TpaHcnauuvsa. lNocTtrpaHcnAaAuMoHHas
Mmoandunkauma 6enkoB Ha npumepe
KonnareHa. CBoucTBa KonnareHa Kak
OCHOBHOIO befika coeaAUHUTENNIbHOM
TKaHM.

HapyLueHnsa CTpyKTypbl
KonnareHa n ux
nocnencTeus



TpaHcnAuuna
]

e OTO CMHTES3 Desnka Ha pubocomax. MaTpuuen
apnaetca n PHK.

e [lpoagykT TpaHcnauMM — nonmnenTuaHas
Luenb (nepBuYHaga CTpykTypa benka).

o BAXKHO: onsa npupaHua 6enky nosiHOLEHHOW
TPETUYHOW CTPYKTYpPbI, 0becnevnBatoLLemn
BCE XapaKTEepHble CBOMNCTBA, HEOOXoAnM
aTtan CO3PEBAHWA, npoTekatowinmn BHe
pnbocom



[MocTTpaHcnAuMoHHaa moandpukauus
(NMTM)

e JTO M €CTb CO3peBaHMe berka nocrie
TpaHCNSAUUN.

e B xone I'NTM npoucxoant BHeOpeHME B
NoNMNENTUAHYO LUenb MUHOPHbIX
aMUHOKMCIOT, obpasoBaHue ANCYnNbMUOHbIX
CBs13en, BKIMHOYEHNE MOHOB MeTarnna
(KodpakTopoB), NPOMN3BOAHLIX BUTAMUHOB
(KOpEepPMEHTOB) UMM NPOCTETUYECKUX TPYN



o Kak npasuno, B xoge NoCTTpaHCNALNOHHOW
MoamnduKauum nponucxogmT YacTu4yHoe
OKUCJIEHUE onpeneneHHblX aMUHOKUCNOT

e YacTto Kk 6enky npucoeanHaKTCHa YyrneBoaHble
doparmeHTsl (MTTMKO3UJIMPOBAHWE)

e YOansaTcHa N30bITOMHbIE aMUHOKUCINOTHbIE
nocrieaoBaTenibHOCTU, KOTopble obnervyanu
TpaHcnopT 6enka 4Yepes 3HaonnasMmaTUYeCcKyo CeTb.



YcnoBus ycnewHoOU TpaHCcnAaAuun
c-- ]

e 1. Hanunume B knetke manbiX 1 OONbLUNX
cybbeanHuy, pubocom

e 2. [llocTtynneHune B untonnasmy nPHK
e 3. [locTatoyHoe konunyecTtBo ATO
e 4. Hannymne cBobOOHbLIX NOHOB MarHUs

e 5. OgHoBpemeHHoe npucyTtcTemne scex 20
MaXOPHbIX aMUHOKUCIIOT



3aKOH «BCe UM HN4Yero»
oo

e Ecnu B knetke otcytcTBYET XOTS Obl 1
He3aMeHnMass aMUHOKMUCIIOTa, TpaHCNSAUUS
obpbIBaeTCS.

[ToaTOMYy C nuLLen OonMXKHbI NOCTynaTb BCe
He3aMeHUMble aMUHOKUCNOTbI eXXeadHEBHO



OCHOBHbIe 3Tanbl TPAaHCAAUUU

e 1. NHMUMaumsa cmHTesa nonmnenTuaHon Lenu
e 2. JNOHrauMa nonunenTugHon uenwu

o 3. TepMmHauna cnHTE3a nonuMNenTUaHoOM
Lenwu



MHnumnauma TpaHcnAaAunm
]

e Manas v bonblwasa cyobeamHmubl pudbocombl B
NPUCYTCTBUN MOHA MarHuga ¢ 3atparton AT® cagartca
Ha monekyny nPHK.

o B pubocome nogsngaercsa ammHoaunUbHbIN LEHTP
(A), Kyoa npmxoaunt nepsas monekyna TPHK ¢
nepBON aMUHOKMNCIIOTOMN.

o B OonbluMHCTBE cnyvyaeB B Ha4yane nonvnenTuaHou
uenun cnHtesnpyetrca CUIMHAJIbHbBIWV TTENTUA,
obecnevmBatoLwinn Bxoa 6enkosoun uenu B IAlC,
Komnnekc l'onbapku unu Bbixo[ 3a npeaenbl KIeTKu.



