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AKTYyanbHOCTb TEMBI

* 13y4nB aHepretTnyeckmm obmeH mbl byaem
MMETb NpeacTaBrieHne O B3aMMOCBA3N
kaTabonnama c aHabonnuamMmom, a TaKkke
Hay4YnMmcsd NPorHo3mpoBaTh BNUSHUE
BpeHbIX PaKTOpPOB Ha OPraHn3Mm:
MNOKCUN, UHTMONTOPOB U Pa3obLLNTENEN
TTKAHEBOIo AbIXaHUSA.



LIEJIb JIEKIIUU

* cdhopmMmpoBaTb npeacraBneHmne ob atanax
MeTabornnama n 3Ha4eHUn
9HepreTn4yeckoro oomeHa B
XN3HEeOesATenbHOCTN YenoBeka.



[UIAH JIEKLIUU

e 1. B3anmocBsa3b nnacTn4eckoro n

9HEepreTn4yeckoro oomeHa

» 2. OcHOBHbI€e 3Tanbl kKaTabonuama:

" MOPONUTUYECKUNA
"IpOMEXYTOUYHbIV
lnkn Kpebca

TkaHeBoe OblXaHue n OKUCINUTENBbHOE
doocopunmnpoBanmne. BnuaHne mMHrMdbuTopos u
pPa300LLMTENEN HA CKOPOCTb MpoLlecca.




B3SAUMOCBA3b OBMEHA
BELLUECTB N SHEPI'UM

OBOMeH BelLleCcTB BKIKYaeT:

e MOCTYNSIEHNE BELLECTB B OpraHn3m;

e MeTabonmMam nnum NPoOMeXXyTo4HbI OOMEH;
e BbleneHne KOHeYHbIX NPOoaYyKTOB OOMeHa



B3AUMOCBA3b
OBMEHA BEWWECTB U SQHEPI'MA

[IvumeBsie BeliecTRA
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O0GpaszoBaHue Cunres
KOHCTHEIX [TPOAYVKTOB @ CTPYKTYPHO-
(CO,, H O, mouerHnHa) QO YHKUHOHA TLHBIX

S | KOMIMOHEHTOB

MYHKUMOHA TLHAS HCTEN
® AKTHBHOCTH

OpranMiMa

BLIBsCiaCHnMe U3 Opranmd3Ma
KOHCTHEBIX [IPOAVKTOB



DHEPreTUYECKUK OOMEH

9TO COBOKYMHOCTb XMMUYECKUX peaKkLnmn
NOCTENEHHOIo pacnaga opraHU4yecknx
coeanHEHUX, CONPOBOXAAatoLLNXCA
BbICBOOOXOEHUEM 3HEPIUN, YAaCTb KOTOPOWU
pacxogyetca Ha cuHTe3 ATO.

AT® cTaHOBUTCA YHUBEPCATbHbLIM
MCTOYHWUKOM 3HEpruun ang
XN3HeOeAaATenbLHOCTN OpraHU3MoB.



LUKIT ATO-AQP
B mMakpoaprudeckmx casax ATO akkymynumpyertcs
9Heprus, Bblaenaemas B npowecce katabonusma.

OHeprua AT ncnonb3yeTcd B peakumax aHabonuama u
obecnevynBaeT pasninyHble BUabl padboTbl B OpraHn3me.
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Buinenexwue Wcnonb3soBaHue

3HEepPruu: SHepruu:
oKucneHwve OuocuHTe3 Monekyn,
yrnesonos, coKpauleHue Mbill,
" XUpOB, aKTMUBHbLIA TpaHCnopT,
6enkos NpoayKuusa Tenna
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OcHOBHBIC TAanbl KATA00JIM3MA

* 1-n 3tan -TMOPONUTUYECKUW Xorpy Mocaxapizs ber
* OGpa3oBaHMe MOHOMEPOB U3 1 2 3
nosiMmMmepoB
XHpHbIE  TTALEPHH MOHOCaXapuabl dAMUHOKUCNOTBI
KMCnoTH AN i 6 1 7
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 [lpeBpaweHne MOHOMEpPOB B
KnoueBble coeguHeHus - NMBK, LYK SUTHS-AA
Auetnn-KoA ™ KoASH
e 3-martan-UUKJ KPEBCA 10 C0,
 [MpeBpaweHue Auetun-KoA B LUTK Co,
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OkucnutenbHoe
AekapobokcunmpoBsaHue
nupyBaTa

