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HAHOTEXHONOMK - NMPOPLIB B BYAYLWEE!

Buonoruna gna wWKonbHUKOB 7 — 11 Knacca (3aknountenbHbI 3Tan)
BapwuaHr Il

3apaua 1. Kakue 6biBatoT «combin? (8 6annos)

1. MNocTaBbTe 06BEKTbI M3 NMEPBOro CNMUCKa B COOTBETCTBME C ONPeAesieHUAMU U3 BTOPOro
CMUCKa, pe3ynbTaT 3anuwuTe B Buge Tabanubl no obpasuy: (5 6annos)

1 2 3 4 5 6

1. combl

2. XpOMOCOMbI
3. pubocombl

4. MarHUTOCOMbI
5. ueHTpocombl

6. 3K30CcOoMblI

A. KpynHble peyHble AOHHbIe Pbibbl C yCamM, BKYCHbIE B }KapeHOM BUE

b. HaHopasmepHble Ny3blpbKW, BblAeNAEMble  KAeTKAaMWU BO  BHEK/JeTo4YHoe
NPOCTPAHCTBO, MOryT cogepaTtb PHK

B. opraHennbl 3yKapuoTMYECKUX KNETOK, npeactaBialowme coboit ABa UMANUHAPA,
cocTosAWwMe U3 TPUNIETOB MMKPOTPYOOYEK, yd4acTBylOT B 06pa3oBaHMM BepeTeHa
AeneHus

. OopraHennbl, COCTOAWME U3 ABYX CYObeANHNL, CUHTE3UPYIOT BENOK U3 AMUHOKUCIOT
Ha maTpuue MHpopmaumoHHon PHK

L. opraHennbl 6aKkTepuanbHbIX KNETOK, COAEPKAT KPUCTAII MarHeTUTa, CNocobCTBYIOT
MarHeToTaKkcucy bakTepuii

E. cTpyKTypbl, cocToawume m3 6enkos n AHK, cogepratca B sape ayKapnmoTUYECKUX
KNeToK

2. Kakue n3 3Tux 06bEKTOB MMEIOT B CBOEM COCTABE HYK/IEMHOBbIE KUCAOTbI? 3anuwinte mx
Homepa. (3 6anna)
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3apaua 2. BpegHble coceau (8 6annos)

OpgHum n3 cnocobos perynaumm anddepeHLMPOBKN KNETOK ABNAETCA NaTepasibHoe NoAaBAeHMeE.
Mpwn 3TOM KNeTKa NoAaBAAET OKPYKatoWmMe ee KNEeTKN U «He NO3BONAET» UM BblOpaTb TOT e NyTb
AndodepeHLMpPoBKN. B caydyae HepBHbIX KNETOK JlaTepasibHOe NogaBineHue OCyLlwecTBaAseTca npu
nomolm TpaHcmembpaHHoro peuentopa Notch u ero nuraHga Delta, KoTopblli Takke aBnseTca
TpaHcMembpaHHbIM 6enkom. Mpu npucoeanHeHumn Delta K 3kcTpaknetouHomy pomeHy Notch
peuenTop aKTUBUPYETCA, ero BHYTPUKNETOYHbIN AOMEH pPa3BOPaAYMBAETCA, U ero oTwennsaeT
bepMeHT ramma-cekpetasa. 3aTeM OTLLEN/IEHHbIA BHYTPUKNETOYHbIN AoMeH aAndodyHaMpyeT B
A4P0 M aKTUBUPYET reHbl, npensTtcTeyowme anddepeHumposke. Og4HOBPEMEHHO OH NPENATCTBYET
aKkcnpeccum nuraHaa Delta. BHauyane Bce kneTkn nmetoT u peuentop Notch n ero nuraHg Delta Ha
cBOEM MOBEPXHOCTU. Te M3 HUX, KOTOPblE BbIMIPLIBAOT B 3TOW KOHKYPEHLMMU, NOAABAAIOT
ANPPEePEHLMPOBKY OKpPY)KaOLWMX KNeToK. CaMM OHM CTAaHOBATCA HEPBHbIMM K/AETKamu, a
OKpY)KatoLme UX — KNeTKaMM Inun.

cneuvanunaauua cneunanu3auua

\l/ Notch

Notch
Delta/"‘t aKkTBeH . HeaKTWUBeH
—————————-

I KOHKYpeHUMsa — o
A ofHa U3 KMNeToKk é

I nobexpaer
crneumnanunsauma cneuwnanunsauma
KINeToK KNeTok
KaxKaas KNneTka CTPeMVITCSj KneTka c akTuBHbIM nuradaom Delta
noAaBuUTb CBOUX COceENeEN cneunannsnpyeTcsa ¥ TOpMO3UT

