oyner
COMPOBOXK/IAaTh HApyUIEHUsI CHHTE3a U OHOoTpaHChOpMalMi CTEPOUJIOB, TaK Kak
uutoxpom P450-copepxkane MyiabTU(EPMEHTHBIE CHCTEMbl YYacTBYIOT B

JTAHHBIX METa0OJIMUYECKUX MYTAX U TPEOYIOT HAIUYUS JAHHON HEOEIKOBOW YacTH.
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IMupumokcanp ICTPOTEHHI
docdar AHJIpOTeHBI
+ +
JlenbTa-aMUHOIEBYINHAT, CHHTa3a

_U _H l I"'mroxo3a |

2+
Pb Tem! I‘eMaTI/IHT

Cxema 2. Perynsius kiiroueBoro (pepMeHTa CuHTE3a reMa JesbTa-
AMUHOJIEBYJIMHATCUHTA3bI.

[Ipouiecc OmocuHTE3a rema MOJBEPKEH TOHKOMY MEXaHU3MY pEryJISIHH.
JlenbTa-aMHHOJIEBYIMHATCUHTA3a SIBJSETCS aJNIOCTEPHUUYECKUM 3H3UMOM, KOTOPBIN
UHTUOUpPYETCS 1O MPHUHIMUIY OTPUIATENIbHON OOpaTHON CBSI3M KOHEYHBIM
MPOJIYKTOM Ipoliecca — reMOM. AKTUBHOCTb JTaHHOTO ()epMEHTa CHUXKAETCS MpHU
Harpy3Ke IJII0K030M U TéMaTHHOM - MPOAYKTOM pacrajia MUIEBOTr0 reMOrIO0nHa.

Bce nonoxurenbhbie 3 dekTopsl hepMeHTa yka3aHbl B cxeme 2.

IMopdupum - naTo10ruM HAPyIIEHUsI CUHTE3a remMa

W3Bectna menas rpymma 3a0o0JieBaHHM, OOBEAMHSIONUXCS TEPMHUHOM
“nopgupun’. [lepBuunbie mopdupun  0OYCIOBIEHB  BO3HHMKHOBEHHEM
BPOXKJICHHBIX TE€HETUYECKHX AC(PEKTOB PH3UMOB, YYACTBYIOIIUX B MeTabOIM3ME
nop¢uprHOB (TIOBBIIIEHHEM AaKTUBHOCTH CHHTa3bl JEJIbTa-aMHUHOJIEBYJIUHOBON
KUCIIOTHI). BTopuunHble mnopdupuu MOTYT BO3HHMKAaTh B IIPOIIECCE JICUEHUS
HEKOTOPBIMU JIEKAaPCTBEHHBIMU TpenapaTaMu, a TakKe MpPH WHTOKCHKAIUIX
renaToTPONHBIMU SAAMH.

Knuunuecku nophupuu nposBIISIIOTCS HAKOIJIEHUEM B OpraHu3Mme (Tie4eHH
U JPUTPOIMTAX) IMPOMEKYTOUHBIX MPOIYKTOB CHHTE3a remMa - NOpP(UPHHOB.
[IpuynHON TOrO CHYXKUT yCWJIEHHE WX OOpa3oBaHUs WJIM pacraja B IMEYCHH.

I1oBelIcHUE COACPIKaHNA HOp(I)I/IpI/IHOB B KPOBH COIIPOBOXAACTCA ITOBBIIICHUEM
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(OTOUYBCTBUTEIBHOCTH  KOXH, BO3HHKHOBEHHUS  aJUIEPrHUECKUX  pEeaKluH,
IIOpaKEHUE MBIIIICYHOW TKAHU U LIECHTPAJIBHOW HEPBHOU CUCTEMBI.

HPI/IO6peT6HHbIe H HAaCA€ACTBEHHbIE HapYyIIE€HHA CHHTE3a TI€Ma, KOTOpPbIC
COIIPOBOJKAQIOTCA  IIOBBIMEHHMEM  COAEP KaHH: HOP(I)I/IPI/IHOI‘GHOB, IIPOAYKTOB HX
OKHMCACHH B TKAaHAX, KPOBH, a IIOTOM H MOYE€ - Ha3bIBAIOTCA HOpq)I/IpI/IS{MI/I. HPI/I 9THUX
3a00AeBaHUAX YCTAaHOBACHO CHIDKEHHE CHHTE3a rema. B saBucumocTH ot AOKaAM3AITHUN

ITATOAOTHYECKOI'0 ITpOoIeCcCa pa3AHvIalOT SpUTPOIIOITHIECKHE H II€IE€HOYHbIE HOP(l)I/IPI/IH.

Ipumponoamuueckue nopPupuu

Opurpomnoarnieckre  MOPPUPHU — ITO HACAGACTBEHHOe HapyuleHHe OOMeHa
reMOIIPOTENAOB B KOCTHOM Moare. Boaesnv I'tonmepa — apurponoaTudeckas moppupus
(HacaeayeTcs IO ayTOCOMHO-peljecuBHOMY Tuily). Ha6A0A2€TCsl B OAHOM TOKOAEHUU
HECKOABKUX AeTed. Y pOAUTeAell MOXXeT ObITh OOHAPY)KEHO YBEAMYEHHOEe COAep)KaHue
nopQUpPHHOB B MoOdYe. YBEAWYEHA aKTUBHOCTb AEAbTa-aMUHOAEBYAMHATCHUHTA3hl M
IOHIDKeHNe AaKTHBHOCTH Yponop¢HpHHOreH-KOCHHTa3pl. HakamauBaeTbcsi H30BITOK
yponopdupuroreHa |IB TKaHAX U KPOBHU OOJBHOIO. DTO MPUBOAUT K COKPALIEHUIO
IPOAOAKHUTEABHOCTH JKH3HH apuTponurta. HabaropaeTcs remoanTtideckas anemus. Moua
KPacHOTro IjBeTa. Jepe3 HECKOABKO AHEH HAM MeCsAIleB IIOCAe POXAEHHS y peOeHKa
HAOAIOAQIOTCSI PYOIIbI, SI3BbI M ITy3BIPPKHM Ha TeAe. Y AeTell CTapIIero BO3pPacTa MOXeT

HAOAIOAQTHCSI TOTEeMHEHe 3y00B, OTCYyTCTBHE HOT'TEE, BOAOC.

Ocmpas nepemexcarowas nopdupus (nepeuunas)

[TeyeHounsle mopduUpPUU — OSTO IEePBUYHbIE HAM BTOPUYHbBIE 3ab0AeBaHMS
(06ycAOBACHHBIE AATEHTHOI TYBCTBUTEABHOCTBIO CHHTE32 FeMa B Me4eHH K TOKCHYECKAM
areHTraM — 6GapbuTypaTaMm, CyAbaHHMAAMHAAM, CTEPOUAHBIM ropmoHam). Ilpum Bcex
PopMax mOpPPHUPHIL NPOSBASIOTCS IOBPEXAEHUS KOXH, y OOABHBIX IIOBBINIEHA
9YBCTBUTEABHOCTb K COAHEYHOMY HM3AYYEHHIO. JacTO COIPOBOXXAAETCS CHMITOMAMHU CO

CTOpPOHDI HepBHOfI CHUCTEMBI. HPI/I IICYCHOYHbIX HOP(I)I/IPI/U[X Ha6AIOAaIOTC}I 6OAI/I B
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XKHBOTE, KOHEYHOCTSX, CYAOPTH, TAAAIOIMHAIMH, IICHXO3bl. lledeHOuHyI0 mop¢upuio
Ha3bIBAIOT «KOPOAEBCKOW>»> OOAE3HBIO, TAK KAK OHA HACAEAOBAAACh B KOPOAEBCKUX AOMAX
I'annosepa u Ilpyccun, B cempe CrioapToB. (DakTopamMu, KOTOpble IPOBOIMPYIOT
IPUCTYIIBl AQHHOM HOPPUPHU, MOXET OBITb AEHCTBHE COAHEYHOIO M3AYYEHUS HAU
AEKApCTBEHHBIX IIperapaToB (CTGPOI/IAHI)IX ropMOHOB), KOTOpble HMHAYIIUPYIOT CHHTE3

AMHHOAEBYAHAT CHHTA3bI. y 6OAbHBIX Ha6AIOAaeTCSI 60Ab B JKMBOTE, MO4a pO30BOIO

IIBeTa M3-3a HaKOIAeHMs nmoppobuanHoreHa. [TaToaorus HacaepayeTcsl IO ayTOCOMHO
pelieCHBHOMY THITy. ¥ OOABHBIX IIOBbIIIEHA AKTUBHOCTb O-aMUHOAE€BYAMHATCHHTA3bl H
CHIDKEHAa aKTHUBHOCTb YpONOPUPHHOTeHCHHTA3hl. AMHHOAEBYAMHA HAKAIlAMBAeTCsA B
runotasamyce u uHruoupyer Na'-K'-AT®azy. mosroMy HapymaeTcsi MeMOpaHHBII
TPAHCIOPT, IPOUCXOAUT AEMHEAMHe3aI[isl HepBHBIX BOAOKOH, M pa3BUBaeTrcs
aKCOHAAbHAs HeBpOIATHs. 3aboAeBaHUe dalle IPOSIBASETHCS Y MOAOABIX JKEHIIMH U
AeBymIeK. Y MyXYHH MOTYT IPOSIBAITHCS OHOXMMUYECKHe IPU3HAKH OOA€3HH C
OTCYTCTBHEM KAMHMYECKHX CHMITOMOB (OAHAKO, AaTeHTHas GpOpMa MOKeT MepelTH B

TSDKEAYIo GOopMy 3a60AeBaHNs)

AHOMAaJIbHbIE THIIBI TeMOIJIO0MHA - IPOAYKThI HAPYLICHUS] CHHTE3a
NOJIMIIENTHAHBIX erneil reMorjao0uHa

Kpome (¢usnonormueckux TUIOB TeMOTJIO0MHA CYIIECTBYIOT —TaKke
aHOMaJIbHbIE, KOTOpPbIE OTJIMYAIOTCS MO COCTaBY MOJUMNENTUAHBIX LENed U 1o
AMUHOKHCIIOTHON MOCHEAO0BATEILHOCTH MOJUNENTHIHBIX ueneil. Takue Qopmbl
reMoryioonHa 0003HayalT OOJbIIMMH OyKBaMHM JIATUHCKOTO ayipaBUTA MO
Ha3BaHUIO MecTa (Kak MpaBWUJIO), I/I€ BHEPBbIE ObLIT OTKPHIT JAHHBIA aHOMATbHBIN
remornooun (HbS, HbC, HOM wu t.1.). Ilatomormeckue cOCTOSIHHS, KOTOpBIC
Pa3BUBAIOTCSI B OpPraHU3ME€ 4YEJIOBEKa NMPU HAIMYUHM TaKUX (OpM reMorioOuHa
UMEIOT  Ha3BaHuE  cemo2nobunoswvi. 1lo  MexaHM3My  BO3HHUKHOBEHUS
MOJIEKYJIIPHOTO Je(deKTa TeMOTJIOOMHO3bl ENSATCS Ha 2eMmo2nobuHonamuu W

maJjnaccemuu.
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I'emoenobunonamuy 0OBIYHO OOYCIOBJIEHBI H3MEHEHUSMU B TEPBUYHOU
CTPYKType MNOJUMNENTUIHBIX Ieneld reMorioOnHa (aMUHOKHUCIOTHBIE 3aMEHHBI,
Jeneluy Wi BCTaBkW). [lpyras yacTh BaKHBIX HApYIICHWM, CBA3aHHBIX C
AHOMAJIUSIMU TI0 TEMOTJIOOMHY — 3TO TallacCeMHH (COMPOBOXKIAIOTCS OOJIbIICH
YacThl0 Pa3BUTHEM TE€MOJUTHYECKON aHeMuu B oOpranuszme OoJsbHOro). Jlis
TajJacceMHil XxapakTepHO oOpa3oBaHHE aHOMAIBHON (OPMBI TEMOTJIOOMHA 3a CUET
CHIDKEHUSI CKOPOCTH CHHTe3a JMOO TMOJHOrO0 OTCYTCTBHMSI CHHTE3a O-Lierei
remoryioonHa (o-rajgacceMun) Jmbo [B-menei (B-tamacceMuu), 4TO MPUBOIUT K
CHIDKEHHUIO BPEMEHH KU3HU 3PUTPOIMTOB M K TEMOJUTHUECKON aHeMUU MHOT/IA B
OYeHb TSHKETION (hopMe CO CMEPTENbHBIM HCXOIOM.

B kpoBu denoBeka B 0OIIEH CIOKHOCTH OTKPBITO OKOJIO 150 pa3nuyHbIX
TUNIOB ~ MYTaHTHBIX  reMoryioonHoB.  [losiBisitoTcst  MyTaHTHBIE — (OPMBI
reMOorjoOMHOB B KPOBH BCJEACTBUE MyTallui TeHOB. OOBIYHO MyTalluu AT Ha 3
KJlacca B COOTBETCTBUU C Tomorpadueil N3MEHEHHOTO y4acTKa MOJEKyJbl. Eciu
3aME€Ha aMMHOKHCIIOTHI TPOUCXOIUT Ha MOBEPXHOCTH MOJIEKYJIbI TeMOII00MHA, TO
ATO MyTaIus MEPBOTO Kiacca; MoJo0HbIe MyTallii OOBIYHO HE COMPOBOXKIAIOTCS
pa3BUTHEM TSDKEJOW TMATOJOTMH, U OO0Je3Hb MPOTEKaeT OECCUMITOMHO;
UCKIIIOYCHHE COCTaBISIET CEpPHOBHIHO-KJIEeTOYHas aHemus. [lpum  3amene
AMUHOKHCIIOTHI BOJM3M T€Ma HapyIIaeTCs CBA3BIBAHWE KUCIOPOJa — 3TO MyTaIlus
BTOPOTO KJjacca, COMPOBOXKAAMOIIAsAcs pa3BuTueM Oone3nu. M Hakonel, ecnu
3aMeHa MPOUCXOANT BO BHYTPEHHEM yYacTKE MOJIEKYJIBI TeMOTII00MHA, TOBOPSIT O
TPETbeM KJIacCe MyTalllH; MOAOOHbIE MyTallMd NPUBOJAT K HApPYLIICHUIO
IPOCTPAHCTBEHHON CTPYKTYphl M COOTBETCTBEHHO (DYHKLIHMU TIeMOTJIO0HHA.
AHOMaJIbHBIE TeMOTJI00MHBI, pa3Iuyaronirecs mo GopMe, XHMHIECKOMY COCTaBy U
BEJIMYMHE 3apsAa, ObUIM BbIAEICHBI MpPU IMOMOIIM 3JeKTpodope3a U
xpomatorpaduu. Ilepenarommecs 1O HACIEACTBY HW3MEHEHHS 4Yallle BCETO
ABIIAIOTCS PE3YyJAbTATOM MYTAIlMM €IWHCTBEHHOTO TPUILIETa, MNPUBOAAIICH K
3aMEHE OJIHOM KakoW-11M00 aMMHOKHUCIIOTHI B IMOJIMMENTUAHBIX LEMAX MOJEKYJIbI
eMOrJIOONHA Ha Jpyrylo. B OONBIIMHCTBE ClydyaeB MPOMCXOIUT 3aMeHa KHUCIION
AMUHOKHCIIOTBl Ha OCHOBHYIO WM HEHUTPaJbHYI0 aMUHOKHUCIOTHI (Tabil.).
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[TockonpKy 3TO 3aMellleHHEe OCYIIECTBISAECTCS B OOEMX TMOJMIENTUAHBIX IIETsIX
onHoi m3 map (o wim f), oOpa3oBaBIIMKCA aHOMaJbHBIA TeMOTJIOOMH OyneT
OTJMYAThCSI OT HOPMAJbHOTO  BEJIWYMHOM  3apsiila U COOTBETCTBEHHO
AIIEKTPOPOPETUUECKOMN MOBUKHOCTHIO.