* ONNCbIBAETCS CNeayLM CYMMapPHbIM
YPaBHEHUNEM :

CH,~C—~COOH + NAD" + HS-KoA + CH,—CO~SKoA + NADH + H' + CO,

I
0

[1upysar AueTia-KoA



[lnpyBaTOoernaporeHasHbIn
KoMnnekc

 MMupyBaToernaporeHasHbIU KOMMNIEKC
(MOK) coctouT n3 Tpex hepmMeHTOB:

* E, - nupyBaTaekapbokcunasy,
* E, - aurnpponunounTtpaHcaueTunasy,

o E3 — aurngponunoungerngporeHaasy.

C npoTtomMmepamm NpoYHO CBA3aHbl TPN KODEPMEHTA —
muamuHougocepam (TA®P), nunoeesasi kucrioma (J1K)
u gpnasuHadeHuHOuHykneomud (PA/L). KobepMeHTbI
HAD"u HS-KoA BKno4atoTCcsl B COCTaB KOMIMJ1eKCa TOMNbKO B
MOMEHT peaKuum.



CXEMA PABOTbI INAK
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JTanbl peakuunn:

| - E, - nupyBataekapbokcunasa katanvsnpyet
nekapbokcunpoBaHue nupyeata u nepeHoc C._-
doparmeHTa Ha TP c obpaszoBaHMEM r'MOPOKCUITUNA;

Il - E, - armaponunonnTpaHcaleTunasa katanusmnpyer
OKMCIeHWe MMapOKCUITUNBbHOW rpynnbl 1 nepeHoc C.-
dbparmeHTa Ha amug NIMNOeBON KNCNOTbI;

Il - aueTunnupoBaHHasa TpaHcaueTunasa
B3ammopencteyeT ¢ HS-KoA ¢ obpasoBaHuem
BOCCTAHOBIEHHOM POPMbI Nnnoammaa n auetun-KoA,;

IV - BOCCTaHOBNEHHaA dpopma TpaHcaueTunasbl
oervapupyertca gurngponunonngerngporeHasoun (E3),
coaepxallen FAD; V - FADH, B cocTaBe E, nerngpupyertcs
npu ydactum NAD+.



Cxema perynauum NAK

[ lupyBan

Aner-KoA

?[l

\.

1K
AKTHBHAS
(opma

'\

/

Anernw-KoA

@ 2)
AT AJLD
NADI

S

J
Kunaza 111K

HS-KoA
[ lupysar

»

*

A0 AL
(Gocdorasa /1K

IO, @Ca* H0

or
|

\.

[IK

bopwa

N\

HEAKTHRHAA

J




Perynauuna INAK

* Perynauua noHamm Ca’+ ocobeHHo
BaXXHa B Mblwuax. [loTeHumnan oencTeus
yBenMYmBaeT KoHLUeHTpauuo Ca’+ B
MUTOXOHAOPUSAX, YTO OQHOBPEMEHHO
MHIMOUPYET KMHAa3Yy U aKTUBUPYET
docdatasy; ato bbicTpo nepesoauT NOAK B
aKTUBHY 0edPOCHOPUINPOBAHHYIO

popmy.



Perynauuna INAK

B agunouuTtax nog BNUAHUEM
MHCYJIMHA YBENMNYNBAETCHA KOHLIEHTPaL NS
Ca’+ B MUTOXOHOPUSX, YTO aKTUBUPYET
dochaTtaly nupyBaTaerngporeHasHoro
KOMMJieKca 1 nepeBognT ero B aKkTUBHOE
0edocopunnmpoBaHHOE COCTOAHKE.