CBOH) COCEOKY B 3TOM aene
Puc.1. MexaHu3sm namepansHo20 noodasaeHus Delta-Notch (MonekynsapHaa 6uonozus Knemku: 8
3-x momax. T. lll / b. Anbbepmc, A. IxcoHCoH, /1. /lerouc u dp., 2013)

1. Ha puCyHKe CXemaTMYHO MOKa3aH MOHOCNOM KNeTOK-NpealwecTBEHHUKOB. Y4nTbiBas
MEeXaHM3M JaTepasbHOro NOoAaB/AEHUA, HaNUWKTe, Kakue W3 KJAeTOK MOryT cTaTb
HEepPBHbIMW KNEeTKamu, ecin no Nyt AnddepeHuMpoBKM HEPBHbIX KNETOK NONAET KneTKa
Homep 10? B oTBeTe nepeyncinTe HoMepa KAeToKk. [ocTaToMHO O4HOro MNpPaBWMIbHOMO
BapuaHTa. (4 6anna)

2. Y10 M3MeHuTCA, ecnm ByaeT HapyLweH cuHTe3 peuentopa Notch? (4 6anna)
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3apaua 3. Flony6as Tpasa (8 6annos)

B oaHOWM cKa3Ke, 4Tobbl cnacTM BO3NO6GAEHHOrO, KOpo/ieBa AO/KHA Oblia OTbICKaTb ronybyto
TpaBy, 4YTO KpywwuT Kene3o. He npepactaBnsaA, OTKyAa HavyaTb MOWMCKM, OHA obpaTunacb K
npuasopHoMy 60TaHMKY, KOTOpbI B cBOHOAHOE Bpems yBAEKaNCA BblBEAEHWEM HOBbIX COPTOB
LLBETOB M NA0A0BLIX AepeBbeB. TOT gonro 6poann no 60TaHUYECKOMY Cagy M NIUCTAN CTapUHHbIE
KHUIW: NO OTAENbHOCTM BCTPeYanucb u ronybble LBeTbl, U Aaxe Koe-4To, CNocOBHOe COKpPYLUTb
¥Kene3o, HO HU Yy KaKoro pacteHus He 6bino obomx npusHakos. Torga 60TaHMK pewwnn Bo YTO Hbl TO
HW CTANI0 BbIBECTM AJ1IA KOPONEBbl Ty CAMylO TPaBY M MPUCTYNUA K MOMUCKY PacTeHUN, CBOMCTBA
KOTOPbIX NOAOWNAYT ONA €ro Lenu.

1. TMrmeHTbl KakUX ceMencTB MoryT obecneumBaTb CMHUN UBET (cpeau NepedYncieHHbIX
BapPWaHTOB MOXeT 6bITb 60/bllie 04HOro NpasuabHOro)? (2 6anna)

1) MenaHuHbI
2) AHTOUMAHDI
3) AnusapwuH
4) OunkobunnHbl
5) KapoTtuHonabi
6) Xnopodunnbl

2. KaKyto ellé oKpacKy MoryT npuaaBaTb NMrMeHTbl, obecrneymsatolime CMHUIA LBET, U OT Yero
byaeT 3aBuceTb OKpacka? (1 6ann)

3. MNopg yTpo 60TaHMK 3agpeman Hag o4vyepegHbiM CNPaBOYHMKOM, a KOrAga MPOCHYACH,
06Hapy*un nomeTky «KpywunTb keneso!!l» Ha cTpaHuue ¢ wasenem. K Kakomy Knaccy
XMMUYECKMX COeAMHEHUI OTHOCUTCA BELLEeCTBO, CoAeprKalleecA B LasBne M cnocobHoe
paspywwatb Xeneso? (1 6ann) HanuwmTte cxemy XMMWUYECKOW peakuuu B3aMMOAENCTBUSA
3TOro BellecTsa ¢ }enesom. (1 6ann)

4. BOTaHMK 3aZlymancA, MOXKHO /M BbIBECTM TAaKOe pacTeHWue, 4Tobbl OHO OAHOBPEMEHHO M
6bln10 ronybbimM, U MOrA0 pPacTBOPUTb *Keneso. [onyctum, TpaBa 6OyaeT BblaenAtb
pacTBOpAOLLEE BELLECTBO NPSAMO Ha NMOBEPXHOCTb /INCTbeB. MNpeanoxute cnocobbl, Npu
MOMOLLM KOTOPbIX PAacTEHWE CMOMKET 3aLUMLLATLCA OT TOKCMYECKOro BO3AEWNCTBMA 3TOrO
BewlecTsa (3 6anna)
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3apava 4. HaHoTpaHcnopTépbl (8 6annos.)

