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* HyksieoTuipl 1 uX IMPOU3BOAHBIE BBITTOIHSIIOT MHOTOOOPA3HbBIE
()yHKIIMU B OPTaHU3ME YEJIOBEKA: YUYACTBYIOT B CUHTE3€
HYKJIEMHOBBIX KUCJIOT, HYKJICOTUIHBIX KopepMeHTOB (NAD,
NADP, FAD, FMN), y4acTByt0oT B 00pa30BaHUM aKTHUBHBIX
dbopMm yrieBoaoB (YD-rmroko3a), aMUMHOKHUCTOT (SAM),
«3HepreTuyeckux MoJiekyin» (ATO, ' TD), yyacTBy1oT B
nepenade CUuruaiga ropMoHoB B KIETKY (HAMO®, ul MOD).

* HapymieHue npoieccoB 00OMeHa HyKJICOTHIOB JICKUT B
OCHOBE MaTOreHe3a HEKOTOPHIX 3a00JIeBaHUM YeIOBEKA
(momarpa, Merajao0iacTHas aHeMUs, UMMYHO1€(DUIIUTHbBIE
COCTOSIHUS).

* B ocHOBe MexaHu3Ma JEUCTBUS Psifia MIPOTUBOBUPYCHBIX U
POTHUBOOMYXOJIEBBIX MPENAPATOB JICKUT UHTHOUPOBAHHE
[IPOLIECCOB CUHTE3a HYKJICOTUIOB.

ARTYaNbHOCTb TEMbI i




* O6pazoBanue pochopudosumnaudocdara (DPID) —
KJIFOUEBOM MOMEHT B CUHTE3€ HYKJICOTUIOB

CuHTe3 U KaraOoJM3M MyPHUHOBBIX HYKJICOTHIOB: XO/I
[poLEeCcCa, PErYJIALMs, «3alacHbIE» IMyTU CUHTE3A.
Hapyiienuss oOMeHa ImypuHOBBIX HYKJIEOTHI0B

CuHTE3 M KaTa00JIU3M MUPUMHUIMHOBBIX HYKJICOTUIOB:
XOJ1 TIPpOLIECCa, PETYIIALMS, «3allaCHbIEY IMyTU CUHTE3A.
Hapymienuss oOMeHa NMPUMUIMHOBBIX HYKJICOTUI0B

OOpa3oBaHue A€30KCUPHOOHYKICOTHIOB

CHUHTE3 HYKJICOTU0B — MUILICHB JICHCTBUS
JIGKApPCTBEHHBIX IIpernapaToB (3aaHue JIs
CaMOCTOSITEIILHOM pa0OThI, CM. ciiai 38)

[iNaH neguuu 4




3HAaTh:
* OCHOBHBIEC META00OIUYCCKUE MyTH MPEBPAILICHUS TYPHUHOBBIX
1 IAPUMHUJIMHOBBIX HYKJICOTHIOB

3HaHus 00 0OMEHE HYKJICOTHI0B HEOOXOAUMBI JIJIsl IOHUMAaHUS

¢/ MEXaHU3MOB BO3HHKHOBEHUS 3a00JICBAHUH, CBSI3aHHBIX C
HapyILICHUEM MX CHHTE3a U Kara0oIm3Ma

v/ MexaHu3Ma JCUCTBHUS MPOTUBOOITYXOJIEBBIX U
IIPOTUBOBUPYCHBIX JIEKAPCTBEHHBIX MTPENIApATOB —
MHIMOMTOPOB CUHTE3a HYKJICOTH/IOB




* [IlyprHOBBIE ¥ TUPUMHUIUHOBBIE A30TUCTHIE OCHOBAHUSA
* CTpyKTypa NyPUHOBBIX U IIUPUMHUIUHOBBIX HYKJIICOTHIOB
* BrUabl XUMHUYECKHX CBI3EW B HYKJICOTHIAX

* Poib HYKJICOTHIO0B B OPIraHU3MC YCJIIOBCKA

BCNOMHUTE CAMOCTOATENbHO
13 RYypca XMMUU f




KoMnoHeHTBI HYRJICOTH A

d ASOTHUCTOE OCHOBAHHME (AO) (nukinyeckue
COCJIMHEHMSI, IPOU3BOJIHBIC ITYPUHA WJIM IUPUMHUINHA)

