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12. Cka3km AHOepceHa |

bonesHb AHgepceHa, nnu rnukoreHo3d IV Tuna —% =
HapylwleHne yrneesogHoro o6meHa, Bbl3BaHHOE
OedPEeKTOM doepmeHTa amuno-1,4:1,6-
[MKo3unTpaHcgepasbl, unu branching enzyme,
KOTOpbIM  oDecrieynBaeTr  CUHTE3  [TINKOreHa
Pa3BETBIIEHHOM CTPYKTYPHI. Cmogenupyure
npouecc HopMasibHOro U HapyLeHHOro cMHTe3a Ha
OCHOBE asriroputMa pocta 6pOyHOBCKUX OEPEBLEB.
OBOCHYNTE BaXHOCTb CUHTE3a pPa3BETBIIEHHOM

CTPYKTYp®bI.



HW4TO HE HpaBUTCA, KpOMe KPacoThl, B KpacoTe — —=
HUYTO, KpOoMe OopPM, B dopMax — HAYTO, KpOMe
nponopuun, B Nponopunax — HUYTo, Kpome
dyucna (A.ABryCcTuH).

Benukaa kHura npupoabl HanncaHa
MaTtemMaTndecknmm cumeonamu. (Fannnen)



I MNKoreHo3bl — 3T0...

[mMukoreHo3bl — o06Llee Ha3BaHMEe CUHOPOMOB,
OOYyCroOBNEHHbIX HacnegCTBEHHbLIMU
oedeKktTamMmm oepMeHTOoB, y4acTBYHOLMX B CUHTE3E

NN pacLluerniieHnm rmmuKoreHa.



UNnbl NMNKOreHo30B

HazeaH e T N MNMopsske HHBbB IS Popraza KnrHnryeckKre nprizHakKn"
Sone=HK OopradHel EOone=Hk
BonezHe | NMedyeHs, NMeyernodHasAa EernrdeHKrMe nededi, oTcTa-
Mapke MoK, EaHKMe B pOCTe 1M Daz=ErTre;
Crnr=rcTas MOoOHFMX3SeHKWMEe coaep-X3adHmrsa
TOHKO R KK LWKEF caxxapa B KpOoOBEKk, CONpoBEOox--
AaroueecHa CYOOopOorarik-l Fre
NoEesilbeHHaA KOHUeH TPpaumra e
KpOoBEK caxapa, KEeTOHOE .
BEBonezHe I NMNedye Hs, Mernepanek- YEernrue HrMe cepaua, C© rFno-
Morane cene=zcHKa , =ZoeaHHaA, TOHKSF 111 MNocTeNeHHO HapacTa-
FE UL, rMelledHas MO LWerd neroYdHoO-coOCyY O rMCcTOorI
HepeEHasA HeQOoOCTaATOYYHOCTERY . CrMepTeE
THKAaHb, HacTwrnaseT B AeTCKOR BEO3-
MNMe  AKO LM TEI pcacTe.
BEBonezHe Il NMedyeHs, NMeyerHo4dYHaA, KnrHrdecKKre Nnprui=HakeK Te 3He
Kopryi — FABILULLET, rMelledYyHaA, UTO 1 Nperyt GonezHer [ Mprke, HO
Popbca MOYKE reHepan k=o0- rMeHee BEblIpasKeHBl .
(MR T O KC- ne ldKoL M Tel EaHHaA
TRPHHO=)
BEonezHe MNMedyeHs, MNMeyeHdHo4dHaA, YEernrde HKrMe nededHi -1
AHOepceHa 1 FABILLLLE], reHepari k=2o-— cernezeHKI, HapacTakm ulasa
(ArANOrnerR-— MOYKEE EadHHasA nNedeHo4dYHaAa He Qoo TaToYdYHOCTE.
THIHOZ=) Ne AEKOLLMTEI
BEonezHe Evy CHeneTHbI= MoeilwedyHaAa NMoorpeccHpvwhro ulada MelluuedyHas
MMark-ApanAa Ml UL CrNnabocTe. DonezHeHHBbB IS CWwWao-—
DO RASILULL Mo Cne O Mde CREDSG,
vNDEsHKHeH KA Ha ddhoHe OsIcTpD O
WTORMNASROCTIM (BECNeqciere
HapwlwWwe HHO R RMAODKMNFME23anie-
MHrEOoOreHa rAsILULL)
BonezHe 1 NMedyens NMeyernodHaAa YEernrde HKMe NnedeHdHi, Hapy il e—
epca HHe KHMCINOTHO-OCHOBHOIO pae-
HOBSCKkA .
BonezHe 11 AL, NMeyerHo4dYHaA, MoelwedyHaAa crnabocTes, OCOo-—
TorAaCcoHa SIPHMTRDOLMTEL, rMelledYHaA 6eHHO MoK NnNoEesilue HHEe 13X O k-
nededHs SHMHYEeCKKI HalrpwI3IKa >
BonezHe =11 Y IS RN TSN I MMeilwedHasA HanmnoriarHaeT KNMH KM de CKYHD
MTapan SPHMTRDOLLM T KapTrkiHy BonesdHmrm Makrk-Spansa.
BEBonezHe 1> NMedyeHse MNMeyeHo4dYHaAa CrAa. ONnrcadHkre GonezHKr Xepoca.
ara
> MNMedeHs, MNMedyeHdHo4dHaA, YEernrMde HKe nededHi, Ho Be=
FABILULLE], rMelledYyHasA MNMoPHIZHAaKOE MNOoOHFXXEe HFMA CoacsD—
HepeHad HAaHKA caxXapa B KpOoOBE .