Ons agpecHOM AOCTaBKM NieKapcTB OblnM co3aaHbl MOAy/bHble HaHoTpaHcnopTépbl (MHT). Ux
Uenb — [AO0CTaBKa JieKapcTBa B AAPO KNETKU. ITU KOHCTPYKuuM obnagatoT cnegyowmmm
cBOMCTBaMMU: "y3HaBaHME" KNETKM-MULLEHM, MOr/NOLWEHME el TPAHCMOPTEPOB C NEepeHOCUMbIM
cpeacTtsom M nocneaytoulee nx NPOHMKHOBEHME B A4P0. Ha pucyHKe npeacTas/ieHbl YacTu 3TOro

A
\ /4
o
’y A
\J

A —moAynb c NnocneaoBaTeNbHOCTbIO AAEPHOM NOKaNn3aLUmMn (CUrHanmnsaumm)

H- MmoAy/1b-HOCUTEND, KOTOprI‘/JI CNYyXKUT AnAa npncoegnHeHna K Hemy 1iekapctea U CBA3biBaeT
OCTaJibHblE MmOAYy/U

3 — 3HA0COMONUTUYECKUIA MOaYNb

11— nuraHgHbIA moaynb

1. Kakue pyHKumm BbinonHaAwT moaynu J1 n 3? (4 6anna)
2. Y10 13 cebs NpeAcTaBAAIOT KNeToYHble peuenTopbl? (2 6anna)

3. Yto Takoe aHgocoma? (2 6anna)
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3apaua 5. Chagkasn u3Hb (8 6annos)

Ecan nonoxutb B CTakaH 4Yas OBe NOXeuyku caxapa (3to okono 10 r), To vah 6ygeT npuATHO
cnagkmin. CneumanbHble 6enKu-peuenTopbl Ha MOBEPXHOCTU CMNEeuManbHbIX KAEeTOK Ha
MOBEPXHOCTU CMeLMaNbHOro opraHa — A3blKa — CBAMKYT MOJIEKY/Ibl Caxapa M coobLaT B KNETKY, a
KNEeTKa y¥e B HePBHYIO CUCTEMY, YTO BO PTY caxap.

Ectb apyrue BeutectBa — caxapo3zameHuTtenn. OHM moryT Booblle He BbiTb caxapamu, a UMeTb
6enKoBYI0 NpUpoay WaM BbITb MHOrOAaTOMHbLIMKW CNUPTaMu. VX 0BbeauHAET TO, YTO OHM TOXKe
MOTYT CBA3aTbCA U PeuenTopamm caxapa U COOBLUTb KNETKE, YTO BO PTY Caxap, XOTA HUKAKOro
caxapa Tam HerT.

Bonee Toro, HeEKOTOpblE CaxapO3aMeHUTENN CBA3bIBAIOTCA C PELLENTOPOM HE COBCEM TaK, KaK 3TO
[lenaeT caxap, U pe3ynbTaT TaKoro B3aMMOAENCTBUA MOXKET OT/IndaTbcA. Hanpumep, 3To BeLLecTBo
byaet HamHoro 6onee cnagkum, yem noboit caxap.

B KauecTBe caxapo3aMeHUTeNA UCMNO/b3YIOT 2-6pOM-5-HUTPOAHMAUH, YTO AOBOJIbHO MHTEPECHO - B
HOpMe coeauMHeHUs 6poma cosioHoBaTble Ha BKyc. OAHAKO Mbl 3Haem, 4to 2-6pom-5-
HUTPOAHUAMH POBHO B 750 pas cnalie caxapa u caaem 3KCNepuMeHTMPOoBaTb.

1. EcAu mbl NONOXKMM B Hall Yal 1 HI NogcNacTUTeNs, TO YTO Mbl NoYvyBcTByem? (2 6anna)
A. Yain byget cnaakmin, Kak ecaim 6bl B HEro NoOXKUAN 2 IOMKEUYKU caxapa.
B. Yain 6ynet B 750 pa3 6bonee chagkuii.

B. Yai byaeTt HeCKO/IbKO MeHee cnagKuil.

._'

Yain byaeT BoobLLe He cnagKuil.

2. ATenepb knagém 10 r noacnactutena. Yto nonyumtca? (2 6anna)
A. Yain byget cnaaxkmit, Kak ecim 6bl B HEro NOMOXKUAN 2 IOKEUYKU caxapa.
b. Yam 6byget B 7,5 pa3 6bonee cnaakmm.

B. Yai byaet cnerka 6onee chnagkui.

._'

Yaihi byaeT oLLyTUMO CO/EHbIN.
3. AKcTaTu, Bbl 3HaeTe, rae pacnonoXeHbl HalwKM peuenTopbl cragkoro? (2 6anna)

A. ToNbKO Ha KOHYMKE A3blKa, @ Ha KOPHe f3blka PaCMo/IOXKEHbl TOIbKO pPeLenTopbl
ropbKoro.

b. Ha A3blke 1 B na3syxax Hoca.
B. Ha Bcelt cBOb0OAHON NOBEPXHOCTU A3bIKA.
. Ha asbike n HEbe.