Ta6nnua 1. 3aMeHBl aMHHOKHCIIOT B aHOMAJIbHBIX I'eMOTJIOOMHAX YeJIOBEKa

CocraB Hopwmasnbhabii
MOJIUTIETITUTHBIX OCTaTOK
Tun Herneu U €ro0 I10JIOKEHUE 3ameHna

reMorJjioonHa B LIEOU Ha

Al 0232

A2 0202

C o232 ['ny 6 B B-uenu JIuz

Dp o232 Jleii 28 B B-uenu I'my

E o232 ['my 26 B B-uenu JInz

F 02y2

G a2p2 'y 43 B B-uenu Ana

GpH a2p2 Acm 68 B a-11enu JIuz

H B4

I a2p2 JIuz 16 B a-1ienu Acn

M o232 Bain 67 B B-uenu I'ny

O 0232 I'my 116 B a-enu JIns

S 0232 'y 6 B B-11eti1 Ban

B Tabn. mpencraBiieHbl HEKOTOPHIE THUIIBI AHOMAJbHBIX TE€MOIJIOOMHOB,
COCTaBbl UX IMOJIMIENTHIHBIX LENed C yKa3aHUEM H3BECTHOM WM BEPOSATHOM
JOKaJIM3allud 3aMeHbl Jbo B o-, JWOO B [-memsx. 3aMeHbl HEOOBIYHOU
AMUHOKHCJIOTOM B aHOMaJbHBIX T€MOIIO0MHAX UMEIOT MECTO KakK B O-, TaKU B [3-
nensx. HckmoueHnwe coctaBisier remoryioouH H, Bce deThlpe mnonunenTuiaa
KOTOpPOTO TPEACTaBIEHBl [-IEmsIMH, HACHTHUUYHBIMH 10 CTPYKType [-LernsM
HOpMasbHOTO TreMornoouHa Al. Crheayer ykaszaTh, YTO HEKOTOpPHIE MYTallUH,
BBI3BIBAIOIINE CYIIECTBEHHOE U3MEHEHUE CTPYKTYPhl U COOTBETCTBEHHO (PYHKIIUU
reMorjoOrHa, OKa3bIBAIOTCS JIETAIbHBIMUA, WM HWHAUBUAYYMBI C TMOJOOHBIM
reMOrJIOOMHOM YMUPAIOT B paHHEeM Bo3pacte. OIHaKO NpHU psjie MyTalluil 3aMeHa

AMHMHOKHMCJIOT HC BbI3BIBACT 3aMCTHOI'O H3MCHCHUA (I)YHKHI/II/I FGMOFJIO6I/IH3, B O3THUX
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cinydasx OoJie3Hb NPOTEKaeT OeccHMNTOMHO. B uenoBedeckoil MOMynsanuu
HacuuThiBaloT ©Oosxee 200 remorynobunosoB. Ilpunaro genuTh HUX Ha
reMOIVIOOMHONIATUHM, B OCHOBE pa3BUTHUA KOTOPBIX JIEXKHUT HACJIEICTBEHHOE
U3MEHEHHUE CTPYKTYPhl KaKOW-THOO LIEMM HOPMAJIBHOTO reMOorjio0uHa (4acTo Hx
OTHOCSIT TaKXXe K «MOJIEKYJSIPHBIM OOJIE3HSIM»), U TalacceMuH, 00yCIOBICHHBIC
HACJIEACTBEHHBIM HApyILIEHHMEM CHHTE3a KaKOW-1M0O0 HOPMaJIbHOM  Lienu
reMoryioonna. Paznuuaror Takxke kene3oneduuuTHble aHemuu. Kiaccuueckum
IPUMEPOM HACIEACTBEHHON IeéMOINIOOMHONIATHH SIBIISIETCS CEPIIOBUIHO-KJIETOYHAs
aHeMHsl, IIMPOKO pacrpocTpaHeHHass B cTpaHax HOxxnoit Amepuku, AQpuku u
FOro-BocTtounoit Asuu. Ilpu 3TON MaTOJOTHH SPUTPOLMTHI B YCIOBHUSAX HHU3KOTO
napIyaibHOr0 JIaBJICHUs KHUCIopoAa NpuHUMaKT dopmy cepra. ['eMornoOun S,
Kak nokasanu JI. IlomuHr m ap., oTM4aeTcs psiAOM CBOMCTB OT HOPMAaJIBHOIO
reMOIJIOOMHA: B YaCTHOCTH, IIOCJIE OT/a4M KUCIOPOJia B TKAHSAX OH IpeBpaliacTcs
B IUIOXO PacTBOPUMYIO J€30KCH-(OPMY M HAYMHAET BBINANAaTh B OCAJ0K B BHJIE
BEpPETEHOOOPa3HbIX KPUCTAJUIOMIOB, Ha3BaHHbIX Takromaamu. llocnennue
neopMHUPYIOT KIETKY U MPUBOAST K MAaCCUBHOMY reMoiun3y. boiie3Hs nporekaer
OCTpPO, ¥ JI€TH, TOMO3UTOTHBIE 110 MYTAaHTHOMY T'€HY, 4YaCTO YMHPAIOT B PAHHEM
Bo3pacte. XHUMHYECKUU JePEeKT MNpHU CEPHOBUAHO-KIETOYHON AaHEMHH Obll
packpsIT B. MHrpeMoM U CBOIUTCA K 3aME€HE €IMHCTBEHHOM AMHUHOKHUCIIOTHI, a
UMEHHO TJIyTaMUHOBOH, B 6-M moyioxkeHHH ¢ N-KOHI@a Ha BajmuH B P-Iemsax
Mosekyiasl remoriobouHa HbS. Dt1o pesynbratr mytamuu B Mmosekyne JIHK,
KOAMpYIOIIEeH cuHTe3 [-1lenu remMorjoOuHa. Bce ocTajabHble aMUHOKHUCIOTHI
pacroararoTcsi B TOM K€ IIOCIEA0BATEIbHOCTH U B TAKOM K€ KOJIMYECTBE,KaK U B
HOopMabHOM Temorsioonne HbA: OnHol 3To#t 3aMeHBbl 0Ka3ajoCh JOCTATOYHO HE
TOJILKO JUJISl HapylieHus (GOpMbl 3pUTPOLUTA, HO M JJI Pa3BUTHUS TsDKETIOU
HACJIEeICTBEHHOM 00JIE3HU — CEPIOBUIHO-KIETOYHOM aHeMUHU. TanacceMuu, CTpOro
rOBOpsl, HE SIBJISIOTCS FE€MOTJOOMHONATUSAMU. DTO T€HETHYECKH OOYCIOBJIEHHOE
HapylIeHWe CHHTE3a OJHOM U3 HOpPMalbHBIX Ilenedl remoriobuna. Ecmu
yrHeTaeTcs CUHTE3 [(-uenei, To pa3BuUBaeTcs [B-TajacceMus; NPU T'€HETUYECKOM
nedexTe CMHTe3a o-Lenei pa3BuBaeTcs a-tanaccemus. [Ipu B-tanaccemun B KpoBu
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Hapsany ¢ HbA1 mosBasercs g0 15% HbBA2 wu pe3ko moBbIIaeTCs COAEpKaHHE
HbF — mo 15-60%. Bose3np xapakTepusyercsi TUnepIUIa3leld U pa3pylieHueM
KOCTHOI'O MO3ra, INOpaXCHHEM II€YEHM, CEJIe3€HKH, nedopManueil depena u
CONPOBOXKAAETCS  TSDKEJIOM TIEMOJIMTUYECKOW aHEMHEW. OpUTPOLUUTH NpHU
TalacCEMUU NPUOOPETAIOT MMUILEHEBUIHYIO (opmy. MexaHu3M HU3MEHEHUs

(GhOpPMBI 3pUTPOITUTOB OOBSICHUTH IMOKA J0 KOHIIA HE y1aJIOCh.

Pacnana remor;io0MHa B OpranusMe 4ejioBexka

B opranmsme 370poBOro 4enoBeka ¢ maccod Tena 70 Kr KaxkAbld 4ac
paspymaercs oxono 1-2x10° spurpommToB, uTO, B meEpepacdere Ha MaccCy
reMorjo0uHa, TOJBEpPrarollerocss pacnaay, COCTaBlsieT, NpUMEpHO, 6 T
reMoriioonHa B CyTKA. benkoBas wyacThb reMorjoOMHa paspyliaeTcs 1o
AMUHOKHUCIIOT, KOTOpPhl€ BHOBb HCIIOJIB3YIOTCS KJIETKaMH JUIsl CUHTE3a OENKOB.
KarunoHnbl »kene3a remMa NOMOJHSIOT 3amachl jKejie3a B COCTaBe Oelika IeYeHU
¢eppumuna, a nopuUpPUHOBOE KOJBIO TI'emMa pPa3pylIaeTCs [0 CHEIHATbHBIX
MIPOAYKTOB — MHCEAUHBIX NU2MEHmMOo8 (Ounueepoun, OUIUPYOUHBL I NUSMEHMbL,

oopazyrwuuecsa u3z ouaupyouna 6 KuuieyHukKe).

%OOH %OOH
ﬁHz C‘:Hz (‘:Hz C‘Hz
CH CH
CH; CH CH, [’ > CH, CH, CH
N —CHTN, ‘—CHZ | \ CH NG
HO OH
H H bunupy6un 1Xa
COOH COOH
0 o
OH HO
HO  HO OH OH
7 |
(‘ZO (‘DO
ﬁHZ (‘:HZ (‘:Hz ﬁHz
CH CH
CH; CH CH, |2 > CH, CH, CH
iy E o R o O s

' BunnpyOHHA TUTITIOKYPOHUT

Puc.19. Ctpykrypa TokcuaHoro omnupyonHa 1Xa u HeTOKCHIHOTO

JUTTIOKYpOHU A OMIMpyOrHa.
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Pacman remornoOvnHa HauMHAETCS, MPEUMYIIECTBEHHO, B KieTkax Kymdepa
(me4yeHs) U KIETKax peTukyaodHaorenuanbion cucremsl (POC) cene3énku (cxema
3). dopMupoBaHHE TPOMEXKYTOUHBIX META0OJMTOB pacmaja T'eMOTJIOOMHA
(BepaorinoOuH, OunnBepIuH, OuupyouH 1Xa) MoxkeT NporcXoAuTh Kak B IICUEHH,
TaK ¥ B JIPyrMX OpraHax, IPEeX/Ie BCEro B cele3eHKe (cxema 3), a KOHBIOTAIlHs
OnnupyOuHa (oOpa3oBaHHe TUTTTIOKYPOHH/IA — TOJBKO B TernaronuTax (cxema 4)).

B kadecTBe [OMOJHHUTENBHBIX HCTOYHUKOB OWIMPYOWHA BBICTYHAIOT
MHOTOYHMCJICHHbIE T€MOIMPOTEUHBI, COACPIKAITUECS B 3HAUUTEIbHBIX KOJIMYECTBaX
BO BCEX KJIETKaX TKaHEH BHYTpeHHHX opraHoB. Cpeawm HHX 0CO00€ MECTO
3aHMMAEeT OEJIOK CKEJIETHOM MYCKyJaTypbl W MHOKapa MHUOTJIOOWH, a TaKxke
ITUTOXPOMBL.

[Iponecc  mpeBpamieHuss  c600600H020  (Henpamozo)  ounupyouHa,
oOpa3zyrolierocsi Mpu pa3pylIeHUH SPUTPOLIUTOB U pacnaze reMorioonHa B
OpraHax pPEeTHUKYJIOIHIOTCIUATbHON CHCTEMBI, B C8A3AHHbLI, KOHBIOZUPOBAHHDYLIL
unu npamoii ounupyoun (OunupyOMHA TUTIIOKYpoHHI) B remarormrte (puc.20)

oCylUIeCTBIsieTCs B TpH 3Tamna (Ha puc.20 0003HayeHbl pUMCKUMU ITUppamMu):

I sran — 3axBatr OmnupyOuHa (b) meuyeHOYHOW KIETKOW TMOCIHE OTINETICHUS
anbOyMUHA;
I sramn — oOpa3oBaHue BOJOPACTBOPUMOIO KOMILIEKCa OWINPyOUH-

murmokyponuna (b-I');
IIT »Tan— BbIAEIEHHE 00pPA30BaABIIETOCS CBA3AHHOIO (TIPSMOro) OUIUpyoOrHa
(b-I') U3 neyeHOYHOM KIETKH B KEITUYHBIE TPOTOKHU.
TEnaTouMT
Puc. 20. ®ynkuus remaronuta B QOPMUPOBAHUH H
CeKpenuu npsmMoro ounupyouna. b, — c60600Hbli

(nenpsimoti)  ounupyoun;, b-I' - oOunupyoun-

2NIIOKYPOHUO (ces13anHbI, unu npAMOlL
ounupyoum); M;, - Me300UNUHO2EeH
(ypobununozen,).

Ml TOHEMA
| wwedHnx
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Pacniag BO3MOKEH B CceJIe3eHKe

r +T'emMormoomm

HAJI®H+H
I'emoxcarenasa
HAJ® +0,
Bepnoraoomm
Fe>*

_< AMuHOKHBCIOTLI -« 100 UH

bammaBepaun (3eJiennLiid MArMenT)

HAJIPH+H>
HAJN®

brmmpyonn IXa (keIThIH MArMeAT. TOKCHIALIH , THNODRILALIH)

bumeepaaapeayxraza

B xpoBorok

4 T NAILOYMENBI ILIA3MEI KPOBH

Henpamas ¢dpopma onimpyouna (b)
xkoMiekce b ¢ ann0yMmanamn

B neuenn 4epes KpoBOTOK

CICHDL

Al B neyenm

brimpyoun
Cxema 3. O0pa3zoBaHNE HEKOHBIOTUPOBAHHOTO (HETIPSMOTO0) OmnnpyOunHa.

B nedenHn TONLKO:

bumpyoun

Y1 ®-rinoKy posmI (1) Y A®-rmokyponoBast KHCI0TA

aHcPepasa
Ly pep f(jj\y JA@-rimoxkypoHoBasi KHCJIOTA

MoHO- ¥ JMIJIIOKYPOHNALI OHIHpYOuHA
Ipamas ¢popma Onnmpyoduna (ruapoduibHas, HETOKCHIHASN)

Cxewma 4. Konbroranus OunvpyorHa B TapeHXUMe MeUYCHHU.
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B kadecTBe HMCTOYHMKA TJIIOKYPOHOBOM KHUCJIOTHI B 3TOM PEAKUUU HMCIOIb3YETCS

Y 1P-1i1r0KypOoHOBast KUCIIOTA:

o
COOH HN |

© (0] (0] O)\N

OH I I
O—P—0O—P—0—CH,
HO HO | |
OH OH (@)
HO OH

®epment Y/ O-rmokypoHUnTpaHcdepaza, MOIOOHO APYrUM  SH3UMaM
NIEYCHU, TIOJBEPraeTcsl HMHIYKIMU HEKOTOPHIMH KCeHOOMOoTHKamH. K TakoBBIM
OTHOCATCSI B YAaCTHOCTH, IMUPOKO HKCIOIB3YEMbIE B KIMHHUYECKOW TIPAKTHKE
npenapaTsl  0apOUTYpOBOTO psAna (CHOTBOPHBIE U CEAATHUBHBIE), HEKOTOPHIE
NPOTUBOCYIOPOKHBIE — TMpenaparbl  APYyrux  (apMaKoJIOTUIECKUX rpym,
TPAHKBUJIM3ATOPBI U TIP.