THEaIHL




'nukoreHo3 IV Tmna

mukoreHo3z IV Tuna (6bone3Hb AHOepCceHa, aMUIIONEKTUHO3,
Anddy3HbIA FFIMKOreHO3 C LUPPO3OM MNeYeHU) - HacneacTBeHHas
bonesHb, KoTopasa obycrnoBreHa HeOOoCTaTOYHOCTbIO (OEPMEHTOB,
y4acTBYOLLUMX B OOMEHE IMUKOoreHa; XapakTepusyeTcsa HapyLleHUEM
CTPYKTYpbI [MINKOreHa, HegOCTaTOYHbIM NUnu N30bITOYHbIM
HaKOMMNeHMEM ero B pasfinyHbIX opraHax u TKaHsX.

bone3Hb AHpepceHa BO3HMKAeT B pesynbrate MyTauun reHa
MWUKPOCOMHOU amuno-1,4:1,6-rnokaHTpaHcdepasbl, NPUBOOAALLUNX K ee
HeOOCTaTOMHOCTM B MNEYEeHU, MbllLax, NenkouuTax, apuTpoumnTax u
dmbpobnactax. leH kaptupoBaH Ha xpomocome 3p 12. Tun
HacnegoBaHMsA - ayTOCOMHO-PELECCUBHbIN.

~—= =




e 3aboneBaHMe MaHNGECTUPYET HA NEPBOM roay |

XU3HU Hecneunpuieckumu -
TECTUHaNbHbIMU CUMMNTOMaMM: pBOTOW, =
anapeen. [lo mMepe  unporpeccupoBaHus
3aboneBaHus BO3HUKaET
renatocnsieHomeranus, nporpeccupyoLlas
ne4yeHo4Has HEeNOCTaTOYHOCTD,

reHepann3oBaHHas MbllLIeYHAA T[UMNOTOHUA WU
aTpodus, a TakKkKe TsKenas KapauomuonaTtus.
CmepTb O0NbHLIX 0OLIMHO HAcTynaeT Ao 3-5 net
BCeacTBue XPOHNYECKOU Nne4YyeHOYHOW
HeJOoCTaTOYMHOCTU, PEOKO - B CTapluemM OETCKOM
Bo3pacTe (4o 8 ner).



 JllabopatopHasa AMarHOCTMKa ocHoBaHa Ha
obHapyXeHuu MNUKoreHa C  U3MeHeHHOoWU
CTPYKTYypoM B Oumontare nNe4YeHn n CHUXEHUN
aKTUBHOCTU amuno-1,4:1,6-rnokaHTpaHcdepassbl.
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BbpoyHOBCKOe OoepeBo...? |

e BbpoyHoBcCKoOe AepeBo ABMAETCS
dOpMON  KOMMbLIOTEPHONO WUCKYCCTBA,
KoTopoe Obino nonynsapHo B 1990-x,
Korga [AoMallHWE KOMMbITEPbl CTanu
obnagathb AOCTaTO4YHOWN
NPOU3BOANTENBHOCTbIO ans
MoaennpoBaHnst 6poyHOBCKOro
OBMXeHua (oTcroga n Ha3BaHue).
bpoyHOBCKMe oepeBba —
MaTemMaTn4yeckne Mmogenu OpeBoBUAHbLIX
CTPYKTYP, CBSI3@aHHbIX C (PU3NYECKUM
NPOLIECCOM, M3BECTHbLIM KakK arperauus,
orpaHu4vyeHHaa guddoysuen.