4. N nocnegHuii BONPOC — a CKOJIbKO e HYXHO MNONOXMWTb noacnactutena 2-6pom-5-
HUTPOAHWAMHA B Yai, 4Tobbl Bbl10 HOpManbHO? To ecTb HbINO TaK e CnagKo, Kak oT 10 1
caxaposbl? (2 6anna)
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3apaya 6. ChokHble B3aMmooTHoweHuA (20 6annos)

1. baktepus-napasut Mycoplasma gallisepticum otnnvaetca manbim pasmepom 300-800 Hm,
ManblM pPa3MepoOM TFeHOMA, OTCYTCTBMEM K/ETOYHON CTEHKU W MAFKOW MeMOpaHOoW,
BK/IOYAIOLLYIO AnnonpoTenHbl. OHa nopakaeT MHOrMe BUAbl AOMALHUX U AWKUX NTUL,
BbI3bIBAsA Y HWUX pecnupaTopHoe 3aboneBaHue. Bblno nokasaHo, 4To 3TMm bakTepuam
CBOMCTBEHHA ObICTPaAA 3KCNpeccuMA FeHOB, OTBEYAKWMX 3a COCTaB JIMNONPOTEMHOB
membpaHbl. KaK Bbl AymaeTe, Kakoe NpenMyLLLEeCcTBO 3TO AaeT baktepun? (4 6anna)

2. OTHOLWEHUA KaKMX Nap OpraHM3MOB C/y*KaT NPMMepPoM napasntmusma? (4 6anna)
A. ToKkconnasma u KOLLKa
6. Pbi6a-KNoOyH M aKTUHUA
B. JleB n rnmeHa
. Jlnca v mbiwb
. Bblunii LeneHb M YenoBekK

3. MonbiTaliTecb COCTaBUTb MEPAPXMYECKYID JIECTHULY COFNacHO ¢GU3MYECKMM pasmepam
OKOHYaTeNbHOro X03AMNHa

A. bakrtepuodar

b. Bupodar

B. BbluMit ueneHb

. ManapuiiHbin nhasmoaui
[. ToKkconnasma

Pasmepbl KOro M3 3TOrO CMMCKA HEBO3MOXKHO CPaBHWTb M3-3a TOTO, YTO OHW 3aBUCAT OT
KOHKPETHOro BuAa OpraHuW3ma, pasmep KOTOPbIX MOMKET M3MEHATbCA B LIMPOKOM
AnanasoHe? (5 6annos)

4. MMpuseaute npumepsbl NpumMmeHeHns 6aktepmnodaros yenosekom. (2 6anna)

5. Bam npuHecan ase npobupKn, B OA4HOM U3 HUX CYCNEH3UA BUPYCOB, B Apyroi baktepuii. B
Hannymm B nabopatopum Tpu meToaa:

A. TosBondaeTt onpeaennTb, ectb nan HeT AT® B npobe
b. Mo3Bonaet onpenenuntb, ectb nnu HeT AAHK B npobe
B. MMo3BonseT onpenenntb, ecTb Uan HeT 6enok B npobe

Y Bac ecTb BO3MOXHOCTb BblOpPaTb TO/IbKO OANH M3 3TUX METOA0B, YTOObI C MOMOLLBIO HEro
TOYHO BbIACHUTb, YTO HaxoANTCA B NpobuMpKax. Kakoi Bbl BbibepeTe? AprymeHTUpynTe CBOM
otserT. (5 6annos)
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3apgaua 7. YauTKa c xKenesHou pakosuHou (20 6annos)

A

fmapoTepmMasibHble UCTOYHUKM CPEAUHHO-OKEaHMYECKMX XPebTOB — «uYepHble KYPWUIbLLMKNY —
0a3uCbl HeobblYHbIX GOPM KM3HM MOCpean MNYCTbIHU FNYBUHHOW 30HbI OKeaHoB. OCHOBHbIE
NPOAYLEHTbl B 3TUX OMOCMCTEMAX — XEMOCUMHTE3UpyloWMe, Hanpumep, CEepPOOKUCAAIOLLME,
H6aKTepun, UCNo/b3yloLLMe CepOBOAOPOA B KAYECTBE UCTOUYHMKA 3/1EKTPOHOB.