B ornuume ot cBoOojHOrO OMIIMpyOMHA, €ro KOHBIOTMpOBaHHAs (opma
Xopoio pactBopuMma B Boje. KonbroraTel OMIupyOHHA, MPEUMYILECTBEHHO B
dbopme TUTIIOKYpOHUTOB (0 75%), BBIAETAIOTCS B Kemub. [lpm stom  ux
TPAHCIIOPT HAMpaBJICH B CTOPOHY OOJBIIEH KOHIICHTPAIMH, T.€. IPOTUB
KOHIIEHTpAallMOHHOro  rpaauenta. OH  obOecrneyuBaeTcsi  CleUUaIbHOU
DHEPro3aBUCHUMON CHUCTEMOW aKTUBHOTO TPAHCIOPTAa, BCTPOCHHOW B KJICTOYHYIO
MeMOpaHy remaTonuToB. JlampHeWmmii Metaboau3M OuMpyOWHA CBS3aH C
NOCTYIUICHHEM €ro B JKCJIYHbIC IYTH W KHIICYHHK. B HWKHHX oOTHenax
KEITYEBBIBOIAIINX MyTEH M TOHKOM KHIIIEYHHUKE IO BO3JEHCTBUEM MHUKPOGMIOPHI
MIPOUCXOIUT TIOCTETICHHOE BOCCTAHOBJICHHE OWIUPYOMHA JI0 Me300UIUHOZEeHA.
YacTh Me300MIMHOTEHA. BCACBIBACTCS B KHIICYHUKE (ypoduiunHozen) u 10
CHUCTEME BOPOTHOH BEHBI BHOBH TOMAJAacT B MEUYEHb, TJI€ B HOPME MPOUCXOAUT

IPAKTHYECKH MTOJTHOE €r0 pa3pyIlIeHHE 10 nuppo./ios (cxema 5).

37



OCHOBHOE KOJIMYECTBO ME300MIMHOTE€HA M3 TOHKOW KHIIKK TOCTYMAeT B
TOJICTYIO W 3/I€Ch BOCCTAaHABIMBAETCA 1O CHMEPKOOUNUHO2eHA TIPU Y4acTUU
aHa’poOHoi MuKpodopbl (cxema 5). OOpa30BaBIIMICS CTEPKOOUIIMHOTEH B
HIDKHUX OT/I€JIaX TOJICTOM KUIIKHA (B OCHOBHOM B MPAMOU KHUIIKE) OKHUCISIETCS J0
cmepKoOununa M BBIICISAETCS C KajoM, ONpeeNisis €ro OKpacKy y 3J0pPOBBIX
moned. Jlumbe HeOousblllasg 4acTh CTEPKOOMIMHOTEHA Yepe3 reMOoppouaibHbIe
BEHBI IIOIAIAET B CUCTEMY HHMXKHEU MOJIOW BEHbl Y B JAJBHEHIIEM BBIBOJUTCSA C
Modoit (cxema 5). CrenoBareibHO, B HOPME MOYa YEJIIOBEKA COJICPKUT JIUIIb
clenbl CTEPKOOUIIMHOTEHA, HE BBISBISIONIMECS KIMHUYECKUMH JIa0OpaTOPHBIMU
METOaMM (3a CYTKHM ero Bbuaensercs 10 4 mr). K coxalleHnto, 10 TOCIEIHErO
BPEMEHU B KIMHUYECKOM TIPAKTUKE CTEPKOOWIMHOTEH, COAEpKalUiCI B
HOpMaJbHON MOY€E, MPOI0JIKAIOT HA3bIBaTh YPOOMIMHOTEHOM.

B xumeyHnuke:

bunupyoun
ToHKHH
KUIMICTHUK |\ [ on06pIHHOrEH B Toncrom .
peabcopOrus | KUMICTHUKE!
vena portae PeabcopOums KDOBE
Ileyens: CTepkOOMIMHOTEH vena l p
) Okucnenue ey g
pacman KHGTOOIOM hemorroidalis
1o Bosiyxa  CTepKOOMIUH Ilouaxn
MHPPOIOB (Kaxn) dunsTpanus
Crepkobumnn =—g - Ctepko6bunuHOreH
(YypoGunun) KHCIIOP OZIOM
Moua BO3XyXa

Cxema 5. [IpeBparnienue 6mnrpyOrHa B KUIIIEYHUKE C 00pa30BaHUEM

KOHCYHBIX IIPOAYKTOB B MOYC M KaJIC.

38



[Ippu puarHOCTHKE TATOJIOTWA TUTMEHTHOTO OOMEHa BHU3YaJbHO
OIICHMBAETCS WHTCHCHUBHOCTh OKPAaCKM MOYM W Kaja OOJBHBIX, MPOBOIUTCS
KOJIMYECTBEHHOE ONpe/ciecHue OuupyOrHOB (MPSMOTro, HEMPsSMOro, oOIIero) B
T1a3Me WM CHIBOPOTKE KPOBU M YPOOUIIMHOTEHA B MOYE, MHOTJIA KOJMYESCTBEHHO
ompezenseTcss CTepKoOWIMH Kana. [lpu maTomorusx, COMPOBOKIAIOIIUXCS
CHIDKCHHEM KOHIICHTPAIIUA JSPHUTPOLIMUTOB (AaHEMUSIX pPa3IMYHON JTHOJOTHU
BO3HUKHOBEHUS), OOS3SITEIILHBIM TECTOM SIBIISICTCS OMpE/EICHNUE KOHIICHTPAIUU
reMOIJIOONHA, W B KauecTBE JOTOJHHUTEIbHBIX, KOHIICHTpAIUS JKejie3a B KPOBU

YCJIOBCKA.

MeToabl onpeaeieHHsi FeMOTJIO0MHA B OMOJIOTHYeCKHUX KUIKOCTAX
Kauecmeennasa peakyusa na zemo2nooun

OTkpbITHE TeMa B MOJIEKYJIE TE€MOrJOoOMHAa  MPOBOJUTCS C TMOMOUIBIO
OeH3uauHOBOM  mpoObl. [IpoGa ocHOBaHa Ha  CBOWCTBE TeMOTJIOOMHA
KaTaJIN3UupOBAThH OKHCIICHHE OCH3UIUHA  TEPEKHUCHIO BOJIOpOJIa B
mubeHunxuHoHuuMuH.  [locneanuii,  KOHAGHCHUpPYETCS € MOJIEKYJIOU
HEOKHCJICHHOTO OCH3UMHA C 00pa30BaHUEM OKPAIIEHHOTO B CHHE-3CJICHBIN I[BET
npoaykra. IIpob6a HaxogUT NpUMEHEHHE  [Jis BBISBICHUSA CJEIOB KpPOBU B

Cy1I€OHO-MEIUITUHCKOM SKCIIePTHU3E.

OeH3UINH

JnbeHnIXuHOH TMUMUH
(cuHe—3eIeHas oKpacka)
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Xom paboThI:

B oxny npoOupky BHOcuTcs 1 mi pa3zseaenHoit B 5000 pa3 kpou, a B Apyryto — 1
M Boabl. (OOe MpoOUpPKH MOMEMIAIOTCS HA HECKOJbKO MHUHYT Ha KHUIISAILYIO
BoAsHy0 Oanto. I[locie oxmaxaeHuss B HUX J00aBIsSETCS 1O S5 Kamenb
CBEXKENpUroToBieHHoro 3% cnupTroBoro pactBopa OeHzuauHa u 3% pacTtBopa
nepekucu Bojaopoja. B mpoOupke ¢ pa3BeeHHON KpPOBBIO MOSIBISETCSA

XapaKTCPHOC CUHC-3CJICHOC OKpaIllnBaHHUC.

Konuuecmeennoe onpeéeﬂenue 2eM02/100UHa 6 Kpoesu
I'emormoOun OKHCJIACTCA B METIeMOTJIOONH Inpu IIOMOIIITH

KEJIE30CMHEPOJUCTOr0  Kanusi  (KpacHOM  KpoBsiHOM — comm). Ilpu  ero
B3aUMO/IEHCTBUU C alEeTOLMaHTHIPUHOM oOpa3yercs OKpallleHHbII

III/IaHMCTFCMOFJ'IO6I/IH, COACPIKAHUEC KOTOPOro OonpeACIsACTCs KOJTOPUMETPUICCKH.

Xom paboThI:

B npo6upky HanuBaetcst 5 mi Tpancopmupytromiero pactsopa u 0,02 mi KpoBwu.
CopepxrMoe TIIATEIBHO IEepeMelInBaeTca M ocrabisgercss Ha 10 MuHYT mpu
KOMHaTHOM Temmepatype. Ilocine 3Toro u3smepsieTcss OonTHYecKas IJIOTHOCTh
okpamieHHor mpoOsl Ha ®IKe mpu 550 HM (3eseHBI CBETOPUILTP) B KIOBETE
TOMIIMHON 1 cM MpPOTHUB TpaHCHOPMUPYIOILIETO PACTBOPA.

Jlns pacuera cojaepxaHUsi TeMOTJOOMHAa CTPOMUTCS KaauOpOBOYHAs KpHUBas,

KOTOpasi TOTOBUTCS B COOTBETCTBUU CO CIEIYIOIIEH TabIuIeit:

N Crangapt. | Tpanchopmu- | Copeprxanue
poOBI | pacTBOp pyromui reMOTJIOOMHA
(mur) pacTtBop (M) (r/ 100 mu)
1 - 6 -
2 2 4 5
3 4 2 10
4 5 1 12,5

Jl71st pacyeTa UCIONB3YIOT (popMyIly:
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Eon-C-K-0.001 1/100Mn
Ect

I'ne:
Eor- ontuyeckast mIOTHOCTh OMBITHON HPOOBI;
EcT —onTuyeckas miopTHOCTh CTaHAAPTHON MPOObI;
C- KOHLIEHTpalKsl CTaHIapTa;
K- xoaduruent pazsenenus kposu (251);
0,001 - ko3¢ dunment nepecuera B v/ 100 M.
ConeprxkaHue TeMOrJIOONHA B KPOBH 3I0POBBIX B3POCIBIX MYXYUH HAXOJIUTCS
B nipenenax 132 — 164 r/n, a y »enmuH - 115 — 145 /1. YMeHbIlIeHUE BEJIMUUHBI

OTOI'0O MMOKA3aTCIIA ABJIIACTCA XaPaKTCPHBIM ITPOSABICHUCM aHCMUM.

IIpuecomoenenue peakmugos:

1. Tpanchopmupyromuii pactBop: 0,5 mr aneronmuanruapuna, 0,2 T KpacHO
KpOBsiHOW conu u 1 T ruapokapOoHaTa HATpUs PACTBOPSIETCS B BOJAE M OOIIMIA
00wveM nosoautcst 1o 1000 mut.

2. CrangapTHbIi pacTBOp remMoryoonna: 60 Mr KpUCTaJUIMYECKOTO TeMOoryioOnHa
pactBopsieTcst B 100 Mt Bojibl. DTO COOTBETCTBYET COAEpKaHMIO 15 T remorioOuHa
B 100 M kpoBM mpu ee pa3BeAeHUH B 251 pa3 (B COOTBETCTBUM C ONMHMCAHHOU

BBIIIIE METOUKOM).

Onpeodenenue cooeprcanus eene3a 6 CblOPONKe Kpogu
XKenezo BcTymaer B peakuuio ¢ 0aro-peHaHTPOJUHOM € OOpa3OBaHHUEM
OKpAIIeHHOTO KOMIUIEKCHOTO COEIUHEHHUs. VIHTEHCHBHOCTH pPa3BHBAIOIIEHCS
OKpacKd MPOMOPIUOHATIbHA KOHIEHTPAIIMM CBOOOJHOTO eje3a B HCCIeayeMOon

npooe.

XoJ paboTHI:
B npo6upky BHOCHTCS 2 MJI CBIBOPOTKH KPOBH, 2,5 MJI AUCTUIUTUPOBAHHON BOJIbI
u 1,5 ma 20% TtpuxiiopykcycHol KucioThl. [IpoOa MHTEHCHUBHO MepeMenInBaeTcs

¥ IOMENAaeTcs Ha 15 MUHYT Ha BOAsSHYI OaHio ¢ Temmeparypoit 90 — 95 °C.
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[Tocne u3BneueHus u3 BoJsHON 6anu npoda neHtpudyrupyetcs npu 2000 06/mMun
B TeueHue 20 MuHYT. 4 MJI BEPXHETO CJIOSl NMEPEHOCHUTCS B HOBYIO MPOOHPKY.
Crona xe poOapmsercs 0,35 mim  pactBopa amerara ammoHus u 0,3 wmi
HACBILIEHHOTO pacTBopa TruiapasuHa cyibdarta. Ilocme storo mpoBoautcs
u3MepeHue ontudeckor miaoTHocTH Ha ®OKe ¢ 3eneHsiM cBetoduabTpom (535
HM) B KioBeTe ToJiuHoM 1 cM. [lanmee, uccimeayemblii pacTBOp TepeIuBacTCs B
YUCTYI0 MPOOUpPKY U K Hemy npubasisercs 0,4 mi pactBopa 0aTo-peHaHTpoIuHA.
Uepes 40 MUHYT MOBTOPHO OMPEIESAETCS ONTHYECKAs TUIOTHOCTb.

[TapaniensHO CTaBATCS KOHTPOJIbHAS M CTaHAApTHAas MpoObl. J[1s mpuUroToBieHus
KOHTPOJIbHOM TpoObl B mnpoOupke cmemmBaetcss 1 wmin 20% pactBopa
TPUXIIOPYKCYCHOM KHMCIOTHI, 3 MJI BoAbl, 0,35 M pacTBOpa arerata aMMOHUSA U
0,3 MJ1 HacBIIEHHOT'O PacTBOpa rujapasuHa cyibdarta. Onpeaensercs onTuiyeckas
IJIOTHOCTh B KioBeTe ToimuHol | cM. Ilocine storo wmcciemyembiil pacTBOp
nepesuBaeTcss B NpoOUMpKY U K Hemy mpubasmsercs 0,4 mi pacTBopa 0Oato-
¢denantponmna. Yepes 40 MUHYT MMOBTOPHO ONpEENsIeTCS ONTUYECKask TUIOTHOCTh
pOoOBL.