L-cuctema unm cuctema
Lindenmayer

 OntumanbHOW cpegon Ond  Bu3yanusaumm npouecca BeETBIIEHUS
[MMKOreHa B KOMIMbIOTEPHON cpefe aBnsaetcda L-cuctema unm cuctema
Lindenmayer aBnaeTcs naparnsnenibHON rnepesanncbiBaloLLen CUCTEMOU
n TMNoM dopmManbHOW rpammartukn. L-cuctema coctout u3 andpasura
CUMBOSIOB, KOTOPble MOryT ObITb WCMONb30BaHbl AON9 M3roTOBNEHUS
CTPOK, COOPHMKOM NpaBun NpPoOn3BOACTBA, KOTOPbIE PACLUMPSIIOT KaXablN
CUMBONT B HEKOTOPbIX KPYMHbIX MnocnegoBaTenibHOCTAX CUMMBOJSIOB,
HayanbHass  «AKCMOMHasi»  CTpoKa, C  KOTOpOM  Ha4dynHaeTcd
CTPOUTENBLCTBO, W MEXaHM3M nNepeBoda W reHepauumm CTPOK B
reoMeTpuyecKkme CTPYKTYypbl.







[Tporpammeil,

2010.03, a Tak ke L-SYSTEM DEMO

no3BongoLlas

NpoBecCTr
Busyanusauuto L-system - FRACTAL GROWER

File View Fractal Help

Gallery:

Start Angle: 0°
Turn Angle: 20,0°
Growth: 2,00
Thickness: 10
Axiom: af|
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=31 -system demo ]

HopmarnbHbIn pa3BeTBIIeH
rnvkoreH. [lepeHoc rmioKo3HbIX OCTa KOB_
Ha HepeayLunpoBaHHbIN KoHeL,
onurocaxapwaoB 7 CcBA3blBaHNE
nocpencTtsomMm o-1-4 rmmMko3naHOW CBSA3M.
Pa3BeTBreHHas CTPYKTypa
doopMUpyeTcs:. npw OENCTBUU
[MUKOreHCUHTETa3sb! doopmupyeTtca
Sosystem demo : NUHENHbIN doparmMeHT 0 11 rHKO3HbIX
OCTaTKOB, depMeHT BETBNEHUA
amuno-1,4:1,6-rnoko3nnTtpaHcdepasa
(branching enzyme) nepeHocut 6 — 7
OCTaTKOB Ha BHYTPEHHUW Kpau uenu,
coejuHeHne npoucxoguT nocpencTsoM
a-1-6 rnumko3mgHou  cBsA3W.  Todka
coeanHEeHns Ha3blBaeTCcH TOYKOU
BETBIIEHUSA




f
[S+E]L(T-£]- V(4] [0-F]- 1 [3+£] [5-£]-1f

Oeconunt depmeHTa
BETBIIEHUS
amuno-1,4:1,6-

rMIoKO3nNTpaHcgepas.bl
(branching enzyme)
BedeT K W3MEHEHHOMY
CUHTESY [MNKOreHa,
Hepa3BETBEHHOM

CTPYKTYPbI




[loyeMy B opraHM3mMe TaK BaXkeH

pa3BeTBNEeHHbLIU IMUKOreH?

e PazBeTBIIeHHbIN ITMINKOreH:

- bonee KoOMNakTHbIA, XOpPOLWIO OEnOHUPYeTCA B
NneyeHu,

- Nonumepunsaung [MIOKO3bI CHWXXaeT ee
PAaCTBOPUMOCTb 7 BMIMAHNE  OCMOTUYECKOIO
OaBrneHus,;

- 3a cyer OOMbLIOIO  KONMMYECTBO  KOHLIEBbIX
MOHOMepOB  obecrne4ymBaeTcss  OAHOBPEMEHHas
paboTa hepMeHTOB Ha HEeCKONbKUX KOHL|AX BETBEWN
rMUKoreHa.
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Yo
[lpo  rmukoreHo3e IV Tuna  rMUKOreH  UMeEET
«aMUNoONeKTUHONoO4OOHbIMY BUAO, TO €CTb BETBU

MUWKOreHa pAglrinHee HOpPpMalibHbIX, HO [pPacCnoyioXeHbol
MEeHbLUNM YUNCITTOM.
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AMUNONEKTUH — oaAnH N3 OCHOBHbLIX MOJINCaxapmngoB Kpaxmarlia, COCTOFlLLI,VIVI n3

pPa3BETBJIEHHbLIX LernoyeKk MOrsieKkys rMoKO3bl, MOHOCaxXxapuaHbl€ OCTaTKM CBA3aHbl O

(1—4) n a (1—6) rmMuUKo3aMaHbIMN CBA3AMU. AMUNONEKTUH ABMSETCH pPacCTUTENbHbLIM
benkom
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