BptoxoHornin monntock Chrysomallon squamiferum (Ha nancTpauum) — O4HO U3 YAUBUTENBHbIX
CYLLECTB, MBYLMX B 3TUX 3KOCUCTEMAX. ITU MOJIIIOCKM OT/IMYAIOTCA HaMYMEM TBepAbIX
NNACTUHOK (CKNepuToB) Ha Hore. Kak MAacTMHKK, TaK M BHEWHWIA CNOW PAKOBWHbI COAeprKaT
60/1blOe KONMYECTBO HaHOYaCTUL, CynbdUOO0B Kenesa (NMMpUTa U rpenrnta), Yto U npuaaet
TEMHYIO O/1eCTALLYI0 OKPACKy 3TUM XMBOTHbIM. BMOMMHepanusaums Ha OCHoBe cynbdUaoB
senesay C. squamiferum — yHUKanbHOE AN COBPEMEHHbIX *KUBOTHbIX ABNEHME.

AHaTOMMYECKME MUCCNen0BaHMA NOKA3aAM, YTO Y 3TUX MOJIIFOCKOB XOPOLIO Pa3BMTa KPOBEHOCHaN
cUCTEMA C KPYMHbIM MOLLHBIM cepauem, a NulLeBapuTenbHas cuctema cnabopassuTa: pagyna
peayuMpoBaHa, KOPOTKMIM KULLEYHUK, 33 UCKIOYEHMEM YBENNYEHHOW B pasmepax NULLEBOAHOMN
¥Kenesbl, NPOHM3aHHOMN BONbLIMM KONMYECTBOM KPOBEHOCHbIX COCY/,0B.

MoHO cdopmynmMpoBaTb TPU OCHOBHbIX FMMOTE3bl O MexaHW3me 06pas3oBaHMA HAHOYACTUL,
nupuTa B cKnepuTtax: (1) abnoreHHas — HaHOYACTULbl 06PA3YOTCA B TEPMA/IbHBIX MCTOYHUKAX U
3axBaTbIBAOTCA MOJIIFOCKOM NpW 06pa3oBaHMM NAACTUHOK KAETKaMu anuTenus; (2) buoreHHas 3a
CYET CEPOOKUCAAIOLLUNX BAKTEPUI, KMUBYLLMX HA MOBEPXHOCTU U B MAHTUMHOW MOSIOCTU MOJIIHOCKA;
(3) 6MOreHHas, KOHTPOAMPYEMan CaMUM MOJIIIOCKOM. B mociegHem caydae voHbl kenesa Fet
MOTFYT NOCTyNnaTb NGO M3 TKAHE MONNIOCKA, MO0 U3 MOPCKOMN BOAbI.

Ons MHOrMX depmMeHTaTUBHbIX PeaKkuuidi M3BeCTHa M30TOMHas CeNeKTUBHOCTb. OTHOCUTeNbHOEe
coAepXaHue u30TONoB B 06pasue O06blYHO NPUMBOAAT B Ae/bTa-3HAYEHUAX B MNPOMUANE,
86X = [(Ro/Rc) — 1]x10°, rae Ro — COOTHOLLIEHME M30TOMNOB aTOMOB X B obpasue, a Rc — ctaHgapTHOE
COOTHOLIEHME M30TOMOB. Ha PUCYHKE MOKa3aHO OTHOCWTENbHOE COAepKaHue usotona 6°'S B
CKNepuTax MOJIIIOCKA, ero MAFKUX TKaHAX, a TakXe 06pasLoB M3 OKPYKaloLen cpeabl U Apyrux
OpPraHU3MoB JlaHHOW 3KOCUCTEMbI.
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O6pa3subl U3 YepHOro
KYpUnbLLMKa B paioHe

o lcynbcpaTm Ha NoBepxHOCTU "abiMoxoda"
LeHTpanbHOMHANACKOro xpebTa

. Cynbunabl Ha NOBEPXHOCTM "AbIMOX0AA

| H,S B reotepmanbHon Boae

MArkue TKaHW ABYCTBOPYaTOro MOJIOCKa
Bathymodiolus marisindicus

C: squamiferum I MArkKne TKaHu

I LesibHble CKNepUuTbl

cpenHee

3Ha4eHune
MUPUTHLI N3 NAACTUHOK

— ananasoH
30 -20 -10 0 10 20 30
834S fbo

(Unntocmpayuu adanmuposaxsi u3 Okada et al PNAS (2019 ) 116:41 20376-20381)

MpeanonoXure, Yem NUTAETCA AAHHbIA MOJIIIOCK, @ TaK¥Ke 3a4YeM emy CTO/Ib pPa3BuTas
KPOBEHOCHasi cuctema M KpynHoe cepaue? CBouM NpeanosioXKeHUs aprymeHTupymre.
(2 6anna)

Kakylo GYHKUMIO MOFYT BbINOJ/IHATL CKAEPWUTbI, @ TaKXKe MWHEpPanusaums CKIepuTos M
PaKOBWHbI cynbduaamm xenesa? (2 6anna)