J ITEHTO3A (pu0o03a nim ae30kcuprudo3a)

0 OCTATOK ®OC®OPHOU KUCJIOTHI (rykIeoTn MOHO-,
- i Tpudocdarol)

Buabl XMMHUYECKHUX CBA3EH MeKAY KOMIIOHEHTAMU
HYKJIEOTH/1A:

* N-mmkosunsas cesi3b Mexay AO (N y nypuHOBbIX U N, y
NUPUMHUINHOBBIX ) U HEHTO30M (1)

* 5 -dochordupHas cBsA3b MEKIY EeHTO30M U (HOCHOPHOI
KUCJIOTOU

CTDYKRTYPA HYKRNeoTHAa ]
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IlouTHn Bce KJIETKH CMOCOOHBI K CHHTE3y HYKJIEOTHIOB.

IIpoaykThl pacmeneHusi HyKJI€HHOBBIX KMCJIO0T TKAHEH U NMULIH
HUCIOJIb3YIOTCS MOBTOPHO B HE3HAYMTEJIbHOM CTENEeHH.

OoOpa3zoBanue PP — neHTpAJIBLHOE MECTO B CHHTE3€
IMYPHUHOBBIX M MMPUMHUIMHOBBIX HYKJI€OTHI0B

J HMcrounuk oOpazoBanus ®PID: prbdo30-5-hocdar
(mponykT [IDII OKUCIEHUS TITIOKO3HI)

pr6030-5-hochar + AT® — 5-pochoprdo3u-1-
mudocdar + AMDO (DPAD cunmasza)

06pa3oBanuve
thocthopubosunauthocthara (bPAD) 10




1 COopka myprMHOBOI'0 I'eTEPOLMKINYECKOTO OCHOBAHMUS
ocyuectBigercs Ha OPJID npu yyacTuu rinimHa,
rmytamuHa, acnaprara, CO, v OfHOYITIEPOIHBIX
npou3BoaHbIX H -¢onara B iurosose:

[ dhopMupoBaHue S5-4jIeHHOrO KOJIbIIA
[ dbopmupoBanne 6-4IeHHOTO KOIbIA

[l oOpa3zoBaHue NepPBOToO MyPUHOBOTO HYKJICOTH 1A —
nHo3nHMoHo(pochara (MIMOD)

Cunte3 UM® Bkmrouaet 10 ctaauii u TpeOyet 3arpar 6 ATD
1 o6pazoBanne AM® u 'M®

CHHTE3 NYNVHOBLIX HYKNEOTUAO0B

(cm. cxemy cunmesa Ha cieo. crauoe) LL
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0 B o6pazoBanuu AM® nu3z UMO® ygacTByeT aciaprar
0 B o6pazopanuu 'M® n3z UM® yyacTByeT IIyTaMuH
Cxema peakyuii npeocmasiena Ha cieo. ciatoe.

= Hyxieo3uanu- u tpudocdarsl CHHTE3UPYIOTCS TIPU y4aCTUHN
AT® u KnHa3:

AM®D + AT®O « 2AJ1D (adoenunamkunasza)
IM® + AT® — [ 1O + AP (eyanunamkunasza)
[ID + ATO — I'TD + AJD

Buaumanue! O6pazoBanue AT nmporucxoauT myTem
cyOcTparHOTO (B Ipoliecce NIMKoIn3a, ukia Kpedca)

U OKHCJIUTEILHOTO (B MpoIecce pabOThl TKAHEBOTO JIbIXaHMS)
dbochopunupoBanust AJlD

R v i

O6pasoBanue AM® uIMo us HMe
06pasosanue Afld, [Ad, [T 1
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B cunteze AM® n3 UM® y4acTBYIOT ()E€pMEHTHI:
* 1 — adenunocykuyunamcunmemasa