JUis TpUrOTOBNIEHHS  CTAaHAAPTHOM MpoObl K 2 M paboyero CTaHAAPTHOTO
pactBopa (C KOHIEHTpamued skeme3a 2 MKr/mi) pgoOapmsercs 1 wmi
JACTULIMPOBAHHOUN BoAbI, 1 M1 20% pacTBopa TpUXJIOPYKCYCHOM KHUCIIOTBI, 3 MJI
BoJbl, 0,35 mMi1 pactBOpa amerata aMMoHus U 0,3 MJI HACBIIEHHOTO pacTBOpa
rujpasuta cyibdata. Onpeaensercss ONTHYECKask MIOTHOCTh B KIOBETE TOJIIMHON
1 cMm. Tlocne 3TOTO WCCNEMYyEeMBI PACTBOP MEPEIUBACTCS B MPOOUPKY M K HEMY
npubasisiercss 0,4 mi pactBopa 6aro-denantponuna. Yepes 40 MUHYT MOBTOPHO
OTpEEsAeTCsl ONTHUYECKAas MIOTHOCTD.

KoHnienTparus *xene3a B CBIBOPOTKE KPOBU PACCUUTHIBACTCS 1O HOpMYyJIE:

(Aon — AK) MKT kese3a B 100 mu
(Act — Ak) -300
I'ne:
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Aon — pa3HOCTh MEXJY NEPBBIM U BTOPHIM MOKA3aHWEM ONTHYECKON IMIOTHOCTU
OTIBITHOW MIPOOBI;

AKX — pa3HOCTh MEXAY MEepBbIM U BTOPHIM MOKAa3aHHUEM OINTHYECKOH IMIOTHOCTH
KOHTPOJIbHON MPOOBI;

ACT — pa3HOCTb MEXAy NEPBBIM U BTOPHIM MMOKa3aHUEM ONTUYECKON IIIOTHOCTH
CTaHJIapTHOM MPOOHI;

Jlna mepecuera colep)kaHUs >Kejle3a B MKMOJIB/JI, MOJIyYeHHOE MpPU pacuere Mo

yKa3aHHOU (popMyJie 3HaUeHHEe yMHOKaetcs Ha koadduiuent 0,179.

B HOpME conepkaHue kelie3a B CBIBOPOTKE KPOBU HAaXOJUTCS B Mpeesiax oOT
12,5 mo 30,4 MxMOab/11. Y JKCHIIMH BEJIMYMHA 3TOTO TTOKA3aTeNsl HSCKOJIBKO HUXKE,
yeM y MYXXKYuMH. BennumHa mokazateiss MOKET 3HAUYUTENIbHO IOHHMKATHCA Y

OOJIbHBIX C Keye30AehUIIMTHON aHEMHUECH.

IIpucomoenenue peakmugos:

1. PactBop cynbdara ammonus: 70 r amerata HaTpusi pactBopsiercss B 30 mi
BOJIBI.

2. HacelieHHbIi pacTBOp Tujipa3vHa cyib(dara TOTOBUTCS MyTEM CMEIIMBaHUS
2,5 r aroii comm co 100 M BOAEI.

3. PactBop Oaro-denantponuna: 100 Mr 6aro-¢eHaHTpOJIMHA TMOMEMIAeTCS B
npobupky ¢ 0,5 mi xjopcynb(hoHOBON KUCTOTEL. CMech KumsTUTCA 30 CeKkyHI,
MoCJIe 4Yero oxjaxnaaercs u k Hed mobasmsercss 10 mum Bomel. [locme 20-
MUHYTHOTO HarpeBaHusi Ha KUIsIIeH BOAsSHOW OaHe cMmech nepeHocutcs B 200
MUJUTMJIMTPOBYIO KOJI0Y, B KOoTOpyto npuiuBaercs 100 mu Boxbl. 3Hauenue pH
MPUTOTOBJICHHOTO pacTBopa JoBomuTcsa 10 4 mytem moOamieHust 20% eaxoro
Hatpus. OOmuii 00beM peakTrBa Jo0BoAUTCS 10 200 M1 BOJOM.

4. Crangaptasiid pactBop sxenesa (100 mxr/mi, 1,8 Mmons/in). 0,7 r conn Mopa
pactBopsiercst B 5 mu 0,3 H pactBopa coisiHOM Kuciotel. OO0BEM pacTBOpa
noBoautcs 10 1 s, PaGoumit cranmaptHbeiii pacTtBOp (2 MKr/mi, 35,8 MKMOJIB/M)
TOTOBUTCS IyTEM Pa3BEJCHUS] OCHOBHOTO CTaHJIaPTHOI'O PACcTBOpa MOJAKHUCICHHOU
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BO/IOH (TIOAKUCIIEHNE TPOBOAUTCS MIPH MOMOIIM CEPHOM KUCIOTHI U3 (pukcaHana u3

pacueta | mu1 KucnoTsl Ha 1 1 BOABI).

MeToabl onpeaesieHusi OMIMpPyOrHA M €ero MeTad0JIMTOB
OmnpenesieHue OMIMpyOHHA B CHIBOPOTKE KPOBH

B xiIMHMYECKOM IPAKTUKE  HCIOJB3YIOTCA  PAa3JIUYHBIE  METOIBI
omnpeneneHus OwiMpyOuHa M ero Qpakuuid B ChIBOpOTKEe KpoBu. Hawmboinee
pacupoCTpaHEHHBIM U3 HUX SIBISETCS Memod Enopawuxa-I'pogha. O ocHOBaH Ha
B3aMMOJICHCTBUU OMIMPYOHUHA C AMA30TUPOBAHHOW CYyJIb(PaHUIIOBONH KHUCIOTOU C
oOpa3zoBaHreM a30MUrMeHTOB. llpu 3TOM ceazannwlii ounupyoun (ouupyOUH-
TJIFOKYPOHHUT) JAeT OBICTPYIO (CIPAMYI0») PEAKIIMIO C TUA30PEaKTUBOM, TOT/Ia KaK
peakius c60000H020 (HE CBSI3aHHOTO C TJIIOKYPOHUJIOM) OUIUPYOUHA TIPOTEKACT
3HAYUTEIBHO MeJUieHHee. i1 ee yCKOpEeHHs] MPUMEHSIOT Pa3IMYHbIE BEleCTBA—
akceneparopel, Hanpumep kodeun (meron Ennppammuka-Knerropua-I'poda),
KOTOpbIE€ OCBOOOXKIAIOT OUIMPYOMH U3 OEJTKOBBIX KOMIUIEKCOB («HEIpsMas»
peakmusi). B pesynbprare B3auMOACHCTBUSL C HA30TUPOBAHHOUN CYIb(HaHUIOBOM
KHUCJIOTOM OMIMpyOuH 00pa3yeT OKpallleHHbIe coearuHeHus. M3Mepenust mpoBoIsT
Ha (pOTOKOJIOpUMETPE.

Xon paGoThI:
B 2 npobupku BHOcuTCS 1o 0,5 M1 CBIBOPOTKH KpoBH, pa3BeneHHon 0,9%

pacTBOpPOM XJIOpHUAa HaTpus B cooTHOIIeHuH 1:1. B ogHy mpoOupky (omnpenencHue
npsimoro OunupyOuna) mob6asusiercs 1,75 mn 0,9% pactBopa NaCl u 0,25 mn
nua3opeakTtuBa Opiuxa. Bo BTopyro mpoOupky goOasisercs 1,75 wn
kodeunoBoro peaktuBa u 0,25 mi quazopeakTuBa Jpiuxa (OnpeaesieHue o0Iero
omwmpyOuna). O6e mpoOUPKU BCTPSXUBAIOTCS U OCTABISIOTCA Ha 20 MHUH TIpH
KOMHATHOW TEMIIEpAType.

N3mepsieTcss ontuueckas mioTHOCTH mpod B 1 u 2 mpobupkax Ha DPIKe npu
3€JICHOM CBETO(QHUIBTPE IPOTHUB BOABI B KIOBETaX, TOJIMMHOM 5 MM. Ecmm
OKpalImBaHue B mpobOax oueHb cinaboe, B Mpooupku npodasisercs mno 3 kamau 30%
pctBopa NaOH. Conepxanue ob6miero (mpodupka N2) u npsimoro (mpodupka N 1)

OmMpyOUHA PaCCYUTBAETCS MO KaTMOPOBOUYHOMY rpaduKy.
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Jl51s mocTpoeHus: KamuOpOBOUHOTO TpaduKa UCIONb3YIOTCS paboune CTaHAapTHBIE

pacTBOpbI OMIIMPYOHHA, KOTOPHIE TOTOBSITCS COTJIACHO JIAHHBIM TaOJIUIIBI:

N PaGounii Dus- MT KonnenTparus

n/n | craHmapT | pacTtBop | OmnupyOuHa | OunmpyOuHa B
pacTBop (mur) B IIpo0e KpOBU
owmpyonHa 0,5 mn (MMoOJITB/ 11)
(M)

1 0,05 0,45 0,005 17

2 0,10 0,40 0,010 34

3 0,15 0,35 0,015 51

4 0,20 0,30 0,020 68

5 0,25 0,25 0,025 85

CranaapTtabie poObl 00pabaThIBAIOTCS TaK K€, Kak U onbITHHIE. [Ipu mocTtpoenus
KaIMOPOBOYHON KPHUBOM HAa OCH OPJIMHAT OTKJIAIBIBAIOTCS 3HAYEHHUS ONTHYECKON
MJIOTHOCTH, a a0CIMCC — KOHIIEHTpaIys OunpyounHa.
Paznumna mexay oOmMM U TPsIMBIM OWIMPYOWHOM - HENpAMOW OWInpyOuH
CBIBOPOTKH KPOBH.

B HOpMme B cwiBOpoTKe KpoBU comepxkurcs 8,5-20,5 MKMOmb/1 00IIero
OwinpyOuHa, NOpUYeM Ha JOJI0 CBOOOJHOTO («HEmpsiMOro») OunupyOuHa

MPUXOIUTCS 0K0JI0 75% OunmupyOuna (10 16,5 MkMoJIIb/i).

Onpenenenue OMJIUPYONHA B MOYe
VY 310poBOro 4enoBeKa ¢ MOYOM BBIACISAIOTCS MHUHMMAJIbHBIE KOJNYECTBA
CBSI3AHHOTO (TMPAMOro) OWIMpyOMHA, KOTOpPHIE HE OINPEAEISAIOTCS OMUCAHHBIMU
HIKE KaueCTBEHHBIMU PEAKITUSIMHU.
Pa3nuuHbie KadecTBEHHBIE METOMIBI OOHApYXeHUs OunMpyOnHa B Moue
OCHOBAaHbl Ha IMPEBpAIllEHHMH S3TOr0 BEIIECTBA MOJ JACHCTBUEM OKHUCIHUTENEH B
OWJIMBEPJUH, MMEIOUIMN 3€JI€HYI0 OKpAacKy, WIM OWIMpyOMHIYpUHBI (KpacHOe

OKpalIuBaHUE).
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Ilpoba Po3una. B npoOupky ¢ 4-5 M1 MOYM OCTOPOKHO IO CTEHKAM
HanuBaroT 1% crnupToBO# pacTBOp Hoxa. Ilpu Hamuyuu B Moye OmnnpyOuHaA Ha
IpaHUIIe MOYM U pacTBOpa ioja oOpa3yeTcs 3eJI€HOE KOJIbLIO.

B kauecTBe OKUCIIUTENEN HUCIIOIB3YIOT TAKXKE PACTBOPHI TPUXIOPYKCYCHOU
KUCJIOTHl (npoba @yuwie), THa30TUPOBAHHYIO CYIb()AHUIOBYIO KHUCIOTY (npooda

TI'omgppuoa) v npyrue OKUCIUTEIH.

OnpenesieHue ypoonJimHa B Mo4e

Onpenenenve ypoOWJIMHA B MOY€ TaKXKe OCHOBAHO Ha 0Opa3OBaHHH
OKpAILEHHBIX B PO30BBIM WM KPACHBIM LBET COCAUHEHUU IPU B3aWMOJECUCTBUU
ypoounmmua ¢ HCI, cynbdaTroMm meaum uiud peakTUBOM Opinxa (mapaJauMeTH-
aMHUHOOEH3aIBJACTHIOM ).

Ilpoba Heiibayipa. K 3-4 M1 CBEKEBBIMYIIEHHOW MOYU J100aBisOT 3-4
KAl peakTuBa Opnuxa (mapa-nuMmeTtunoeH3anpaeruaa). OkpaiiiBaHue MOYU B
KpPacHbIil LBET CBHUJETEIbCTBYET O JIUArHOCTMYECKH 3HAYMMOM TOBBILIEHUN
KOHLIEHTpaluu ypoOUsIMHa B MOYE.

VY 3710poBOTO YeNOBEKa ¢ MOUOH BhIJEIsIETCS HE OoJiee 5-6 Mr ypoOuiInHa B
CYTKH, KOTOPBII HE BBISIBISIETCS KAYECTBEHHBIMU PEAKIUAMH.

Ilonosrcumenvnasn KaueCcmeeHHas  pPeaxKuyus Ha  ypoounuu
ceuoemenbcmeyem:

® O BbBIXOJE B OOMMA KPOBOTOK YPOOMJIMHOTE€HA, YTO OOBIYHO
HaAOJI0IaeTCsl Yy NAMEHTOB C TIOPAXEHUSIMHU MTapEHXUMbI ITE€YEHU

e 00 yBeNMYEHHOM O0Opa30BaHUU CTEPKOOUIMHOTEHA (IIPU YCUICHHOM
reMoJIn3e) B KHUIICYHHKE, B M30BITOUHOM KojuuecTBe uepe3 vena hemorroidalis
MOCTYIAOIIET0 B KPOBOTOK M IMOMNAJAIOUIEro B MOUYy B OoJiblliel, 4YeM B HOpPME,
KOHLIEHTpaL1H.

Ilpoba I'menuna. IIpoGa ocHOBaHa Ha CITOCOOHOCTH KETYHBIX TUTMEHTOB
OKUCIIAThCS ~ KOHIICHTPUPOBAHHOM  a30THOM  KHUCJIOTOM ¢  oOpa3oBaHuEM
OKpAILIEHHBIX B Pa3JIMYHbIC IBETA IPOIYKTOB OKHUCIEHUSA: OMIMBEpANHA (3€JIEHOTO

1[BeTa), OUJIMIIMaHNHA (CUHETO 1BETa), XoJeJIeTHHa (KEeITOro I[BETA) U JIp.
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[Ipoba I'mMennnHa MOXXET MPOBOIAUTHCS B MPOOHMpPKE WM Ha (DUIBTPOBAIHLHOU
Oymare. Ona aet BO3MOKHOCTb OTKPBITh OMJIMPYOUH B pa3BeICHUU MOYHU
1:80 000.

B npoGupky HammBaeTcs 1-2 MJI KOHIIEHTPHPOBAHHON a30THON KHCIJIOTHI,
coaepkalen cienbl a30TUCTOM. OCTOPOXKHO IO CTEHKE HACIAWBAETCS PaBHBIN
o0beM wuccienyemMoi Mouu. [lpy HanuuuM B MOYE JKEMTYHBIX MUTMEHTOB Ha
TpaHulle pa3zena >XUAKOCTEN MOSIBISIOTCS [IBETHBIE KOJIbIla. XapaKTEepPHO HAIHYHE
3€JICHOr0, CHHEro, (UOJIETOBOTO, KpPacHOr0 M >KEITOro KOJiell B YyKa3aHHOU
MOCJIEA0BATEILHOCTU COOTBETCTBEHHO PAa3HBIM CTEIECHIM OKUCIICHHS TUTMEHTA.