Pnéocoma Ha aTane uHMUMauumu

bl 1 —Hankwan cyBreaHHMUE, 2 —Manan ¢ yorReaHHM LA

CTposHms pMSOCOM



IrnoHrauus
oo

o [lponcxoguT yanmHeHne nonmnenTuaHoun
uenn Ha 1 aMUHOKNCIIOTY, MPUHECEHHYIO B
pubocomy HoBon morekynom TPHK

e 3a CYET aKTUMBHOCTU NENTUANIIBHOIO LEHTPA
(P) pubocombl ¢ 3aTparton 2 morekyn ATO
dopmumpyeTtca nentTugHasi cBs3b.

e JTan 3M0OHrauum NPONCXoanT CTOSbKO pas,
CKOIMbKO aMUHOKUCIIOT 3aKOAMPOBaHO B
MPHK onga naHHoro 6enka



Pnéocoma Ha 3Tane anoHrauumm




TepmuHauus
]

o B koHue nPHK, nepen nonnageHmnnatHbIM
XBOCTOM, BCerga coaepXntcs
«DeCcCMbICINEHHbIN» KOOOH, HE
cooTBeTCTBYOLWMN HKU ogHoun TPHK.

o Korpa pmbocoma goxoauT 4o 9TOro KOAoHa,
OHa ocTaHaBnMBaeTCcAa U pacnagaeTcs Ha 2
ncxogHble cybbegnHuLbl, NP 3TOM
yaanseTcs KOHLEBOW OCTaTOK ageHunaTa u3
«XBOCTa»



AHTNONOTUKKN N TPAHCNALUSA
o

e MHorue «knaccu4yeckme» aHTUONOTUKN
NHIMOMPYIOT OOUH N3 3TanoB TPaHCNAUUN

o [lockonbKy pnbdbocombl YerioBeka n bakTepun
pasnM4yaroTcs rno macce, B OCHOBHOM
aHTUBMOTUKM YrHETAKOT CUHTES
bakTepunanbHbIX OenkoB



PeKoHCTPYKUuuAa pnoocombl, UPHK n
nonMnenTUaHoOu Uuenu no AaHHbIM
aTOMHOU CUJTOBOU MUKPOCKOMUMN




NMpumMmepbl aHTUOUOTUKOB —
MHIIMOUTOPOB TpaHCNALUN




KonnareH v ero ponb
-

o KonnareH — CTpyKTypHbIN BENoK, ognH 13
Hanboree pacrnpocTpaHeHHbIX OEenKkoB
opraHu3ma.

o MmeeT bnbpnnnapHyo CTpyKTYypy

o CuHTE3unpyetca pmbpobnacramu
coOeaANHUTENBbHOUN TKaHW

o CocTaBnseTr opraHNYecKyo MmaTpuuy
COeANHUTENBbHON TKaHU (KpoMe KpPOoBN)



Buabl coeanHUTenbLHOU TKaHU
(cBeTOBasAs MUKpoOcCKonusi)




OCcob6eHHOCT aMUHOKMCIIOTHOIO

cocTaBa KonnareHa (nepBu4Has

CTPYKTYypa)
]

e BbICOKOE coaeprkaHue rmuumHa
e OTCYTCTBME TpUNTOAHa

e 0OKOMo 21 % aMMHOKUCIIOT NpUxoanTCca Ha 3-
rMAPOKCUNPONNH, 4-rnapoKCUMNPOSTNH N 5-
rMAPOKCUNMN3nNH

e COCTOMT U3 TPUag aMMHOKNCIIOT:B Tpuaagax TpeTbd
aMWHOKMCNOTa Bcerga rmuunH, BTopas — NposinH
Unn NU3uvH, nepeas — nbdas gpyrasgs aMMHOKUCIOTA,
KpOMe TPEX NEPEUNCNEHHbIX



BTopnyHasa cTpykTypa
c-

e [(3-cknap4yatblv NUCT (NOAO0OME «rapMOLLIKN»)
e 3 TaKkune HUTU 3aKkpy4mBatoTcd B 3°-cnupanb

e JTa CTPYKTYypa Ha3blBaeTCH
TPOTIOKOJIJIAIEH — cTpykTypHasa egmHunua
KonnareHoBown omnopunnol

o MonekynapHasa macca TponokonnareHa
okorno 300 kda, anuHa 300 Hm, TonwmHa 1,5
HM.



3%-cnupanb TponokKosrareHa




CBoucTBa TponokKorfareHa
—

e OTO He3penbin KonnareH
e Jlerko BbiMbIBaeTCcHa BOOOU

o DopmupyeT dmbpunny KonnareHa B
MPUCYTCTBUM NOHOB KanbL A



OCHOBHbIe 3Tanbl CO3peBaHUA
konnareHa (INTM)

o 1. OTWENNEHNE CUTHANbHbLIX NENTUOOB OT
nepBMYHOW NocneaoBaTernbHOCTU

e 2. TMapokcmnupoBaHue OCTaTKOB
nporinHa v nIM3nHa B NPUCYTCTBUU MeaMm,
erie3a U aCKOpoMHOBON KUCNOTbI

o 3. [MMKo3unupoBaHue nonunenTnaHbIX
uenewn (npucoeanHeHmne ocTaTkoB YrreBoaoB
K TMOPOKUCIbHBIM rpynnam paaukanos
aMWUHOKNCIOT)



5 pobapuarary
/z:fx mtrgy Manergmanss




o [locne rmuko3nnMpoBaHus TPonoKonnareH
CTaHOBUTCS BbICOKOAHTUTEHHbIM BEerkomMm,
YHUKanNbHbIM ANA Ka)aoro Yyernoseka

o OOHa 13 NpUYNH OTTOPXKEHNA OpPraHOB MNocre
nepecagkv — MHOUBMUAyanbHOCTb
MUKO3UOHbIX OCTATKOB B KonnareHax pasHbiX
nogen.