Mcxoaa M3 npeacTaBiieHHOro Ha rpadMKe M30TOMHOMO COCTaBa cepbl B pasHbix 0bpasuax,
BbICKaXMTe rmnortesy o 6GUOreHHom WaAM abUoreHHOM MCTOYHMKE HaHOoYacCTWUL, NupuTa B
cKknepwuTax. (3 6anna)

Kakune nccnenoBaHMsa M SKCMEPUMEHTbI HY}KHO NPOBECTU, YTObbl pa3aenunTb ABa BapMaHTa
H6MNOreHHOro NPOUCXOMKAEHUA HAaHOUYACTML, YKa3aHHble Bbiwe? (4 6anna)

Ha wnnoctpaumy Bbille MNOKas3aHbl «4yepHas» u «benaa» dopmbl C. squamiferum,
cobpaHHble B ABYX yAaNEHHbIX APYr OT Apyra PaMoOHOB TePMasibHbIX UCTOYHMKOB. Kak Bbl
cumTaeTe, Yem OT/IMYAETCA COCTaB BOAbl B 3TMX paloHax (OTBET aprymeHTupymTte)?
(2 6anna)

B Balwem pacnopaxeHun 3amMOpOXKeHHble 06pasubl CKNEPUTOB U3 «YEpHOM» U «Benoin»
dopm monnockoB. Mcnonb3yiiTe OTBET HA Npeablaywmin BOMNpoc, 4TobObl NpeasiouTb
3KCMEepMMEHT, NO3BONIAIOLLNI NPOBEPUTL TMNOTE3Y O TOM, YTO Npu 0H6pa3oBaHUU NMpPUTa B
cknepuTax noHbl Fe?* noctynatoT us mopckoit Bogpl. (2 6anna)

«YepHble KypUAbLLMKN» — BECbMA M30/IMPOBAHHbIE SKOCUCTEMBI, Pa3feNieHHble TbicAYaMMU
KWJIOMETPOB MYCTbIHHOFO OKeaHW4YecKoro AHa, ogHako C. squamiferum BCTpeyaeTca B
HECKONbKUX A0BONIbHO YAANEHHbIX APYr OT gpyra mectax MHAWMCKOro okeaHa. Kak Bbl
CYUMTaeTe, KaK MOMKET MPOMUCXOAUTb PacCeNeHne 3TUX MOJIJIIOCKOB, M KaKue aganTtaumu
YKM3HEHHOr0 LMKNA U Pa3MHOMKEHMA MOTyT 3TOMYy cnocobcTBoBaTh? (3 6anna)

Kakue elie npumepbl BUOMUHEPANM3ALMM Y XKUBOTHbIX Bbl moxkeTe npusectn? (2 6anna)
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3apaua 8. CnuHanbHaA mbiweyHan atpodusa (20 6annos)

OTBeTbTe Ha psAL BOMPOCOB, MOCBAWEHHbIX CMMHANLHOM MblweyHon aTpooumnm (CMA) u ee
neyenuto. [na Toro, 4tobbl OTBETUTb HA BOMPOCHI, JOCTATOMHO WHPOPMALMM, WU3NOMKEHHOW B
TEKCTe 33434, 3 TaK¥Ke LWKO/MbHOW NPOrpammbl U 3HAHWUM, NOJYYEHHbIX NPWU OTBETE Ha BOMPOCHI
3a04HOro Typa. Bompocbl He KacatoTca GMHAHCOBOM YacTU NeYeHMA, a HanpaB/ieHbl Ha ero
HaYYHYI M MeAMLIMHCKYIO COCTaBAAOWME.

CnpaBoyHasa nHpopmayusa

CMA — epynna HacnedcmeeHHbix 3a60ae8aHuUll, COMPOBOMOAOWUXCA MopaxdceHuem u/unu
2ubenblo 08u2amesibHbIX HelUpPOHO8 nepedHuUX po208 CIUHHO20 Mo32d (MomoHelipoHos).
HapyweHus 8 pabome HelipoHo8 cornposoxcdaemcsa HapyweHuem UHHep8ayuu MycKyaamypsi u
paseumuem MblluiedHblix ampoguli. Tanecms 3a60ae8aHUS 80 MHO20M 308UCUM OmM MO0,
paboma Kaxkux mblwly Hapywaemcs, 0cobeHHO 0ornacHo HapyweHue pabomebl ObIXamesnbHbIX
MblIWY,.