Ilpooa Po3zenbaxa (npoba mna @Guremposanvnoii 0Oymaze). 2 M
UCCIIEyeMON MOYHU HECKOJIbKO pa3 (UIbTPyeTCs uepe3 HeOOJbIIoNH OyMaKHbBIN
bunbTp. [Ipy HamU4YMKM B HEW KETYHBIX MTUTMEHTOB OHU YAaCTUYHO 33/ICPKUBAIOTCS
Ha QuibTpe. B neHTp QuiabTpa, pasBepHYTOro Ha MPEIMETHOM CTEKJIe M CIerka
MOJICYIIEHHOTO, CTEKJISIHHOM MaJlOYKOM HAHOCUTCS Kalld KOHLIEHTPUPOBAHHOMU
a30THOM KuUCIOTHL. [losBisIrOTCA XapakTepHble LBETHbIE KoyibLa. Ilpu 3TOM
3eJIEHOE KOJBIIO BCErJa PacroaraeTcs CHapyKu.

Kemunpie murMenTs! (OMMpyOUH, OUTUBEPANH U JP.) OTCYTCTBYIOT B MOYE
310pOBOro uesioBeka. OHM MOSIBIAIOTCS B HEM B BHUJIE IIEIOYHBIX COJIEH MPHU

KENTyXax.

Onpeoenenue nopgooununozena 6 moue. Ilpu B3aUMOAEUCTBUM C P-
METHJIaMUHOOCH3AIBAETUIOM TOP(HOOUTMHOTEH o0pa3zyeT OKpallEHHbIE B
KPAacHBIM IBET coequHeHus. lIpoaykTel, HMeErOIKME KpacHyX OKpacky,
o0pa3oBaHME KOTOPBIX HE CBA3aHO C MNOP(OOMIMHOTEHOM,  YIAISIOTCS U3

PEaKIIMOHHON CMECH ITyTeM SKCTPAKIUU XJIOPOPOPMOM U OYTaHOJIOM.

XoJ paboTHI:

B mpoOupky BHOcuTCS 2,5 MI MouM, 2, 5 M peakTuBa OJpiuxa U 5 M
HACBIIIEHHOTO PACTBOpA  YKCYCHOKHUCJIOro HaTpus. [IpoBOAUTCS MHTEHCHUBHOE
BcTpsixuBanue. Ilpm Hamwmume B Moue MOPQPOOUIMHOTEHA pa3BUBACTCS
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XapakTepHas KpacHas okpacka. CoJiep)KUMOe TIEPEHOCUTCS B MEPHBIH IIWIIMHID HA
20 mn. [oGasmsercs 10 mim cmecu xmopodopma ¢ Oyranonom (1:1). IlpobGa
WHTCHCUBHO BCTPSIXMBAETCS, TIOCJIE€ YEro OCTaBJSIETCA 1O paccioeHus (das.

BepxHuii BOOHBIN CIIOM COXPAHAET IPU 3TOM KPaCHYIO OKPAaCKYy.

B HOpMe mnpu nomomuM ONMCAaHHOTO MeToja MNOpPOOMIMHOIEH B MOYE HE
oOHapyxwuBaetcs (0 — 2 mr/m).

Ilpucomosnenue peaxmuea Opauxa: 1 T pP-METUIAMHHOOEH3AJIbJIEIH]IA
pacTBopsieTcsi B 35 MI JIeASHOM YKCYyCHOM KucioTel. JloOaBnsercs 8 M
KOHIICHTPUPOBAHHOM XJIOPHOM KHUCIIOTHI, OCIE Yero oOuIuii 00beM JOBOIUTCS A0

50 M.

Omnpenenenue CTepKOOWINHA U OWITMPYOMHA B KaJse

B HOpME y B3pOCHOro 4enoBeka ¢ KajaoM BbIAEISAETCS 32 CyTKH okoso 300-
500 mr crepkoOuiIMHA, TPUIAIOLIETO UCHPAKHEHUSM XapaKTepHYI0 KOPHUUYHEBYIO
OKpACKY.

CrepkoOUIMH  SBJISIETCSI  KOHEYHBIM  TNPOJYKTOM  BOCCTAHOBJICHHUS
OmMpyOUHa, BBIIETSIONIETOCS B KUIIEYHUK U3 OOLIEro >KEMTYHOro MPOTOKa. JTa
peakiys MPOTEeKaeT Mo JeHCTBUEM HOPMaJIbHON MUKPOOHOU (DJIOpHI KUIIEUHUKA.
XapakTepHO, YTO Yy HOBOPOXKIEHHBIX M JE€Ted TIpYyJHOr0 BO3pacTa C KajloM
BBIICIISIETCSI HEM3MEHEHHbIM OWJIMPYOUH, B CBSI3U C YEM HUCHPAKHEHHUS] HUMEIOT
XapaKTEPHBIN 3€JIEHOBATHIN LBET.

Kauecmeennoe onpedenenue crepkoOUIMHA B Kajie OCHOBAHO Ha PEaKIIUU
ATOr0 BEIIECTBA C JBYXJIOPUCTOW PTYThbIO (Cylemoil), B pe3ysibTare KOTOPOU
oOpa3yercsi COeTUHEHNE, UMEIOIIEe PO30BOE OKpauinuBaHue. JJis 3TOro KOMOYeK
Kajla pactupatoT B GapdopoBoil cTynke ¢ 3—4 M pacTBOpa CyJIE€Mbl, 3aKPHIBAIOT
KPBIIIKOM M OCTaBISIOT HAa CYTKM B BBITSOKHOM 1mikady. [lpum Hanuuuun
CTEpKOOMIIMHA 3MYJIbCUSI IPUOOPETAET PO30BOE MM KPAaCHOBATOE OKpallliBaHUE.
Ecnu B Kase mpuCyTCTBYET HEM3MEHEHHBI OMIIMPYOUH, peakuus ¢ CyJeMOil 1aer
3€JIEHOBAaTOE OKPAILIMBAHHKE.
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Konuuecmeennoe onpedenenue CTepkoOMIMHA B Kaje OCHOBaHO Ha
[BETHOM peakuuu ¢ Mapa-JuMEeTHIaMUHOOCH3aNbACTUIOM C 00pa3oBaHHEM
KOMILJIEKCA, OKpAIIeHHOIO0 B KpacHbli 1BeT. WHTEHCHBHOCTh OKpacKH,
OPOMOPIMOHANIbHAS ~ COACPXKAHUIO B  Kajie  CTEPKOOWJIMHA,  OINPEAEISIOT
cnektpodoToMeTpuyYecKkd. B HacTosiiee Bpemsi METOJ PEIKO HCHOJIb3yeTcs B
KJIMHUYECKOMW MPAKTHUKE.

HNuTepnperanus pe3yiabtatoB. OrpeneneHue CTEpKOOWIMHA B Kaie
1€JeCO00pa3HO TOJIBKO TMPU MCUE3HOBEHUM WM YMEHBIICHUH XapaKTEepPHOU
KOPUYHEBOU OKPACKU UCIIPAKHEHUM.

Omcymcmeue unu pe3koe ymeHbUieHUEe KOIUYECH8a CMEPKOOUIUHA 8
Kaie (axXOJIMYHBIA KaJl) Yallle BCETr0 CBHUIETEIBCTBYET 00 OOTypamuu OOIIero
KEJIYHOTIO MPOTOKA KAMHEM, CHABJICHUM €ro OIMYXOJbI0 WIH PE3KOM CHHUKEHUU
GbyHKIUY TIe4eHu (HarpyuMep Mpyu OCTPOM BUPYCHOM Te€aTUTE).

Yeenuuenue konuuecmea cmeprxodununa 6 Kane BO3HHUKAET TMPU
MAaCCHBHOM T'€MOJIM3€ IPUTPOLMTOB (FEMOJUTHYECKAS HKEJITyXa) WIH yCHICHHOM
KEITUYCOTHACICHUH.

Buviasnenue 6 kane B3pOCIIOrO YEIOBEKA HEUZMEHEHHO020 Ounupyouna
yKa3blBaeT Ha HapyLIEHHUE Ipoliecca BOCCTAHOBJICHUs OMIIMPYOUHA B KUILIEYHUKE
nojx JedUcTBUEM MUKpOOHOM ¢uopsl. Hambonee dvacTbiMM OPUYMHAMH 3TOTO
HApYIIEHUS SBJISTFOTCS:

1) monaBieHue KU3HEACITENBHOCTH OaKTEPUIl KUIIEYHUKA MO/ BIUSHUEM
OOJBIINX /103 AaHTUOMOTHUKOB (INCOAKTEPHO3 KUIICUYHUKA)

2) pe3Koe yCUJIEHUE NMePUCTAIBTUKY KUIIIEUHUKA.

NuTepnperanusi pe3yabTaToOB M0 UCCAEJOBAHUIO KeTYHBIX IUTMEHTOB
npu JuddepeHunAIbHON TUATHOCTHKE KeJITYyX

OneHka HapyleHUH MUTMEHTHOrO OOMEHa HEpPEKO HMMEET pellarouiee
3HaueHHe B JAU(PepeHIMaNbHON TUArHOCTUKE JKEJITyX (IapeHXUMaTO3HOM,
MEXaHUYECKON U TeMOJIUTUYECKOM ).

IapenxumaTo3Has (MeYEeHOYHAN) KEJITYXa BO3HUKAET MPHU MOPAKEHUU
NeYEHOYHON MapEeHXUMBI Y OOJIbHBIX TeMaTUTaMH, [UPPO30M, PAKOM U JIPYTUMHU
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3a00eBaHUSAMU TIeUYeHH. [Ipu 3TOM MPOWCXOAUT HAPYIIECHHWE paHEe OMUCAHHBIX
YEeTBIPEX MPOIECCOB, MPOTEKAIOMUX B renaroruTax (puc. 14. cxemsr 3,4).
Hapymenue 3axBata cBoOogHOTO OMIupyOuHa neyeHouHor kieTkoi (I) u
CBSI3BIBAHMS €T0 C TIIIOKYpOHOBOM kucioToil (II) BemeT K yBEIMYEHUIO B Mia3Me
KPOBU €60000H020 (Henpamozo) oOunupyouna (bu). Hapyumienue BwiaeneHus
OMMPYOUH-TIIIOKYpOHUa (TIpsSMOro OunupyOWHA) M3 TEUYEHOYHOW KIIETKH B
YKETYHBIE KalWUIPhI, 00yCIOBJICHHOE BOCIAJIEHUEM, ACCTPYKIIUEH, HEKPO3aMH U
CHMKEHUEM IPOHUIIAEMOCTH MEMOpaH renaTrolUTOB, MPUBOJUT K PErypruTainuu
KEeT4u OOpaTHO B CHHYCOUIBI M B OOMIMUIA KPOBOTOK M, COOTBETCTBEHHO, K
YBEIIMUYEHUIO COJICPKAHUS B KPOBH C8A3AHHO20 (npamozo) ouaupyouna (bm).
Haxonern, HapyiieHwe (QyHKIMH TeMaTOLUTOB COMPOBOXKIACTCS TaKXKe
yTpaTol CIOCOOHOCTH TIEUEHOYHOW KIIETKH 3aXBaThlBaTh M METa0OJM3HPOBATH
BCOCABIIMICS B KHIICUHUKE Me300ununozen (ypooununozen), KOTOPHIA B
OOJIBIIIMX KOJMYECTBaX IMOMaJaeT B OOIIMI KPOBOTOK MU BBIACIACTCS C MOYOM B

Bujie ypooununa (puc.14).

Puc.21. IsmeHenue oOMeHa
KETYHBIX TMTMEHTOB TIPH

[IAPEHXUMATO3HOM KEIITyXeE.
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Takum oOpa3om, Mmpu MHapeHXUMATO3HOHM »xenTyxe (puc. 21) B KpoBu
YBEIMYEHO COJEpPXKAHUE KAK C80000H020 (HenpamMo20), TaK W CEA3ZAHHOZ20
(npamozo) ounupyoéouna. llocnennuil, SIBISSICH XOPOIIO PAacTBOPUMBIM B BOJIE
COCIMHEHUEM, JIETKO TMPOXOJUT TMOYEUHBbIM Oapbep W TMOSABISETCS B MOUE,
oOycliaBnuBas €€ TEMHYK OKpacKy («IBET TEMHOIO IuBa»). B moue Takxe B
OOJBIINX KOJMYECTBAX MPHUCYTCTBYET ypoounun (IpOU3BOJHOE ypOOUIUHOEHA,
MOTIABILIETO B 001U KPOBOTOK). B Kane conepkanue cmepkoodununa MOXeT ObITh
HECKOJIBKO YMEHBILIEHO B CBSI3U C HAPYILIEHUEM BBIJICIICHUS FeNaTOUUTaMH JKEIUH.

Mexanunyeckasi (00TypanuoHHas1, MOANEYEHOYHAS) KeJTyXa (puc. 22)
pa3BUBaeTCA NMpHU OOTypallMd BHEMEUYCHOUHBIX >KEITUEBBIBOIALINX MyTeH KaMHEM
WIM CHAaBICHUH OOILIEr0 JKETYHOIO IIPOTOKA ONYyXOJbl0 (paK TOJIOBKU
MOJDKEITYA0YHON JKeNe3bl, MeTacTa3bl paka B JHUM(ATUYECKUE Y3JIbI BOPOT
nedyeHn). B pesynbrare 3TOro OJIOKUPYETCS BBIACICHUE KEJIYU B KUIIEYHUK H,
COOTBETCTBEHHO, HE  o00Opa3yeTcs  ypooununozen  (Me300ununozen W

CMEPKOOUIUHOZEH).

8 =
ﬁbﬂapuw
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K. poBek:

EMNMPYOMH [canAa}

MK COAEN a3
oSWET ¥amHHOnD
nporoKa

Puc. 22. I3meHeHnne oOMeHa KeTUYHBIX MUTMEHTOB TIPH MEXaHUYECKOU
(oOTyparmoHHO) KeNTyXe.

o1



[Tpu remouTH4YeCcKOI (HagNe4EHOUHOI) KeaTyXe (puc. 23) MPOUCKXOIUT
obpasoBanue B kieTkax POC U30BITOYHOTO KOTMYECTBA CBOOOIHOTO (HEPSMOTO)
OmMpyOrHa, KOTOPHIA HE YCIIEBAeT MOJHOCThIO META0O0JU3UPOBATHCS B IIEUECHHU,
XOT (PYHKIMSI TEMaToOIMTOB HE HapyllieHa, U OHM pPabOTAalOT C MOBBIIICHHON
Harpy3koil. B pe3ynbrare B KPOBH YBEIMYMBAECTCS COJIECPKAHUE CBOOOOHO20
(nenpamozo) Ounupydéuna, KOTOPHIM HE MPOXOIUT IOYEHYHBIM Oapbep U HE
nonaaaer B Mouy. [IoCKOJIBKY KOJIMYECTBO C8A3AHHO20 (npAamozo) ounupyoduna,
BBIJICIISICMOTO TICUCHBIO B KHUIICYHHK (M, COOTBETCTBCHHO, CHIEPKOOUIUHO2EHA)
TaK)K€ CYLIECTBEHHO YBEJIMYMBAETCS, B MOYE 3HAYUTEJIBHO IOBBIIIEH YpPOBEHb
cmepkooununozena (ypobdununa), TOMATAOIETO B OOMIMH KPOBOTOK dYepes
reMOpPOUIaJIbHBIE BEHBI.