* 2 — A0eHUIOCYKUUHA3A

B cunre3e | M® u3z UM® y4acTBYIOT (D€pMEHTHI:
* 3 — UM®-0ezuopozenasza

* 4 — I'M®-cunmemas3sa

KM® — kcanTo3uH-5-MOHO(pOChar

depmMenTbl cuHTe3a AMD U TN d:
noANUCH K cxeme cnavga 19. 16




* AitocTepuyeckne pepMeHThI:
[] ®P/[D-cunmasa

[ Amuoogpocgpopubozunmpancgepasza
[] HM®-0ezuopozenasa

[] Aoenunocyxyunamcunmemasa
Orpunareasusie 3pdexropbi: AMP, [ MD

Perynauua cMHTe3a nypyvHoBbIX HYykneotupos 1/




* B mepuoa akTUBHOTO pOCTa TKaHEH CUHTE3 MyPUHOBBIX
HYKJICOTHAOB W3 MIPOCTHIX MPEAINICCTBEHHUKOB HE
CIIOCOOEH MOJIHOCTBIO 00ECTIEYUTh HYKJIEUHOBBIE
KHUCJIOTHI CyOCTpaTaMu, MOATOMY B ATHX YCIOBHUSIX
BaYKHYIO POJIb UTPAIOT 3allaCHbIC IMYTH, WIIH «ITyTH
CIIACCHUSD

* JIJIst CUHTE3a HYKJIEOTUIOB 10 «ITYTHU CIIACECHUS
HCIIOJIb3YIOTCA a30TUCThIE OCHOBAHUS U HYKJICO3HUIbI,
o0pa3yromnyecs B Ipoiecce kKaradoim3mMa HyKJIEMHOBBIX
KUCJIOT

JanacHbIe NYTU CUHTE3a NYPUHOBLIX
HYKNEOTUAOB : (MYTU CMAaceHua 18
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K cnauioy 19:

* | —cunokcanmun-
cyanungochopuodosunmpancghepasa

* 2 —aoenungocopuoozunmpancehepasa
* 3 - A0eHO3UHKUHA3A

GepMEeHTbI (NYTU CMACeHUAN B
CUHTE3€C NYDUHOBLIX HYRNEOTUA0B 20




* CxeMa peakiyi karadom3Ma IpeacTaBlICHa Ha CICAYOIIUX
clamnaax

* TepMuHanbHBIN (DEPMEHT KaTA00IU3MA: KCAHMUHOKCUOA3A

(a3pobOHas neruaporeHasa); kopaxropsl: Fe **, Mo **, FAD
* KoHe4HBbIii NPOIYKT: MOYEBAsI KHCJIOTA | 1
¢/ 00pasyercs B OCHOBHOM B IIEYEHU U KUILIEYHHUKE o=< /&
¢/ BBIBOAUTCS C MOUOH M 4epe3 KHIICYHUK

¢/ ciadas KUCJIoTa: B OMOJIOTUYECKUX KUAKOCTIX HAXOIUTCS B
KOMILJIIEKCE ¢ OCIKaMM MJIA B BH/JIE€ HATPUEBOM COJIM (ypaThl)

v/ B KkpoBu: 0,15 — 0,47 mmons/n (3-7 Mr/amn)
v/ BbIBOJAMTCS B CyTKHU: 0,4 — 0,6 T MOYEBOM KHCIIOTHI U YPaTOB

Karabonuam nypMHOBBIX HYKNEOTUAOB 21
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K cnaiioy 22:

* | — gpocpama3za (nykneomuoasa)

* 2 — A0eHO3UHOe3aMUHA3A

* 3 — nypunnykieosuogpocghopunaza
* 4 — 2yanaza

* 5 - KCanmunokcuoasa

depMenTbl KaTabonuama NyNMHOBDIX
HYRNEOTUA0B

23




* [IpuunHa: 1epeKT reHoB (pepMeHTOB

¢/ runepakTuBanusa uind yctonunuBocth OPJID-cuHTa3bI K
aJJI0CTEPUUECKUM HHTMOUTOpaM

¢/ CHHXECHHE aKTUBHOCTH T'MITIOKCAHTHH-
ryaHuH@ocdopudo3unTpanchpepasbl (OTCYTCTBUE aKTUBHOCTH
BBI3BIBACT TshKeI0€ 3a0oieBaHue cuHapoM Jlena-Huxena,
COIIPOBOKAAIOIICECS IICUXMUYCCKUMH OTKJIOHCHHUSIMM )

* [IposiBiieHus: rUNePypPUKEMHUSA
IHomarpa (0OTIO)KEHNE MOYEBOU KUCIIOTHI B CYCTaBax)

AJJIOMYPHHOJI (JIEKAPCTBEHHBIN MPENAPAT) — CTPYKTYPHBIA aHAJIOT
TUIIOKCAHTUHA - UCIIOJIb3YETCS B JICYEHUHN MOAATPHI.