OcHogHoli npuyuHoli CMA aensemcs mymauueli 8 eeHe SMIN1, komopbiii 8 HOpme npou3sooum
b6enok SMN. UN3-3a mymayuu eeHa y modeli ¢ CMA npouzsodumcs MmeHbliee Koauyecmso besnka
SMN, umo npusodum K romepe MOMOPHbIX HelipoHo8 U pazsumuro ampoguu. Mymauyusa
ocywecmendaemcs o aymoCOMHO-pPeyeccusHomMy mury HaAcae008aHUs (ecmb MymaHmMHbIl
annenb U ecmos HOPMAAbHLIU), npu amom 00uH u3 nopAaodka 50 arwdeli asnsemcs Hocumesnem
mymayuu SMN1.

OcHosHasa ¢yHKkyua 2eHa SMIN — yyacmue 8 cnnalicuHze benKka. B yesnom oH Heobxodum 0ns
pabomesl 8cex KAemMoK op2aHu3mMa, 0OHAKO e20 omcymcmaue 8 HelipoHax npusodum K Haubosnee
Kpumu4yeckum rnocseodcmeusaM, npeonosnazaemcsa, Ymo 3mo CBA3GHO C MEXAHU3MaMu
mpaHcnopma mMPHK, obycnosneHHsiMmu 60nbwuMu pasmepamu HelipoHos. Kpome moeo, 0aHHbIl
6es0K makxe omeeyaem 3a pAO 8AXHbLIX MPOYECCO8, NMPOMEKAUWUX 8 HelipoHax (mpaHcrnopm
8€3UKYs1 8 CUHAINCAX, U3MEeHeHUe COCMOAHUA aKMUHa u 0p.)

Y yenoseka cywecmsyem 08a 2eHa, kodupyrowux 6enok SMN: SMN1 u SMN2. Mymauus, Kak
npasusno, 3ampazusaem eeH SMNI1. B smom cayyae 4yacmuyHo cuHmes benka SMN,
ocywecmenaem 2eH SMN2, odHako u3-3a ocobeHHocmeli cmpoeHua 2eH SMIN2 He moxcem
obecne4yums cuHme3 0ocmamoyHo20 Koauvyecmea SMN-6enka. Tem He meHee 3mo OOUH U3
crnocobos noddepxams yposeHs SMN. Bo mHozom Koauyecmso SMN benka 3asucum om
Konuyecmsa Konuli 2zeHos SMIN2 8 opzaHusme, yem ux 6osabWEe, MeM HUMXE 8epPoSMHOCMb
msxcenoz2o 306071e8aHUA.

M3secmHo, ymo 8 Hayasne pazeumus opeaHu3Ma Yucs0 MomoHelpoHo8 (KaK, enpoyem, u Opyaux
HelipoHo8) 3HaYumMesnbHO 6onbwe Yem 8 bonee 83pocsioM. B npouyecce peaynayuu UHHepeayuu
sblOesisiemcs pAald Helimpoguyeckux ¢hakmopos (obujee HA38aHUE CeKpemupyembix 6esKos,
no00epHuUBaOWUX HU3HEeCrnocobHOoCMb HelpoHO8, CMUMYAUPYOWUX UX passumue U
aKMUBHOCM®b, K YUC/Y KOMOPbIX MOXHO omHecmu u 6enok SMN). 3mo noseonsem obecrneyums
UHHEepBayuto BbllWeYHbIX B0/1I0KOH orpedesieHHbIM Koauyecmeom HelipoHos. C 803pacmom
Heucrionb3zyemole HelpoHbl, He roay4yarowue 00CMAmMoO4YHO20 Kosau4ecmea Ghakmopos,
nodsepearomca arnonmo3y. Takum o06pa3om Mosa00bie opaaHU3Mbl 061a0a0m HEeKomMopbiM
«pe3zepsomM» HelipoHO8, no3soaAuwUx bosee MOHKO MoOCMpausamMeb UHHEPBAUUK MbIWEYHbIX
80/10KOH.

Boidenarom yemeoipe gpopmel CMA (8 amy Knaccuguxkauyuro He sxkaroyYarom opyaue, bonee pedKue
popMbl  MbilevyHoOU ampoguu) Ha OCHo8e 803pacma HA4asaa, maAMecmu mevyeHusa U

http://enanos.nanometer.ru



NANO >XVI

HAHOTEXHONOMK - NMPOPLIB B BYAYLWEE!

npooonxumensHocmu #usHu. Camaa maxcenasa — 1 ¢opma, obbiyHbIl 803pacm Ha4vana 0-1,5
2004, HauMeHee mMmsAMenAa — Yemeepmas, nposAensemca 8 eo3pacme cmapwe 35 nem u
MPAKMUYECKU He 8aUAem Ha 0/UmeabHOCMb HU3HU MPU coomeemcmeayouem yxooe.