33!
Vo p= &y
# & EneTew PSC

EwnmpyfinH {ceod.}

SPHTROUMTE

Evnmpyting (ceof)

¥poSMIMHOrEH
{ reesfiMmHoraH}

Puc.23. VI3menenue oOMeHa KeIUHbIX TUTMEHTOB MPU T€MOJIUTUYECKOM
KeINTyxe.
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Kenmyxa nosoposcoennvix (pusuonozuueckas ncenmyxa). OHa BOZHUKAET
y 86% HOBOpPOXKACHHBIX B TMEPBYI HeAento Imocie poxaeHus. Kenrtyxa
HOBOPOXK/ICHHBIX TMPOSBISIETCS B TOBBIIIEHUM KOHILEHTpPAlMd CBOOOJIHOTO
ounupyouna B kpoBu. Ee mosiBneHue oOyCIIOBICHO Te€M, YTO Ha 3TOM 3Tare
MOCTHATAJIBHOTO PAa3BUTUSl B MEUYEHH peOEHKA OYeHb HMHTEHCUBHO MPOUCXOJSAT
poliecchl 00€3BPEKUBAHUS CTEPOUTHBIX TOPMOHOB, CYTh KOTOPBIX CBOAMUTCS K MX
KoHbloraruu ¢ Y JI®-raoKypoHOBOU KUCIOTOM. B pesynbrare 3TOrO, B I€YeHu
BO3HHMKAIOT KOHKYPEHTHbIE B3aMMOOTHOILICHUS MEXKIY CTEpOUAaMH U CBOOOAHBIM
omwmpyounoM 3a Y] D-TaioKypoOHOBYIO KHCJIOTY, Kak  oOmui cyOctpar

KOHBIOT'allhH.

B HOpMe mporiecc KOHBIOTAllMM CTEPOMIHBIX TOPMOHOB B TMEUYEHHU Yy JIETEH
3aKaHYMBAETCA K 5 THIO )KM3HU. B 3TO BpeMsi MOBBIIIAETCS CKOPOCTh KOHBIOTalluN
OowmmpyOuHa u Kk 11 OHIO mocie poXKIEHHUs KENATyXa MOJHOCThIO ucyesaer. Y
HEJIOHOUIEHHBIX JETeH ee MPOJ0IKUTEIbHOCTh MOXKET BO3pacTarh U JOCTUraTh 1 —

1,5 mecsiies.

OcHoBHbIE JTaOOpaTOpHBIC MPU3HAKU MMAPEHXUMATO3HON, MEXaHUYECKON U

reMOJIMTHYECKOH JKENTYX MPEACTABIIEHBI B Ta0IULIE 2.

Tabnuna 2. I3mMeHeHne mokaszaresei JKeTYHbIX TUTMEHTOB B KPOBH, MOYE U

KaJIC IIPpH PA3JIMYHBIX THUIIAX KEITYX

TabopaTopHbie NPH3HAKN Bugbi xenyx

MapeHXHMaTOIHAR MexaHmueckan [eMONHTHYECKaR
BurmipyGit B Kpoam TipAMOH W HENAMON NOBLILEHG! | TDAAOH MDBHILLEH HEnpAMoi NoBhILLEH
BUNMpyGi B MOYE Hmeetca Wmeetca OreyTereyer
YpobunaH B mMoue MmeeTcA (wesodMnuHoreH) OreyTerayer WneeTca (cTepkobunHoreH)
CrepoGuniH B kane MMEETCA, HO MOKET BbiTh cHikeH | OTCyYTCTBYET WneeTca

Cnegyer UMeTh B BHUJY, UYTO HEPEAKO B KIMHUYECKOM MpPAKTHUKE XapaKTep

HapylIEHUHA NUIMEHTHOTO OOMEHa MOXKET CYLIECTBEHHO OTIMYaThCsl OT
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MPUBEJCHHBIX BBINIE CTAHAAPTHHIX JTAOOPATOPHBIX KPUTEPUEB PA3TUYHBIX BHUJIOB
KENTYX.

Tak, pu TsKEJIOM MOPAKEHUU MMAPEHXUMbI IEYEHU, OCOOEHHO B COUETAHUU C
BBIPQXEHHBIM ~ XOJIECTA30M, PE3KO YMEHBIIAeTCAd BBIIEICHHE CBS3aHHOTO
(npsimoro) OunupyOWMHA B KHIIEYHUK M, COOTBETCTBEHHO, OOpa3oBaHUE
MeTa00IuTOB OUMMpyOrHa (Me300MIMHOTEeHa, CTEPKOOMIMHOTEHA). ITO MPUBOJIUAT
K 3HAQUUTEIHLHOMY YMEHBIICHHUIO COJAEP)KaHUS CTEPKOOUIMHA B Kajie (aXOJIUYHBIN
KaJl) ¥ ypoOMJIMHA B MOY€, YTO, HAPAJY C PE3KUM BO3paCTaHUEM B KPOBU YpPOBHS
CBSI3aHHOTO OMJIMPYOMHA, MOXKET HAallOMHHATh HapYLICHHUs] MUTMEHTHOTO OOMEHa,
XapaKTEPHBIC TSI MEXaHUYECKON KENTYXH.

Takass cuTyanus HEpeIKO BO3HHMKAET MPH OCTPOM BHPYCHOM TeMaTUTE
(Oone3nn boTkuHa) u JOpyrux 3a0osieBaHUSAX. XapaKTEpHO, UYTO, IO Mepe
BOCCTAaHOBJICHUS (DYHKIMM MEYEHH M KyNUPOBAHUS XOJIECTa3a, B MOYE Yy TaKHX
OOJIbHBIX TIOSIBJIIETCS ypOOWJIWH, a B Kajge — cTepkoOmiauH. COOTBETCTBEHHO
BBIPABHUBAIOTCS TIOKA3aTEU CBA3AHHOTO M HECBSI3AHHOTO OMIMPYOMHA B KPOBH.

Hepenko, mpu OTHOCHUTENBHO AJIUTEILHOM TEYCHHH 3a00JIeBaHUM,
COTPOBOXKAAIOMIMXCS 3aKYITOPKON KEITYHOTO MPOTOKA U PAa3BUTHEM MEXAHUUYECKOU
KENTyXu (KETUYHOKAMEHHasi OOJe3Hb, paK TOJIOBKU TMOKETYTOYHON Kele3bl),
BTOPHYHO IOpAKAaeTCSd TAapeHXWMa II€UYCHH, YTO NPHUBOJUT K YaCTUIHOMY
HApYIIEHUIO 3aXBaThIBaHWS W CBS3BIBAHUS HEMPAMOro OwimpyOmHa U K
TIOBBIIIICHHUIO €T0 COJIEP’KaHUs B CHIBOPOTKE KpoBH. OTHOBPEMEHHO U3MEHSIOTCS U
JIpyrue J1abopaTopHbIe TOKa3aTelid, CBOWCTBEHHBIE TIOPAXKEHHUIO MMAPEHXUMBI
MIEYECHHU.

OcoObiMH BapuWaHTaMU HaApPYIICHHUS MHUTMEHTHOTO OOMEHa SBISIOTCS TaK
Ha3bIBa€Mble  (DYHKUUOHAIbHBIE  2unepounIuUpyoOuHemuu (nuemenmmuole
2enamo3vl) — DH3UMOIIATUH, CBS3aHHBIC C HACJICICTBCHHBIMH HAPYIICHUSMHU
oOMmeHa OunupyOWHa, TPOSIBISIONIMECS XPOHUYECKOW WIM TepeMeKaromieics
KENTYX0M 0€3 BBIPAKEHHOTO TMEPBUYHOTO M3MEHEHHS CTPYKTYpPhl U (yHKIUU
neyeHu, 0e3 sIBHBIX MPU3HAKOB reMoJIn3a U xosiecTaza. K HuM oTHOCHT:

ecunapom Kpurnepa-Haiisipa 1 1 2 Tunos;
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ecunapom Kunpoepa;
eCHUHAPOM MeleHrpaxra;
ecuHipoM [[yOuna-/[xoHCOHa;

ecuHipoM Portopa;

I1nazma kposH
Komnnexc: baaupyounn + Alb

(1)

IMornomenne boaesns Kuanbdepa

Ileuenounnid OHIHPYOHH

AKenryxa HOBOPOKAECHHDBIX
ToxkcHIecKan KeJaTyXxa

(2) KoHBIOr AL Sl .
Cuanapom Kpuraepa-Hasisipa

buiupy0una rinoKypoHHabI

(3) Cexpenusn Cunapom Jlyonna-/Ixxoncona
€ TOKOM KeJIUH PoTopa canapom

B xke;faHOM mpoTOKE:
buinpy0una rimoxKypoHuabI

Cxema 6. I'eneTnueckue HapyllieHHs, 00YCIOBJICHHbIC JepeKTaMu OEIKOB U
dbepMeHTOB, 00€CIeYnBAIOUINX MOTJIOIMIEHNE HENPSMOro OHIMpyOMHA KIETKaMu
Kyndepa (1); koubtoranuio Owminpyouna Y Id-rimokypoHoBoil kuciaoroit (2) u

CEKPEIHIO MPSMOTO OMIMpYyOHHA B *KEITIHBINA TPOTOK (3).
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Hapymienne oOmMeHa JKETYHBIX TUTMEHTOB Tpu  (DYHKIIMOHAIBHBIX
TUNepOMINPyOHHEMUSIX 00yCIIOBJICHO Ir€HETUYECKUMU nepexraMu
(hepMEeHTaTUBHBIX M OCJIKOBBIX CHCTEM (cXema 6), 00ecreuynBarouX:

o KOHBIOTAUK OuaupyonHa Y/ [®-TiOKypOHOBOM  KHUCIOTOM —
cHUKEHa (cunopomwsl Meiinenzpaxma, /Kunvbepa) i OTCyTCTBYET aKTUBHOCTD
Y Id-rmokypouuntpanchepassl (cunopom Kpuznepa-Haiispa),

° 3aXBaT CBOOOJHOr0 OWJIHMPYOMHA M3 KPOBOTOKa (HEAOCTATOYHOCTH
crienuUUecKoil TPAHCIIOKA3bl), €ro TPaHcmopT (nepumut Y- U Z-IpOTEUHOB-
AUTaHaoB (epMeHTa TIIyTaTHOH-S-TpaHcdepasbl, OTBEYAIOIIMX 3a TEPEeHOC
OwmpyOMHa K MHKpPOCOMaM) M KOHBIOraumw (HemocTatoyHocTh Y J[D-
TIIIOKypoHUITpancdepasbl) — cunopom Kunvoepa,

o CeKpPelHUI0 CBA3AHHOI0 OWJMPYOMHA B JKEIYHBIE IIPOTOKH —
HecocTosATeNbHOCTh AT®d-3aBUCMMOIl TPAaHCHOPTHOW CHUCTEMBI T'E€MATOLUTOB
(cunopom /lyouna-/[nconcona, Pomopa);

o 3aXBaT M CEKPelHI0 CBA3aHHOTO0 Onmupyouna (curnopom Pomopa);

Hapymienue norsomienus cBOOOJHOTO OMIMPYOMHA W/WIIA €70 KOHBIOTAINH
OPOSIBISIETCS]  KJIMHUYECKMMU  CUMIITOMaMH,  HAllOMUHAIOIIMMHU  KapTUHY
TeMOJMTHYECKON KENTyXH, a HapylIeHWEe CEKPelWH CBSI3aHHOTO OMIMpYyOMHA 1O
KJIMHAYECKUM CUMIITOMaM HAallOMUHAET KapTUHY OOTypaluy KETYHBIX MPOTOKOB.

Kpome Toro, k pyHKIMOHAIBHBIM TUNEPOUTUPYOMHEMHUSIM TAKKE OTHOCHT:

ecuHipoM JIrocu-/puckomn;

eCHUHJIpOM AareHeca;

ecuHipoM baiinepa;

®[IEPBUYHYIO TUIEPOUITUPYONHEMHUIO.

Cunapom Jlwocu-/Jpuckons — peakuil BapuaHT  HACIEICTBEHHOM
runepOunupyoOnHeMrur, MaHU(ECTUPYIOIIUICS B TEPBbIC JTHU XKU3HHU Yy JIETEH,
HaxOJAIUXCS Ha TPYIHOM BCKapMJIMBaHWH. Pa3BHBaeTCS  BhIpaKEHHAs
runepOunupyOrnHeMus, BO3MOXKHa OminnpyOuHoBas sHiedanonarus. Hapymenue

KOHBIOTAllMM  OWnupyOMHAa OOYCJIOBJIEHO HAaIMYMEM B MOJIOKE MaTepu
56



unzubumopa  Y/[@®-2nwokyponunmpancghepaspl,  103TOMYy  MOpEeKpalleHUE
TPYAHOTO BCKapMIJIMBAHUSI IPUBOJUT K BBI3ZOPOBIICHUIO.

Cunapom AareHeca (HOPBEXKCKHMI XoJiecTa3) — HApyIIEHHE MUTMEHTHOTO
oOMeHa BCIIEACTBUE CUNONAA3UU TUMPAMUUECKUX COCYO08 NeueHu Y PA3BUTUSA
xXonecmasa. Manudecranus (nepemeskaroniasics KENTyxa, KOTOpas
conpoBoXkaaercss  aeduuuToM  BUTaMuHa E;  M3-32  HEro - BO3HHUKAIOT
nereneparuBabie u3MeHeHUs: [[THC) 0Ob14HO HacTymaeT B HEOHATaIbHOM IEPUOJIE
C BO3MOXHBIMH PELUIUBAMU Y B3POCIIBIX.

Cunapom baiinepa (3/10KkaueCTBEHHBII CEMEHHBIN XoOJiecTa3) — KpaillHe
peAKuil BapUaHT TEHETUYECKHM OOYCIOBJICHHON TUNEepOUIMpyOMHEMUN U3-3a
BBIPDAKEHHOTO  HEpUnOpmanvhHozo  Quoposa, npoaugepayuu  dHcea4HbIX
npomokoeé n xonecmaza. 3aboneBaHue Pa3BUBACTCS Ha IMEPBOMl Hejaene KU3HU
pebeHKa M MPOTEKaeT C TsHKEJIOU kKenTyxou (mpsmMoi ommnpyouH B kpoBu 10 300
MKMOJIB/JT), TeNaTo- U cryieHoMmeranuei. [Iporunos HebiaronpusiTHLIN.