* B pesynkraTte co3garoTca ycnosua ans
npespaLlleHnin: nupysBarT - aueTun-KoA -
XUPHbIe KUCNOTbI - XXMPbl (OCHOBHAS
doopma 3anacaHua SHeprun B opraHn3me).



e HAOH,H" yxoauT B LUenb nepeHoca
AJIEKTPOHOB

 Auetun-KoA, obpasoBaBLUMICS B
peakuuu, katanunsmpyemou 'K, panee
BCTYNaeT B UUTPATHbLIN LUK (LUK
Kpebca, uukn TpukapO®oHOBbIX KUCIOT)

e JTOT METABONMNYECKNN MYTb COCTOUT U3 peakLnm,
B pe3yrbraTe KOTOpbIX yrnepod aueTunbHOU
rpynnbl OKUCNAETCA A0 ABYX Monekyn CO,, a
aTOMbl BOAOpoOaa OCBOOOXOalTCHA B peakLmUax
gerngpupoBaHna npu ydyactum NAD™ - n FAD-
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Oomas xap

AKTEPUCTUKA U 3HAYEHHUE

HuKaa TpukapoonoBbix kuciaor (I[TK)

BbICBOOOXOEHNE

BOCCTAHOBUTEIIbHbLIX 3SKBUBAJIIEHTOB

(HAD

HxH* n ®A[

H,), KOTOpble 3aTem OKWUCNATCA B

Hernn nepeHoca aJiekKTpoHOB 1 Aak0T 3HEPINKO Ha CUHTEI

ATO:

1HAOHxH" paét sHepruto ansa cuHtesa 3 monekyn AT
1CI>A,[I,H2 OaeT dHeprunto ansa cnHtesa 2 monekyn ATo

B UTK cuHTesmpyetrca 1 TO® — CTPYKTYpHbIM aHanor
ATO (IcybecTpaTHOE dhocdopunupoBaHme-peakums 5)

B 9TOM 3aknio4vaeTrcs aHepzemu4veckasi poJib LMKNa
Kpebca.



* O »Xn3HeHHOo BakHoW ponu LUITK rosoput
TOT 0AKT, YTO Y YenoBeKka He N3BECTHbI
reHeTn4yeckn obycnoBrieHHbIE N3BMEHEHUSA
doepmeHTOoB LITK; BEpOoATHO, Hann4mne
Taknx HapyLleHUN HeECOBMECTUMO C
HOpManbHbIM Pa3BUTUEM.



AHabonun4yeckasa ponb LITK

« UTK wurpaetr Takke BaxXHyH ponb B MpoLueccax
[MOKOHeoreHesa, nepeaMmmHNPOBaHUS,
O0e3aMUHUPOBAHMA  aMWUHOKUCIIOT, nunoreHesa. JOTU
MeTabonuyeckme nytn bepyT Hadano oT mMeTabonuToBs
LUTK. Hanpumep, ncxogHbim coeguHeHMEM B CUHTE3e
NOPPUPUHOB (rema) ABNAeTcs CyKUMHUN-KOA
(npomexyTodHbi  npoaykt LTK). Okcanoauetat wu
a-KeTtornyrtapar - npeaLecTBEHHNKM MHOIMX
aMMWHOKUCIOT.

« Takum obpasom, UTK nrpaet anabosiuvyeckyro posib.



Linkn Kpebca

2> karabonuyecxuil nyTe
> anabonuweckuil nyTh
> SHaNNepOTH-ECcKHA NyTs



MUTOXOHAPUAJIbHAS TIEIIb IIEPEHOCA 2JIEKTPOHOB -
OCHOBHAA CUCTEMA CUHTE3A AT® B OPTAHU3ME

OKHCIECHNE OPTaHUYECKUX BEIIECTB B OPraHU3ME KMCIOPOJOM BO3yXa C
obpasoBanneM Boxbl U CO, Ha3bIBACTCsI
TKAHEBBIM JIBIXaHUEMa

——
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A. CTpykTypa MUTOXOHAPWA

TkaneBoe apixanue U cuHTE3 ATD 3HEPreTUYECKU COMPSKEHbIa



TkaHeBoe ObIXaHHE BKJIIOUYACT:

1. YpnaneHue BopopoAaa OoT cybcTpara (aermapupoBaHue)
NnepeHoCYMK NPOTOHOB M anekTpoHoB — HALL -3aBucnmas
aerngporeHasa pacrosioXXeHa B MaTpUKce MUTOXOHAPUMN,
OaHHbIN PepMeHT OTHMMAET BoAopoAd OT cybcTpaTta u
nepenaeT ero crieayoLwemy NnepeHoCUHUKY;

2. MHOrosTanHbIN Npouecc nepeHoca NEeKTPOHOB Ha
Kucnopona

(Bce hepMeHTbl MUTOXOHAPWUANbHOW LIENW OKUCINEHNA BCTPOEHDI
BO BHYTPEHHIOIO MeMBpaHy MUTOXOHAPUN).

[TepeHoc 3IIEKTPOHOB COMPOBOKIAETCS YMEHBIIEHHEM CBOOOIHOM
SHEPruu} YacTh dTOM DHEPIHH PACCEMBACTCS B BHJE TCIUIOTHI, a
okono 40% wucnons3zyercs Ha cuaTe3 ATO.



MEXAHU3M OKUCJIUTENBHOI'O
POCPOPUTTUPOBAHUA
(xemmocmoTunyeckasa Teopusa OKUCITUTENBHOIO
doocopununposanums IN.Mutyenna)

NMutep JeHHnc Mutyenn — aHrmMMUCKNN BMOXUMUK, naypear
Hobenesckoun npemuun no xmmuun (1978).

XeMnocMoTn4ecKkmnm

(OT nosgHerpey. chemeia — XMMUA 1 rped. 0SMOS — TONYOK,
OaBreHune)

[MpuHunn I'. Mutyenna npuHMMaeTcs 3a OCHOBY MexaHU3Ma
npeBpaLleHna 3HeEPrn NepeHoca ANeKTPOHOB MO AblXaTenbHOW
Luenn B makpoapruveckune ceasn ATP.



OCHOBHbI€E MOSTOKEHUA XEMNOCMOTUYECKON TEOPUN
['1.Mutuyenna

OCHOBHbIE NEPEHOCHUUNKN INEKTPOHOB OpraHn3oBaHbl B Tpu komnnekca (1,111,
IV) BO BHYTPEHHEWN MEMDpPaHE MUTOXOHOPUN.
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B. Opranmsaumn AbixaTensHOR Lenu



OpraHusauus ablxaTenbHOW
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E, Komnnexc |

8 NADH- pervaoporexasa (yOmxmHon))
1.6.5.3
Campbiii Hu3kuii OBII nMeeT HadaabHOE 3BEHO .0.3| 700-800 xfla. 25-30 cyGueannuLy,

1 FMN, 2 Fe,S,, 4 - 5 Fe, S,

L[EIMy CAMBINA BBICOKHM =y KUCIIOPO/a,
PACIIONI0KEHHOIO B KOHLE LENOYKU ITEPEHOCYMKOB

Komnnexc |l

cyxumHaraernaporesasa 71.3.5.7
125 x[la, 4-6 cyGuenmnny,

<0 1 FAD, 1 Fezs2. 1 Fe4S4. 1F0384
2 yOuxmHona, 1 rem b

Komnnexc il

YOMXMHON-UMTOXPDOM C-
penyxrasa 7.70.2.2

=400 wOa, 11 cyGuvenmnmuy

BemecrtBa ¢ nonoxurensHsiM OBII okucisror 2 Fe,S,. 2remab, 1 rem c,
BOIOPOA (OTHMMAIOT OT HETO 3JCKTPOHBI), Komnnekc IV
BeniectBa ¢ orpunareabHbiM OBII okucnsrorcs UMTOXPOM C-Okcupasa 7.9.3.7

+0.3] ~200 «[la, 8-13 cyGvenmumu,
BOAOPOAOM= 2Cu,12Zn, 1rema, 1 rem a,

Komnnexkc V

H¥ -ypancnoprmpycwas
ATP-cvuTasza 3.6.71.34

> 400 [la, 8-14 cyGuenumny

NOTOK INEXTPOHOS
+0.8 > NOTOK NPOTOHOB

-

A. KOMNOHEHTHI ALIXaTEeNLHOW uenm

Tpw komnnekca (1,111, IV) gbixaTenbHOW LUenu, NCNosb3ys SHEPTUIO 3N1EKTPOHOB,
obecneumBaloT nepeHoc H* 3 matpukca B MeEXMeMOpaHHOE NPOCTPAHCTBO
(BeKTOpHOEe aencremne). B pesynsrate BO3HUKAET MPOTOHHbLIN 3MEeKTPOXMMNYECKUIA
noteHumnan AuH*.