KakoB MexaHu3M JeHMCTBUS IIperapara?

Karaboau3M mypruHOB OCTaHABIMBAETCS HA CTAJIUU TMIOKCAHTHHA, KOTOPBIN
JIYYIII€ PACTBOPSAETCS B KUAKOCTAX OPTaHU3MA, YEM MOUYEBAS KUCIIOTA.

Hapywexua o6MeHa nypUHOBLIX HyKNeoTUAOB 24




OcHOBHBIC dTANIBI CHHTE3A:

* dopmMupoBaHKE NTUPUMHUINHOBOTO KOJbIla (OpoTara) u3
rIyTaMuHa, acraprara, CO,

* BzaumopeiictBue oporara ¢ ®P/ID ¢ oOpazoBanuem Y MO
* dochopunupoBanue Y MO ¢ oopazoBanueMm Y T
* O6pazoBanue L[ TD u3z YTO

CUHTE3 NMDUMUAWHOBLIX HYKNEOTUAOB 29




* mriyramud + CO, +2 ATO + H,0O — kapbamonndocdar + 2 AJID +
Pi (Kapﬁamouﬂjocdmmcuumema3a )

* IIpUCOEIUHEHME acnaprara (oOpa3oBaHHE KapOaMouaacnaprara),
OTHICIUICHHUE BOJBI (00pa30BaHUE UKINYECKOTO JUTHIPOOPOTATA)

JlaHHBIE peaKIuM KaTaau3upyeT MyJIbTU(PEpMEHTHBIN KoMILieKC KA /]-
(hepmenm:

[ xapoamounghocghamcunmemasa

[0 acnapmammpanckapoamounasa

[ ouzuopoopomasa

* OKHCJICHHE AUTHUIApPOOpOTaTa mmpH ydactur NAD-aeruaporeHassl ¢
oOpa3oBaHUEM OpoTaTa

* peaknusa ¢ DPI®D: nepenoc ¢pochopnbOo3uiia HA OPOTAT U
neKapOoKcunpoBanue oporuauHpocdara ¢ oopazoBanuem Y MD
(YM®@-cunmasa: tpancepasa u AeKapOOKCcHIasza)

O6pasoBanue oporatauYMod 26




* Myranus B rene Y M®-CuHTa3bl NIPUBOIUT K HAPYIIICHUIO
oopazoBanus YM® 13 oporaTta ¥ BhI3bIBAET HACEICTBEHHOE
3200JIEBaHUE, KOTOPOE COMPOBOKIACTCS opamayudypuet

* KinuHuueckue OposBICHUS: Merajgo0acTHass aHeMHusl,
HapymeHue padotel XKKT, cepana, HHTEIIEKTYyaIbHON 1
JIBUTATEJIbHON aKTUBHOCTHU

* [IpyyunHa NPOSABIECHUN: KITUPUMHUIAHOBBIN TOJIOIY,
HAPYIIEHUE CUHTE3A HYKJIIEUHOBBIX KHUCJIOT U JIEJIEHUA KJIETOK

e Jlng neyeHus MPUMEHSIOT YPUIUH WU LIUTUIIUH, KOTOPHIE
UCIIOJIb3YIOTCA B «3aIlacHbIX» MyTax cuure3za Y MO u [ IMO

Hapywienuda obpasosaHung opoTarTa 21




[ dochopunupoBanne YMD: oopazoanue YTOD

* YM® + AT® — YD + AD

* VII® + ATO — VTO + AJI®

Peakiiny kataausupyrOT KUHA3bI

0 O6pazoBanue LHITD:

YTO + nyramut + AT®O — [T + rmyramar + AI® +H,PO,
(U T® cunmemasa)

docthopunvpoBanve YMod u
oGpasosanue UTd 28




AJocTepuyecKasi peryjasimus 1mo MexXaHusmy
OTPHULIATEILHON 00PATHOM CBA3U:

* YT® unruoupyer KOC II B coctaBe KA J[-dhepmenTta

* YM® u I[IM® unruoupyror Y MO-cuHTazy
* [[T® unrunoupyer L[ TD-cunreraszy

Perynauusa cUHTE3a NUPUMUAUHOBbIX
HYKNEeoTUAOB 29




3anmacHbIC MyTHU CUHTE3a MAPUMHUINHOBBIX HYKJICOTHI0B HE
UIPAIOT CYIIECTBEHHOU POJIU:

= Vpauwa unu LHurozun + OPIDO — YMO unu [IMD + PP1
(nupumuoungocgopuodosunmpancgepasza)

= Vpamui + pu6o3o-1-pocdar — ypunun + H,PO,

(ypuounghocghopunaza)
* VpuauH + ATO — YMO + AJID (ypuounkunasza)

3anacHbie nyT¥ CUHTE3a NUPUMKUAUHOBbDIX
HYKNEeoTUAOB 30




* OTIIeIIeHHe 0CTaTKOB (DOCPOPHOM KUCIOTHI U PHOO3bI
(aHAJIOTMYHO KaTabO0IM3My MyPHUHOBBIX HYKJICOTHIOB)

* [ IMpuMHUAUHOBBIE OCHOBAHMS Pa3pyIIAKOTCS
(hepMEHTHBIMH CUCTEMAaMHU: HaIIPUMED

[Huto3un — CO2 + NH3 + Oera-anmaHuH
KoHe4HbI€ IIPOYKThI — PACTBOPUMBI B BOJIE

beTa-anaHuH BKJIIOYAETCA B COCTaB KapHO3MHA M aHCEPHHA
(MBIILLIEYHBIE MENTUBI, AHTHOKCUIAHTHI)

Karabonuam nUDUMUAWHOBbDIX
HYRNEOTUA0B 31




* BHyTpuKIIeTOYHAs KOHLIEHTPALHS JI€30KCUPUOOHYKICOTUI0B
HU3Kas

* AKTMBHOCTBH IIpoOIlecca UX 00pa30BaHUs MOBBIIIACTCS MEPE
JICIICHUEM KJIETOK BO BPEMS PEIUTHKAIIAN

0 OopazoBanue tHA®D (A, I, 11, Y) u3z HIAD
0 OopazoBanue 1 TM® u3 1y MP
* 2 (hepMEHTHBIX KOMILJIEKCA:

[ Pubonykneomuopeoyxmaza (PHP) (BoccTaHOBICHUE
PHUOOHYKJICOTHI0B C 00pa30BAHUEM JIE30KCUIIPOU3BOIHBIX):

v/ pUOOHYKJIEOTHIPEIYyKTa3a

¢/ 0eJI0K-BOCCTAaHOBUTEIb THOPEIOKCHUH
v/ THOPEIOKCHUHPEAYKTa3a

[ mumuouncunmasa

06pasoBanve Ae30xcUpPUOGOHYENEoTUAOB 32
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* KonnuecTBO (hepMEHTOB KOMILJIEKCA 3aBUCUT OT CKOPOCTH
cunre3a JIHK (perynsamnus mo MexaHu3mMy HHIYKIH )

* AJutocTepryecKasi perysIsiius:
[ Orpunarensubie 3 dexropnl: THTD

[ 1AT® — uHruOUTOP BOCCTAHOBICHUS BCEX
PHOOHYKJICOTHUI0B

0 nI'T® — uATHOUTOP BOCCTAHOBICHUS MUPUMHIUHOBBIX
HOD

Perynaumsa akTUBHOCTH
DUOOHYKENEOTUANEGAYKTA3HOIO KOMNNEKCa 34




* Bo3HukarwT nnpu uHruouposanuu padorosl PHP-koMmiekca Beiaeacreue:
1) HeTOCTATOYHOCTH AI€HO3MHAEe3aMUHA3bI (CM. KaTaboau3M AM®D)

B sTtom ciiyuae, HakoruieHue JAT® npuBoauT k uHrnonpoanuo PHP u
JUIIACT KIETKU-TIpeainiecTBeHHUKN B u T-numdoiutoB o0pazoBaHus
I€30KCUPUOOHYKIICOTH IOB (ITyPUHOBBIX U MMPUMUIMHOBBIX). Hapyiaercs
cunte3 JIHK, nenenue kinetok. Bo3HUKAIOT TsxKeble OPMBI KIETOYHOTO U
rYMOpPaJIbHOTO UMMYyHOAepuuTa. Jletn morndaroT OT 4acThiX MHPEKIIUM.