IlepBuuHasi runepOuIMpyOuHeMHsi — O4YeHb peakoe 3a0oJieBaHUE,
CBA3aHHOE C U30BITOYHBIM O0Opa3oBaHUEM OWIMPyOMHA B KOCTHOM MO3Te
BCJIEZICTBUE MIPEXKIEBPEMEHHOTO paspyuieHus B HEM HE3peJIbIX
IPEAIIECTBEHHUKOB  3pUTPOLUTOB  (Hedppekmuenwiii  spumponoss). B
nepupepruueckol KpOBH pa3pylIeHUE SPUTPOLIMTOB TMPOUCXOAUT C OOBIYHOM

CKOPOCTBIO.
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TECTHI JIJ1 TTIPOBEPKU YCBOEHUA
NHOOPMAIIMOHHOI'O MATEPHAIJIA
1.Ykaxute 0eJ0K, KOTOPBIA HE OTHOCUTCS K KJIACCy FeMONPOTENHOB:
A. Muornooun
B. Tpancdeppun
C. I'emornobun
D. [loTonopdupuu

E. Karamnaza

2. llpuHaANIEKHOCTh K KJIacCy OEITKOB «T€MOTPOTEHUHBD) OMPEACIACTCS HATHIUEM
B CTPYKTYpE MOJIEKYJIbI OerKa:

A.Tema

B. ITupposibHBIX KOJIell

C. IIporonopdupuna I X

D. Anbda-moaunenTuIHbIX Henei

E. Bera-momunenTuaHbIX 1enen

3. 'emompoTenH, y4acTBYIONIMH B 00pa30BaHUM KHCIOPOJA U BOJBI U3 TICPCKUCH
BOJIOPOJIa, UMEET Ha3BaHHUE:

A. Muornoboun

B. Tpancheppun

C. 'emornobun

D. [Iporonopdupux

E. Karanasza

4 KoHIeHTpalKsi FTeMOTJIOONHA B SPUTPOLIUTAX KPOBU 3aBUCHUT OT
00€CTIeYeHHOCTH OpraHu3Ma BUTAMHUHAMU:
A.BI12
B. B9
C. B6
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D.C

E. Bce ykazaHble B riepedHe

5.bonpHasg 35 ner moctynuia B KIMHUKY C KEJITYIIHOCTBIO KOXU M ckiep. [Ipu
Ja00paToOpHOM O00CJEeIOBaHUM B KpPOBHU HaijeHo: oOmmil Omnupyoun — 99,5
MKMOJIB/J, CBOOOJHBIN OmmnpyouH — 60,4 mxmonw/i, AIAT — 3,6 mMmonb/4'1,
TuMoJioBas mpoba — 20 ex. B moue oOHapyxeH Ounupyoun. [IpennonoxurensHbii

JTUarHo3 OOJILHOIM:

A. ['eMonuTHUeCcKas xenryxa
B. DU3HOIOTNYECKas JKEITyXa
C. NH}peKIMOHHBIN TemaTuT, OCIOXKHEHHBIN

O0OTypaIMOHHOM KENTYXOU
D. Kuposas unuibTpaius neueHu

E. Cernicuc

6.1lpu 1abopaTopHOM UCCIENOBAHMM Yy TMAalMEHTa B CBHIBOPOTKE KPOBU
oOHapykeHo: copeprkanue obmiero oummpyonHa — 180,2 MKMOJIB/J1, KOHIIEHTpAIUs
HEKOHBIOTUpPOBAHHOTO — 162,6 Mkmosp/n. AnMAT B mpenenax HOPMBL. ITO
HanOoJsIee XapaKTEepPHO JIJIS:

A. Cunapoma Xunboepa

B. Xponnueckoro renarturta C

C. 'eMOIMTUYECKOI KENTYXH, COMPOBOKAAIOIIEH

CEPIIOBHUIHO-KJIETOUYHYIO aHEMUIO

D. ®u3nonoruvyeckoi xKenTyxu

E. O0TypaiimoHHOM KeNTyXu.

7.B rpynmne nerei, KOTOpbie €M CIAJIKUI COYHBIA apOy3, y JBOUX MOSBUIUCH
MIPU3HAKN OTPABIICHUS: pe3Kasi clad0CTh, TOJIOBOKPYKEHHE, TOJIOBHASI 00JIb, PBO-
Ta, OJBIIIKA, TAXUKAPUS, CUHIOIIHOCTh T'y0, yilleld, KOHUMKOB nanblieB. Jlabopa-

TOPHBIM aHanmu3 apOy3a MmoKas3aj BEICOKOE cofepkaHue HUTpaToB. Kakoii Benymunii
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MEXaHU3M B ITATOI€HE3€ OTPABIICHUS TOIBKO Y ABYX J€TEn?
A. biokaga nuTOXpOMOKCUAA3bI
B. HegoctaTouyHOCTh CyNEpOKCUIIUCMYTa3bl
C. HemocraTounocts MeT-Hb-peaykrasbr
D. HenoctaTOYHOCTH TTyTaTUOH-TIEPOKCH1a3bl

E. HengoctaTouHocTh KaTajas3bl

8.B npuemMHoe otaenenue qocTaBieH pedeHok 1,5 JeT ¢ mpu3HakaMu OTpaBiIeHUs
HUTPATaMU: CTOWKHM I[IMAHO3, OJBIINIKA, cygoporu. Kakoil matoreHeThdeckuii
MEXaHU3M JICKHUT B OCHOBE dTUX CUMIITOMOB?

A. OGpa3zoBanue MeTreMorjioOonHa

B. O6pazoBanue okcureMorioonHa

C. O6pazoBanue kapobremorioOuHa

D. O6pa3zoBanue kapOOKCUTEMOTIIOONHA

E. O6pa3oBanue peaynpoBaHHOTO TeMOTI00NHA

9. 52-n1eTHIOI MALMEHTKY Ha MPOTSHKEHUU IMOCIETHUX HECKOJIbKUX THEH Oecro-
KOSIT MPUCTYIBI OOJIM B PAaBOM NoApedepbe Mocie nIpueMa KUpHoW nuiu. Busy-
aJIbHO OIPENIEISIETCS MOKENTEHUE CKIIEP U KOXKH, aXOJIMYECKUH KaJl, Moya "1BeTra
nuBa” [lpucyTcTBHE Kakoro BeIIeCTBa B MOYE MALMEHTKA OOYCIOBUJIO TEMHBIN
[[BET MOYH NpU OOTYpPaLMOHHOM KenTyxe?

A. KeToHOBBIX TEI

B. I'moxo3s1

C. CrepkoOunuHa

D. Ypobununa

E. bunupyOuHTIIIOKYpOHUI0B

10.Y GonbHOrO OTMEUYaeTcs MOBBIIIEHHAS YyBCTBUTEIBHOCTh KOXKU K COTHEYHOMY
cBeTy. Ero Moda npu AJIMTENBHOM CTOSSHUM NMPUOOPETAET TEMHO-KPACHBIN LIBET.

Kakas nanbosnee BeposiTHas MpUYMHA 3TOTO COCTOSHUS?

60



A. Topdupus

B. Ankanronypus
C. Anp6uHu3M

D. [Tennarpa

E. 'emonutnyeckas xenryxa

11.Tlocne pemoHTa aBTOMOOWIISI B TapakKHOM IOMEIIEHUN BOJUTENb MOCTYIHI B
OOJIbHMILY C CUMIITOMaMH OTPABJICHUS BBIXJIONMHbIMU razamu. CopeprkaHue Kakoro
BEILECTBA B KPOBU OyI€T MOBBIIIEHO?

A. Kap6ockuremornoOux

B. Kap6remorno6ux

C. I'nmuko3unnpoBaHHBINA T€MOTTIOONH

D. Okcuremornooux

E. Merremoriooun

12.YnoTtpebneHre manueHTOM B TEUEHUE JUIMTEIBHOTO BPEMEHM 3arpsi3HEHHBIX
oBowIeH M (PYKTOB MPHUBEIO K OTpPaBICHUIO HUTpatamu. Kakoe mpou3BogHOE
remMoryioonHa o0pa3zoBajioch B KPOBH JaHHOI'O OOJIBHOTO?

A.Hb CN

B. Hb-OH

C.Hb O,

D. Hb CO

E. Hb NHCOOH

13.YV 0GosbHOTO, CTPAAAroOMIET0 BPOXKIECHHON 3PUTPONOITUYECKON MOpQupueH,
OTMEYEHA CBETOYYBCTBUTEIBHOCTh KOXH. HakoIUIeHHMEM Kakoro COEAUHEHUS B
KJIETKaX KOXH 3TO 00YyCJIOBIEHO?

A.Tem

B. Yponopdupunoren |

C. Yponopdupunores |
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D. IlpoTonopdupun

E. Konponopdupunoresn |1

14 Tlpu wuccnenoBaHUU TEPBUYHOM CTPYKTYphl TJ00MHA OOHapykeHa 3ameHa
I'ny(6) na Ban(6) B 6eta-niensix ¢ N-konma. J[y1g kakoil HacleICTBEHHOW IMaToJIo-
THH 3TO XapaKTepHO?

A. Tanaccemus

B. bone3np Munkosckoro-Illoddapa

C. CepnoBUIHOKIJIETOUHAS] AHEMUS

D. I'emornoOuHo3

E. ®aBusm

15.bonpHoit 20-TH JeT JKalyeTcs Ha OOI[yr c¢J1a00oCTh, TOJOBOKPYKECHUE,
ObIcTpyI0 yTOMIsieMocTh. B kpoBu: Hb — 80 r/m. MukpocKOmWYeCKUi aHaju3:

SPUTPOLUTHI U3MEHEHHOH (opMbl. [IpHunHOI 3TOTO COCTOSHUS MOKET OBITH:

A CepnoBHIHOKJIETOYHASI aHEMUS

B. OcTpas nepemesxaromiasicss nophupus
C. bone3ns Amnucona

D. [lepenxumaTo3Hast )KenTyxa

E. OOTtypannoHHas XenaTyxa

16.Y manmenTa, oOpaTUBIIETOCS K Bpady, HAOTIOJAETCS KENTas OKpacka KOXKH,
MOYa TEeMHasi, KaJl TEMHO-)XEJITOTO IBeTa. [loBBIllIeHWE KOHIIEHTPAIMU KaKOTO

BelllecTBa Oy1eT HaOI0AaThCS B CHIBOPOTKE KPOBHU?

A Me3zobunupyoun

B. KonbrorupoBanHbiii OMIMpyOrH
C. bunusepanx

D. CBoOoaHBIN OMMTHPYOUH

E. Bepnoriooun
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17.YenoBek OoiyieeT caxapHBIM TUAOETOM, YTO COMPOBOXKIACTCS THIEPTIUKEMHUCH
HaTOoIaK Oosiee 7,2 MMOJIB/JI. YPOBEHb KakoTo Oeika Ijia3Mbl KPOBH IMO3BOJISET
peTPOCHEKTUBHO (3a mpenpiaymue 4-8 Hemenab a0 oO0ciIenoBaHMs) OICHUTH

YPOBEHB TNIMKEMUU?

A. ['uko3uIMpoBaHHBIN reMOTI00UH
B. Lepynonnazmun

C. C-peakTuBHBIN OEIOK

D. dOubpUHOTEH

E. Anp0ymMuH

18.bonpHast 48-Mu JeT MOCTyNWwiIa B KIUHHKY C Xajgo0aMu Ha CaaboCTh,
pa3pakUTEIbHOCTh, HapymieHne cHa. OOBEKTUBHO: KOXa U CKJEPHI KEITOTO
1BeTa. B KpoBU MOBBIIIEHO cojiepKaHKue 001Iero OuaupyOuHa ¢ npeoodiagaHueM
npsimoro. Kai axonmuuubiii. Moua témHoro nBera. Kakas sxenryxa HaOrogaeTcs y
O0TBHOI?

A.  Cungpom Xunnoepa
Cunnpom Kpurnepa — Haiisipa
I'emonuTnueckas

[Tapenxumaro3Has

m o o w

Mexanuueckas

19.Matp obparunach K Bpady IO MOBOJY TOr0, YTO Yy peOeHKa S5-TH JIeT MOA
JCMCTBHEM COJIHEYHBIX Jy4dell Ha KOXK€ MOSBISIOTCA SPUTEMBI, BE3UKYJSpHas
CBIllb, KOXKHBIA 3yna. JlaGopaTopHble HccenoBaHUS OOHAPYKWIM yMEHbBIIICHUE
COJIEp)KaHUsl JKejle3a B ChIBOPOTKE KPOBM, YBEIMUYEHHE BBIACICHUS C MOYOM
yponopdupunorena 1. Haubosee BeposTHON HACIEICTBEHHOW MaTOJIOTHEH Y
peOeHKa SBIIIeTCS:

A.  Konpomnopdupus

B.  Oputponostuueckas noppupus

C. Ileuénounas nopdupus
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D.

E.

MerreMoriioOMHeMus

HNuTepmuttupyromas nophupus

20. V GosbHOTO 42-X JET MOSBUJIACH JKEITYIIHOCTh KOXH, CKIEP M CIU3UCTHIX

o0osouek. B mia3sme KpoBHW TMOBBIIIEH YPOBEHb 00IIEro OunupyOuHa, B Kajie

MOBBIIIEH CTEPKOOWIMH, & B MOYE — YpoOUsIMH yBennyeH. Kakoi BUJ KeNTyxXu y

001bHOTO?
A.  OOtyparuoHHas
B.  Xounecrarnueckas
C.  bonesns XKunnbepa
D. TI'emonuTuueckas
E. Ilapenxumaro3Has
21. Jlns  7nedeHHsl SKENTyX TOKa3aHO Ha3HaueHue OapOuTypaToB, KOTOpbIE

uHAynupyioT cuHTe3 YD — rmokyponuntpancdepassl. JleueOnniit apdext npu

ATOM 00YCJIOBJIEH 00pa30BaHUEM:

A. TIpoTtonopdunmrnaa

B. bunusepauna

C. I'ema

D. Henpsimoro ( HEKOHBIOTUPOBAHOTO ) OMIIMPYyOHHA

E. IIpsamoro ( KOHBIOTUPOBAHOTO ) OMIMPYyOHHA

22. 'Y OOnIBHOTO >KEITYXOM B KPOBHU TMOBBIIICHHOE COJIEp)KAaHUE MPSMOTO

OwMpyOMHA M KeIYHBIX KUCIOT. B Moue orcyrctByer crepkoOunuHoreH. [lpu

Kakou JKCJITYXC BO3MOKHO HAJIMYINUC ITUX HpI/ISHaKOB?

A. Ileuenounas

B. I'emonmTnueckas
C. Hagneuenounas
D. Ilapenxumaro3Has

E. Mexaunueckas
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23.bonpHOM MOCTYNWI B KJIMHUKY C Kaio0amMu Ha oOIryro ci1abocTh, HapyIIeHUE
cHa. Koxa wmmeer xE€nTeldi LBET. B KpOBHU: YBEIWUYEHO KOJIMYECTBO MPSIMOIO
OmpyOuHa, S>KEMYHBIX KHUCJIOT, Kaj axoJW4yHbId. JJI1 Kakoro COCTOSTHUS
XapaKTEPHbI 3T U3MEHEHUS?

A. Cunapom XKunnbepa

B. Xpouunueckuii XoneuucTuT

C. Mexanuyeckas xKenryxa

D. Hapnoueunas xxentyxa

E. 'eMonuTnyeckas xenryxa

24. 'Y OONBHOTO C KENTYXOW YCTAHOBJICHO: TOBBINICHHE B IIJIa3ME€ KPOBU
coJiepKaHus 001ero OmMpyonHa 3a cu€t HernpsiMoro (CBOOOJHOTO), B Kajie U B
MO4YE - BBICOKOE COJIEp)KaHHE CTEpKOOWIIMHA, YPOBEHb NPSMOro (CBSI3aHHOTO)
OmpyOuHa B 11a3Me KpOBHU B Tpezenax HOpMbl. O KaKOM BHJIE JKEITYXU MOKHO
IymMaThb?