KOMMNOHEHTbI AbIXaTenbHOU
Lenu

| komnnekc —-HAQH2: KoQ-okcugopenykrasa
nepeHoc anektpoHoB otr HADH k KoQ

Il komnnekc —CykuuHat: KoQ-okcuagopeaykrasa
nepeHoC 3NEeKTPOHOB OT cyKuMHaTa K KoQ

lll komnnekc —-KoQH2:untoxpom c-okcudopedykmasa
nepeHoc anekTpoHoB oT KoQH2 k yuutoxpomy ¢

IV KoMmnnekc -uutToxpomoKkcuaasa
[lepeHOC 3N1eKTOPOHOB OT LLUTOXPOMA C K KUCJTOPOOY

Cnaud us nekuyuu npogb. B.. Lllaparnosa



2. [lpn pocTwkeHMn onpeaeneHHoro 3HadeHust  3ANeKTPOXMMUYECKOro
noteHumnana (220 aB) npoucxognt aktuBauma AT®-cuHTasbl (Komrnnekc V), B
Hen OTKPbIBAETCA KaHam, Yyepes3 KOTOPbIN NPOTOHLI BO3BPAaLLAOTCA B MaTPUKC

N3 MeXmMemOpaHHOro npocTpaHcTBa, a 3dHeprust APH™ wmcnonb3yetcs ans
cuHTe3a ATO.

= 1
H0< - SN |

3. Kaxgbin n3 tpex komnnekcos UM3 (LI, 1IV) obecneunBaer Heobxoanmbin

NPOTOHHLIN rpagneHT anga aktueaumm ATd-cuHTasbl M cuHTE3a 1 Monekynol
ATO.



4. lNpn yyactmn ATO-ALP-TpaHCNOKasbl TpaHCNOPTUPYETCHA B
yutonnasmy B obmeH Ha ALP. B untonnasme ATD mcnonb3yeTcs
Onga copeplieHus paboThbl.

5. Bce onucaHHble BbilLe npoueccbl TECHO COonpA>XeHbl. OHU MOTryT
nponcxoanTb TOJIbBKO OAOHOBPEMEHHO WU WNX CKOPOCTb MOXET
N3IMEHATBLCA TOXE TOJIbKO OAHOBPEMEHHO.

6. lNpn yBennyeHmn pacxoga ATD B KreTke yBenMymBaeTcs
noctynnienme AP B mMutoxoHapun. [loBblWLEHUN KOHUEHTpaumu
ALd (cybctpata AT®O-cuHTasbl) yBenuMUYMBAET CKOPOCTb CUHTE3a
AT®. [lpn aTtoM yBennuMBaeTCs CKOPOCTb NepeHoca MPOTOHOB M3
MaTpuMkca B MeXMeMOpaHHOE MPOCTPaHCTBO WU YyBeNM4MBaETCH
CKOPOCTb AblXaHus. Takmm obpasom, ckopocTb cuHTe3a ATD TOYHO
COOTBETCTBYET NOTPEOHOCTU KINETKU B QHEPTUN.

YcKopeHne oKNCNnTenNnbLHOro pocopunmpoBaHns 1 AbiXxaHug rnpu
NOBbILLEHNN KOHUEeHTpauun Al® Ha3bIBaeTCs

AblXaTeJliIbHbIM KOHTPOJIEM.



/. B peakumax LIMNS yacTb sHeprum He npeBpallaeTcsl B SHEPruto
Makpoapruyecknx cedasen AT®, a paccemBaeTca B BMAe tenna. Tenno
BblOENSETCA Takke npu ncnonb3osaHum ATO ans coseplleHusi paboThbl.
Tenno, ocBoboxgawLlleecsi B peakuusx SHepretuvyeckoro obmeHa,
ydaCTBYeT B nogadepXxaHuu TemnepaTtypbl Tena Yy TENnmOKPOBHbIX
XUBOTHbIX.