dopmMupoBaHue KonnareHoBou
domnopunnoi

o KonnareHoBasa pmnbpunna — aTto
nonykpucTannmyeckasa CTPYKTypHasa eanHuua
KonsareHa

o CoCTOUT N3 MOSEKyN TPOoMnoKornnarexa,
NPUKPEenneHHbIX APYr K Apyry cMeLleHHbIMM
Ha onpeaenieHHoe pacCcTostHMe KOHLaMM.



dopmMupoBaHue KonnareHoBou
domnopunnoi

o B dmbpunnax monekynbl TponokonnareHa
CMeLLEeHblI OTHOCUTENBHO ApYr Apyra
NPUMEPHO Ha 67HM (eanHuua, Kotopas
obo3Ha4vaeTcda bykBon «D» 1 meHAETCA B
3aBMCMMOCTU OT COCTOSHUA rmaparauum
BellecTBa)



dopmMupoBaHue KonnareHoBou
domnopunnoi

o [1Nsa npaBUNbHONM YKNaaKN MOMEKYIT
TponoKonnareHa Hy>Hbl MOHbI KanbLyS

o [lpn peduumte KanbLuns TPOMOKONareH
yKIagbiBaeTCsa XaoTU4YHO, MPOUCXoauT
NCKa)KeHne KOCTHOW MaTpuLbl (aHOManmu

Pa3BUTUA KOCTEN, XPsLLEN, 3yOHLIX 3a4aTKOB)



KonnareHoBble onbpunnbl B
3NIeKTPOHHOM MUKpPOCKoOne

1/7/0 REMF



B3anmoaencTteme MOMEKyn
TponokKonnareHa npu dopMmmpoBaHnu
domnopunnoi




[MpupaHue KonnareHy NPO4YHOCTHbIX
CBOUCTB

e BHyTpu TponokonnareHoOB CyLleCcTBYyeT
KOBalleHTHaa CBA3b MeXay uendamm

o OTN CBA3N POPMMPYIOTCA MEXOY OCTaTKaMu
OKCUNU3NHA U OKCUMpornnHa B uensx. B
npucyTcTBUKM BUTammHa C, xenesa n meau.

e [logobHLIE Xe CcBA3N POopMUPYHOTCA MeEXay
OoTAeNbHbIMU MOEKYnamu TpornokosrareHa
npun dpopmMmunpoBaHnn nbpunn



HapylweHuna cuHTe3a KonnareHa
-

o BpoxaeHHble aHoOManuun (aeuunT rmapokcmnas
NPOnnHa n NMM3nHa) — cnHapom Annepca-LaHnoca

o [lpnobpeTeHHble aHoManun — 0edULNT XKernesa
(>kenesogeduumnTHaa aHeMUs) U aCKOPOMHOBOM
KNCIOThI (LblHra) — HapyLLaeTcsl rMAPOKCUNMpoBaHue
NposinHa, HapyLwaeTcs obpa3oBaHUE CLUMBOK MeXay
domnbpunnamm n monekyrnamu TporokosrareHa



CtomaTonorun4yeckue nposiBrieHmA
—

o OcrniabneHue cBA30K 3yba

o PaclwartbiBaHne n camonpounsBosibHOe
BbiNnageHne 3y6oB

o [lecTpyKumsa OEeCHEBOW TKaHU

o Pa3spylieHne TkaHen BUCOYHO-
HUXXHEYEernCTHOro cycTtaBa
(peungnBupytoLe BbiIBUXU, apTPO3bl)






OCHOBHbIEe TUNbI KOoNnnareHoB B
opraHu3me 4enoBekKka (Bcero 28 BuaoB)

e | TUN [lOBCEMECTHO B MArKNX U TBEPObIX
TKaHSAX, B KOXE, KOCTAX

CuHgpom Annepca-laHnoca, HeCoBEpPLUEHHbIN
OCTeOoreHes, BbICOKas YacTtoTa peBmaTmama,
cuHgpom MapdhaHa, ancnnasunm
3y004Y€eritoCTHOW CUCTEMBI






o |l TN Xpsawm, cteknosmgHoe TenNoO,
MEXKMO3BOHOYHbIE OUCKU

e PaHHWMM oCcTeoxoHAOp03, axoHOpOoreHes,
BbICOKad CTeENeHb Mnonuun (6rim3opyKkocTm)



Il Tn  Mgarkmue TkaHU 1 Nonble opraHsbl
CuHppom Ornepca-LaHnoca, gondposHo-
MblLLeYHaa gucnnasmns, aHeBpuama aopThl,
BapuKo3Has bonesHb



e IV TMn bBasanbHble MeMOpaHbl B NErkux,
no4ykax u Ap. opraHax

e CuHpgpom Anbnopta, cuHapom 'yaonacyepa
(HapyLweHne TpaHcropTta Yepes3 basanbHble
MeMOpaHbI C pasBUTMEM DOMe3HEN NOYEK U
Nerkux)



CoyeTaHHbIM AePULUT pa3HbIX TUMOB
KonnareHa