2) HEIOCTATOYHOCTh NypuHHYKJIeo3uadochopuiassbl (CM. KaradoJIU3M
I'M®)

B sTom cnyuae, Hakorienue al T® npuBoaut k uHruonposanuo PHP u
HapyLICHUIO CUHTE3a MUPUMHUINHOBBIX J€30KCUPHUOOHYKICOTU10B. CHUXKACTCS
KJICTOUYHBIM UMMYHHTET. BosibHBIE CTPaIatOT YaCTHIMU MH(PEKIHMOHHBIMU
3a00JICBaHUSIMU.

HMMYHOACHULUTDI 35
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n-pnﬁoaol-s'- docdar N°N" - MeTiicH n-pnbo30-3'-thocdar
ZYM® o banar ATM®
Metorpekecar
Favumu ®
Cepun H,-donat

TuMUINICHHTAZHBIA KOMILIEKC (PePMEHTOB U €ro
UHIrMOMpoBaHUue (PTOPYPALIUTIOM U METOTPEKCATOM

CMHTE3 TUMWUANNOBLIX HYKNEOTUAOB 36




* Tumuouncunmasa (BKJIOUYEHUE OJHOYIIIEPOIHOTO pajiuKaia B
AYMO)

o lucuopoghonampeoykmasa

* Cepunoxkcumemunampancghepaza (IEPEHOC OKCUMETHUIIBHOU
rpymibl ¢ cepuna Ha H -onar ¢ obpaszoBannem metnieH-H -
(doara)

(] 3amacHble MyTH CUHTE3A:
 Tumuaun + AT® — g TM® + AJI® (mumuounkunasza)

TUMMAWNCUHTA3A U 3aNacHble NYTU CUHTE3a 31




* U3yunth nadopmanuto no teme: «DepMeHThI CUHTE3a
HYKJICOTH/IOB — MUIIICHU JACHCTBUS MPOTUBOOITYXOJIEBBIX
U MPOTUBOBUPYCHBIX MPEMapaToB» (CM. JIMTEpaTypy)

* CocTaBuTh TA0OIUILY (IIpenapar — MEXaHWU3M JICHCTBUS —
00JIaCTh MPUMEHEHMS) U OXapaKTEpU30BaTh Mpenaparhl:
(Topyparui, METOTPEKCAT, alMKJIOBUP, a3UTOTHUMUINH

3Jajanve ang camocToaTenbHou paboThbl 38




boJibiiasi 4acTh HCHOIB3YEMBIX B KJIIETKaX HYKJICOTHIOB
CUHTE3UpYyeTCs de NOvVO U3 MPOCTHIX NPEAIIECTBEHHUKOB (C
y4aCTUEM aMUHOKHUCIIOT, IPOU3BOAHBIX (DOJIMEBOM KUCIIOTHI).
[{eHTpaibHOE MECTO B CHHTE3€ HYKJICOTHIOB 3aHUMAET
obpazoBanue gochopudozmnaudocdara.

«3aracHbIe» IYTH CUHTE3a (M3 UMEIOIIMNXCS B KICTKE
a30TUCTBIX OCHOBAaHUN M HYKJICO3U0B) UTPAIOT BAXKHYIO POJIb
B 00pa30BaHUM ITYPUHOBBIX HYKJICOTHUIOB.

Hapyuienne Metadon3Ma IypruHOBBIX HYKJICOTH/IOB JICKUT B
OCHOBE MaToreHe3a moaarpsl, cuaapoma Jlema-HuxeHa.
Hapymienue cuaTe3a THPUMHANHOBBIX HYKIICOTHIOB JICKUT B
OCHOBE TIaTOreHe3a METaI00JIaCTHON aHEMUM.

MexaHu3M IEUCTBUS Psijia TPOTUBOBUPYCHBIX U
MIPOTUBOOITYXOJIEBBIX JIEKAPCTBEHHBIX ITPEIIAPATOB CBA3AH C
HAPYIIEHUEM CUHTE3a HYKJIEOTUIOB.
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