8. Hekotopble nunodusnbHble BelwlecTBa MOryT MNEepPeHOCUTb WOHBI
BOOOpOAAa Yepel3 BHYTPEHHIO MeEMOpaHy MUTOXOHOPUW, MUHYHA KaHanbl
AT®a3sbl, yHU4TOXKasA Takum 00pa3oM NPOTOHHLIN FPagUEHT.

OHun paszobwatoT nepeHoc anekTpoHoB no LIMN3 n cuntes ATO,
NO3TOMY HasblBalOTCA pasodowurenamu. Hanpumep, XXUPHbIE KUCOTHI,
OVHUTPOdOEHON.

Vopcoaepalime ropMOHbl LLIMTOBUAHON Kenesbl —TUPOKCUH U
TPUMOOTUPOHMH  NPMBOAAT K BblpaboTke 3HOOrEeHHbIX  BenkoB-
pasooLuTenen.

AKTMBHOE NOCTYMNSIeHNe MOHOB KarnbLUnMs B MUTOXOHOPUIO MOXET
CHMXAaTb 3rEeKTPOXUMUYECKU MOTeHUMars 3a CYET JJfieKTpuYeckom
COCTaBIAOLLEN.

Cunre3 AT® 3a cuer 3Heprumy Koropas Bbiaeasiercsa B LIIID, Ha3biBaercs
OKUCIUTEJABHBIM ®OCPOPNJINPOBAHUEM.



3agaHue: BbinucaTb peakunun, Katannsmpyembole perynaTopHbIMu
dhepmeHTamun obLiero nytu katabonumama.
KnaccmngunumnpoBaTb PEPMEHTHLI.

bl

1 [MupyBarnernaporeHa3HbIH KOMILICKC AT®, HAJZIH, anerun-
KoA
2 IlutparcuHTrasa AT®, HAJIH,

cykunuHWwI=-KoA, arui-
KoA, nurpar

3 U3zomurparaeruaporeHasa AT®, HAJIH AJlD,
AMO®

4 a-KerontyraparaeruIporeHa3HbIi KOMITICKC HAJIH, cyxkuumami=-KoA



3apauva:
B knnHun4yeckon npaktuke 6apbutypartbl IPUMEHSIIOT B KA4E€CTBE CHOTBOPHbIX
CpeacTB.
OB6bACHUTE BUOXMMUNYECKNUA MEXAHU3M AencTBusa bapbutypaTos
Kak cBsaizaHbl 6apbutypatbl ¢ LIT3S
Kakune eule BelwlectBa AencTByoT Ha LITO nogobHbIM obpasom?
Onuwmnte MmnweHb Bo3aencTeus bapbutypatos B LIMN3.
Kak cBsi3aTb npouecc, KOTopbin 6nokmpytoT bapbutypatsl, ¢ LITK?
JTarioH oTBeTa
Bapbutypatbl — uHrmMomnTopbl LUITS
BapbuTtypatbl aBnsTca nHrmbutopamm LITO, 1 komnnekca

Bonblune 003kl NporecTepoHa, POTEHOH NHIMOUPYIOT 1 KOMMNIIEKC, ManoHar -
2 KOMMMEKC, LMaHnabl, yrapHbIi ra3, cepoBoaopOo. - 4 KOMMMNEKC,
OJNTUTOMULIVH - 5 KOMIMMEKC.

1 komnnekc HAQH — ybuxuHoH-okcnaopeayktasa. Cogepxmt PMH n FeS
(>xenesocopgepxawme 6enkn). Okmucnaetr HAQHH®, HanpaBnas anekTpoHbl Ha
KOSH3MM Q (ybuxuHoH), a B MMI1 (MexxmembpaHHOe NpOCTPaHCTBO) - 4 H*

LITK noctasnset B LITO BoccTaHoBnNeHHbIe akBuBaneHTbl, HAQHH" n
OALH..
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