A. Mexanunueckas

B. XKentyxa HOBOpOXKJI€HHBIX

C. bonesns XKunpbepa

D. [TapenxumaTo3Has

E. 'emogmTnueckas

25. Tlamment 33 roma, 6oneer 10 mer. Ilepuoamdecku obOpaimiaercs K Bpady ¢
’KajobaMu Ha OCTpble OOJIM B JKMBOTE, CYIOPOTH , HAPYIICHHWE 3pEHUSA. Y €ro
POJICTBEHHUKOB HAOIOAAIOTCSA MOAOOHBIE CHMNTOMBI. Moua KpacHOTO IIBETa .
['ocrirtanu3upoBaH ¢ JUArHO30M - OCTpas MepeMekarmascs Tophupus.
[TpuurHo¥ 3a001€BaHUs MOKET ObITh HApYIIEHUE OMOCHHTE3a TAKOTO BEUIECTRA!

A. TlpocTarmnanauHbl

B. Uncynuu

C. XKemuHbple KUCIOTHI
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D. Kosunaren

E. I'em

26. B 70-e roapl 20-r0 BeKa y4YE€HbIE YCTAHOBUJIM, YTO IPUYHUHA TAKEIIOMN JKENTYyXU

HOBOPOXACHHBIX SBJIICTCA HAPYHICHHUC CBA3bIBAHUSA 6I/IJ'II/Ip}76I/IHa B rériaTonuTax.

Kakoe BemecTBO UCIONIB3YETCs JJIs1 00pa30BaHUs KOHbIOTaTa OUIMpyorHa?

A. MoueBag KucJiota

B. Cepnas kucnora

C. YA®-rmrokypoHOBasi KUCIOTa

D. ITupoBuHOrpasHast KUCiIoTa

E. MoJiounas kuciora

27.Y HeNOHOIIEHHOT0 MJajeHIla Haomogaercs xenryxa. C HeJI0CTaTKOM Yy HEro

KaKoro ¢epMeHTa 3TO CBSI3aHO?

A. Kucnas docdaraza

B. Karanmasa

C. HAJI+ - nermnporenasa

D. lllenounas ¢ocdarasza

E. Y® — tpancriokypoHugaza

28.Y 6onpHOTO 20-TH JIET C KEJITYXOM YCTAaHOBJICHO: MOBHIIIIEHUE B TJIa3Me KPOBHU

collep kaHusi 001Iero OwmMpyOonHa 3a c4eT HempsiMoro (CBOOOTHOTO), B Kajie U

MOY€ — BBICOKOE COJIEp)KaHWE CTEPKOOUIIMHA, YPOBEHb MPSIMOTO (CBS3aHHOTO) B

11a3Me KpoBH B Mpeziesiax HopMbl. O KaKOM BHUJIE KENTYXE MOKHO MOlyMaTh?

A

mo o w

Mexannueckas
[TapenxumaTo3Has (Me4eHOYHas )
JKentyxa HOBOPOXKIEHHBIX
bonesns Kunsbepa

['emouTnueckasa
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29. Myxunnaa 53-x et oOpaTuics ¢ >kamob0amMu Ha OCTPYyIO OOJib B IMPaBOM

noapedepne. [Ipu ocMoTpe Bpad oOpaTui BHUMAHHE Ha TIOKEITEBIIUE CKIIEPHI.

JlaGopatopHble aHaMM3bl TOKa3ajdu TMOBBIMNIEHHYIO akTUBHOCTL AJIT wu

OTPHUIATENFHYIO PEAKIMI0 Ha CTEpKOOWIMH B Kaje. i kakoro 3a0oJjieBaHUS

XapaKTCPHbI TAKHEC CHUMITOMBI?

A

mo o w

XPpOHUYECKUM TaCTPUT
I'emomuTHueckas xenryxa
XPOHUYECKUM KOJIUT
I'ematur

JKenmuekamenHnas 00JI€3Hb

30.Ilpu nmedumure deppoxenarasbl B KPOBHU

COICPKAaHHUC:!

A. TIpotonopdupuna 1X

B. Konponopdupunorena

C. Yponopdupunorena |

D. Cykuunun-KoA

E. I'muuunaa

0O0JIBLHOTO YBCIIMYNBACTCA

31. lepumut BuTamrna B6 B opranu3me 4yenoBeka MPpUBOIUT K PA3BUTHIO aHEMUH,

MIOTOMY YTO:

A. CHMKaeTcst akTUBHOCTh TPaHCAaMHUHA3

B. CHuxaercsi CKOpOCTh IPUTPOIIOI3A

C. CHmxkaercst CeKperus SpUTPONOITHHA

D. CHmxaercss akTUBHOCTD ACJIbTA-aMHUHOJICBYJIMHATCUHTA3bI

E. YMeHbI1aeTcst KOHIIEHTpAIUs CyOCTpaTOB CUHTE3a TremMa

32. TlomoxuTenbHAs KadeCTBEHHAs pEaklus Ha ypOOWJIMH B MOYEe NaI[MeHTa

MOKET CBUICTEIILCTBOBATH O (00):
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A. Brixone B 0Omuil KpOBOTOK YpOOWJIMHOT€HA NpU MOPaXEHUU
MapeHXUMbI TICYCHU

B. YBenmnuenHoM 00pa3oBaHMM CTEPKOOWUIMHOTEHA (MPU  YCHJICHHOM
rE€MOJIN3€) B KUIIICYHUKE

C. 3akynopke >KeTYHbIX TPOTOKOB

D. Hapymienuu 3axBaTa HEKOHbIOTHPOBAHHOT'O OUIUPYOHHA TIEYEHBIO

E. Bo3moxHbl npuunHel A u B

33. Onpenenenue 6mmpyOrHa B MOYE TIPOBOIUTCS KaYECTBEHHBIMU PEAKITUSIMHU:
A. Po3uHa
B. T'otdpuna
C. Oyme
D. Kpurnepa

E. Ucnonw3ytor peakuuu A, B, C

34.B HOpME B CBIBOPOTKE KpoBH coaepxkutca 8,5-20,5 MKMoJb/I 00IIero
OwmpyOuHa, mpuYeM Ha JOJI0 CBOOOTHOTO («HEmpsIMOTO») OunmupyOnHa
NpUXoauTCcs OKojo 75% OunupyOuHa. Y OOJBHOTO COJEp)KaHHE TMPSIMOTO
ownpyOuna 12,5 MKMOJb/1, 00muid OunupyOuH B nipeaenax HopMbl. JKentyxa He
HaOmogaeTcs. Bpau mnpennonaraer pasButhe y OOJBHOTO HE3HAUUTENHHOTO
MOPAKEHUS:

A. Tlapenxumbl neueHn

B. Cucremsl 3axBaTa HEKOHBIOTUPOBAHHOTO OUIMPYOUHA

C. ®epMEeHTATUBHOM CHCTEMBI KOHBIOTAITAN

D. beslokCUHTE3UPYIOIIEN CHCTEMBI ITEYEHU

E. JIroOoro u3 npeainoxeHHbIX
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35. Hapymenue cekpenuu CBsI3aHHOTO OMJIMPYOMHA B JKEITYHBIE IPOTOKH,
0OyCIIOBJIEHHOE HECOCTOATENbHOCThI0O ATd-3aBUCUMON  TPaHCIOPTHOM
CUCTEMBI T'€NIaTOLIMTOB HOCUT Ha3BaHHUE:!

A. Cunnpom ly6una-/xoHcona

B. Cunapom XKunnoepa

C. Cunnpom Kpurnepa-Hatispa

D. Cunnpowm baiinepa

E. Cungpom Aareneca

36. HazoBuTe WHIEKC IUIa3Mbl KPOBH, COJCPKAHHWE KOTOPOTO YBEIMYHBACTCS
TJIaBHBIM 00pa30M IMPHU T€MOJUTHYECKON aHEMUH Y NAlUEHTA:

A. CBobOoanbIii OnnupyorH

B. KonbrorupoBaHHbiii OUIUpyorH

C. MoueBuHa

D. MoueBas kuciora

E. CB0oOOgHBIE aMUHOKUCIIOTEI

37. Y mamueHToB C OOTYpalMOHHOM KENTyXOoll B MOYe OTCYTCTBYET JaHHBIN
JKEJTYHBIA TUTMEHT:

A. KonbrorupoBaHHbIN OUIUPYOUH

B. I'mukoxoneBas kucinoTa

C. YpobunuHorex

D. MoueBas kucioTa

E. MoueBuHa

38. Mnaekcel OunnpyOrHa MI1a3Mbl KPOBHU 1O 3HAYEHUSM MOTYT OBITH aOCOIOTHO
UJICHTUYHBIMA B CJIy4ac IICUYCHOYHOHW W TMOANCUCHOYHOW skentyX. Jlis
mudpepeHInaTbHON TUarHOCTHKY THIA XKEITYXH C MOATBEKICHUEM TMOPaKECHUS
MapeHXUMbI TIEYEHU CIIETyeT MPOBECTU aHAIH3:

A. Onipenenenne coJiepKaHusi TII0KO3bI B IJIa3Me KPOBU

69



B. Onpenenenue akruBHocTH ATAT B CBIBOPOTKE KPOBU
C. Onpenenenre MOUEBOI KUCIOTHI B CBIBOPOTKE KPOBU
D. ConepxaHust IIIOKO3bI B MOYE

E. Onpenenenrue KETOHOBBIX TEJI B MOYE

39. CunHTe3 rTema peryjaupyercs 10 NPHUHIUIY OOpaTHOW cBs3u. BriGepute
UHTUOUTOP KIIOYEBOro (pepMeHTa CUHTE3a JAeNIbTa-aMUHOJIEBYIMHATCUHTA3bIL:

A. Konpornioppupun

B. [loppobununoren

C. Ilpotonopdupun X

D. Buramun C

E.Tem

40. Hapymenune obecriedeHus: KJIETOK mepu(epruyecKrX TKAHEH KHUCIOPOJOM 3a
cueT (PYHKUIMU OKCUTeMOTIIO0MHA MOXKET OBITh 00YCIIOBJICHO:

A.  DOddexrom bopa

[TpucyrcrBuem 2.3-nudocdornumepara

Huzkum pO, B kpoBu 1 BeicokuM pCO, KiIeTKe TKaH!

Bce nonoxxennst BepHbI

m o O W

JIro60e 13 NmoJI0’KeHUH HEBEPHO

41. BeibepuTe BEIIeCTBO, yU4aCTBYIOIIEE B CUHTE3€ MPOTONOphUpHHa:

A. Jletinuu
B. Ananun
C. IIponun
D. T'nctumgun
E. I'maoun

42. bunupyOuH o0pa3zyercs B OpraHu3Me 4esioBeKa u3:
A.  AnpOymuHa
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m o O W

[ mroxo03E6I
MoueBOM KHCIIOTEI
CrepkoOuIMHOTeHA

I'emorioOuHa

43. Ob6pazoBanue OWIMPyOHMHA U3 reMOIIOOMHa HaunHaeTcs B KieTkax POC npu

ydacTuu pepMeHra:

44,

A. T'eMokcHuTeHa3bl
B. I'empenykra3sbl
C. 'emuzomepasbl
D. 'emruaposassl

E. l'emaeruaporenassl

Breibepute  BepHOE  yTBEpXKACHHE,  Kacaloleecss  MpEeBpaIleHUs

JIEOKCUTEMOTJIOONHA B OKCUTEMOTJIOOUH B JIETKUX

A. Cesi3piBanue O, BbI3bIBaeT Bbinenenue H'

B. Onun Monb 1eoKCUreMorao0nHa MOXKET NPUCOCIUHUTD JIBa MOJIS
2,3- nudochornaunepara

C. pH xpoBu He BIUSET Ha CBA3BIBAHUE T'eMa C KUCIOPOI0M

D. Cs3piBaHr€E TEMOTIIOONHA C KHCIOPOJOM YCHIIMBAET CBS3HIBAHHE
rema c 2,3- nudocdorauieparom

E. Cs3piBaHKn€e TeMOTJI00MHA C KHUCJIOPOJIOM BBI3BIBACT BBIJCICHUE

Hs;PO,

45. TlophoOunmHOreH B MOYE JTa€T PO30BOE OKPAIIMBAHNE C PEAKTUBOM:
A. Oymie

B. benenukra

C. Hurponpyccunom HaTpus

D. Opnuxa

E. buypeToBbsiM
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46. OO6paszoBanue remorio6uHa C MPOUCXOIUT MyTEM TOYEUHOM 3aMEHBI
TIyTaMUHOBOM KUCTOTHI (6) ¢ N-KkoHITa B 6eTa-1ernsix Ha aMUHOKUCIIOTY:

A. N3oneinun

B. Ananun

C. ®enunananvx

D. JIuzun

E. Acniaparun

47. TlpucyrcTtBue OWIMpyOMHA AWTIIOKYPOHHIA B MOYE IMAIMEHTA MPHU
OTCYTCTBHUH B HEW YPOOMIMHOTEHA TTOATBEPKIALT:

A. T'eMOIIMTHIECKYIO KENTYXY

B. I'emaTorne/umonsapHyo )KeNTyXy

C. OOTypaIuoOHHYIO KEATYXY

D. [To3umuu A, B BepHbI

E. [To3zunmu B, C BepHBI

48. Ctpykrypa IIporonopdupuna IX dhopmupyeTcst mpu COETUHEHUHA YEThIPEX
NUPPOIBHBIX KOJEI] CelHalIbHbIM (PparMeHTOM:
A. T'uapokcuiIbHOM Tpynmnoin
B. Kap6okcunbHoii rpymmoit
C. ®ocdarHoii rpynmnoit
D. MeTuneHOBBIM MOCTUKOM

E. [IponnyieHOBBIM MOCTHKOM

49. YkaxuTte nmoxasareb Ma3Mbl KPOBHU, YBETUUEHUE KOTOPOTO HAOII0AaeTCsl IpU

6ose3nu XKunboepa:
A. YpobuimHoreH
B. CBoOoHEI OnmnpyOrH
C. XKemyHble KUCTOTHI

D. [Ipsmoit OunmupyOuH
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E. Bce ykazaHHble oKka3aTenu

50. BeiObeputre Ha3BaHHUE MATOJIOTHYECKOE COCTOSIHUE,

opu  KOTOPOM

HAOMIOaeTCsl  yBEJIMYEHHWE  KOHLEHTpalud  CBOOOAHOTO  OmimpyOuHa
IPEUMYIIECTBEHHO B IJIa3M€ KPOBU OOJIBHOIO:
A. BupycHblii renaTuT
B. CepnoBuaHo-Ki1€TOYHAS aHEMUS
C. Cungpom Portopa
D. Octpblii XOJEUUCTUT
E. Cunnpom Kpurnepa-Haiispa
BEPHBIE OTBETHI K TECTAM
Ne 1 2 3 4 5 6 7 8 9 10
TECTa
Bepnbiii B A E E C A C A E A
OTBCT
Ne 11 12 13 14 15 16 17 18 19 20
TECTa
Bepnbrit A A B C A D A E B D
OTBET
Ne 21 22 23 24 25 26 27 28 29 30
TECTa
Bepnsbiit E A C E E C E E E A
OTBET
Ne 31 32 33 34 35 36 37 38 39 40
TECTa
Bepnbiii D E E A A A C B E D
OTBCT
Ne 41 42 43 44 45 46 47 48 49 50
TECTa
Bepnbpiit E E A A D D C D B B
OTBET
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