PadukanbHozo neveHua CMA He cywecmsyem. bonbwioe 8HUMAaHUe  yoensemcs
noddepxusaroweli mepanuu. B Hacmosauw,ee spems AeKapcmeeHHble rnpenapamsi, 8 mom 4yucae u
3apeaucmpuposaHHbie 8 Poccuu, OCHOBAHbLI HO PA3/AUYHbLIX 8APUAHMAX 2eHeMUYeCKo20 Ne4YeHUs:
ucnipasneHue degpekmos crnnalicuHea SMN2, npusodauwee, 8 peaysbmame, K ysenudyeHuUro Konul
6enka SMN (CnuHpa3a), unu 6onee u3secmHsbili npenapam, eHeoOpAWULU 68 O0p2aHU3M
nonHouyeHHsili 2eH SMIN1 0na ocmaHOBKU rnpoepeccuposaHus 3aboaesaHus nocpedcmsom
ycmoliyueol skcnpeccuu 6enka SMN (3onzeHcma). 3oneeHcma npedcmasnsem u3  cebs
KOMI/AEKCHoe seYyeHue, 0CHOB8OU KOmMopo20 fesafemcs OOHOKpamHoe esedeHue npu nomousu
adeHOACCOUUUPOBAHHO20 8Upyca yHKYUOHAnbHoU konuu 6enka SMN. [penapam crnocobeH
npeodonesams 2emamo3aHueganuyeckuli bapbep u docmuaames MOMoHelpoHo8. PeKomeHO08AHO
ucroab308aHUe npenapama 044 NAUUEHMO8 MOsoHEe 08YX /aem CO CrUHAAbHOU Mblue4yHoUl
ampodgueli | muna. [JokazaHo, Ymo esedeHue npenapama crnocobHoO 80CCMAHOBUMb 3KCMPECCUID
SMN 6enKka 8 MOMOPHbIX HelipoHAXx.

B HacmosAwee e8pemMs nossusnca sAeKapcmeeHHsili npenapam, Pucdunaam, Oelicmeyrowjuli
aHanoz2u4yHo CruHpase, HO nNpuMeHsaembll nepopasbHo.

Bonpocsbl
1. KopoTKo onuwute cTpoeHne HenpoHoB. (2 6anna)

2. MonpobyiiTe OTBETUTb, YTO Takoe CnAancuHr 6enka, KOTOpPbIA NOCTOAHHO YNOMWHAeTca B
MexaHu3me pa3BuTUA 3aboseBaHKA 1 Npoueaype nevyeHua? (2 6anna)

3. U3 umetowerica mHpopmaummn B pasgene «CnpaBoyHas MHPOpMaUMA» paccyMTanTe
KO/NM4YecTBO cny4vaeB 3aboneBaHnMa CMA B nonynaumu. KakoBa BepoOATHOCTb POAUTLCA
60n1bHOMY pebeHKy, ecin HOCUTENEM ABAAETCA TONIbKO OANH poauTens? [Boe poantenen?
(5 6annos)

4. W3 npepbloywero Bonpoca Bbl MoXeTe npenctaButb cebe, Kakoe KoaM4ectBo H60MbHbIX
CMA ponKHO ObiTb B Hawen CTpaHe, OAHAKO COrNacHO AaHHbIM 61aroTBOPUTENbHbLIX
¢oHAoB (yBbl, odMUManbHasA CTaTUCTUKA B HALLEWN CTPAHE He BeAETCA) B CTPAaHE HaxoamTca
OKOJIO TbICAYMN 3apPerucTpupoBaHHbIX 60/bHbIX CMA (3TO OTHOCUTCA B MepBYyHD oyepeap K
AEeTAM), NpeanonaraeTca, YTo UX AOMKHO ObITb OKOIO TPEX TbICAY U KaKoe-TO KOJIMYEeCTBO
AeTel, K COXaneHuto, r’MbHeT B nepBble MecAUbl XW3HWU. Tem He MeHee, pa3HuLa
3HauuTenbHa (Kakaa?). Monpobyiite 06BACHUTL, Moyemy 3TO npoucxoaut? Hacenenue
Poccun, uyTtb 6onee 145 mmunnnoHoB Yenosek (2 6anna)

5. Ha 3a04HOM Type Bbl YK€ OTBEYa/IM Ha BONPOC YTO TaKoe ex Vivo w in vivo Tepanus. Kak Bbl
AyMaeTe, K KaKomy BMAY Tepanuu oTHocuTcs npenapat 3oareHcma? (2 6anna)

6. Ewe oauH BOMpoc, oTHOCAWMICA K 3oareHcme. Bektop, cogeprkawmii konuwo reHa SMN,
coenaH Ha OCHOBe afeH0acCouMMPOBAHHOIrO BMpyca. Kak Bbl AymMaeTe, MOXKET /v
OpraHM3m nauueHTa UMeTb UMMYHUTET K BEKTOPY? K yemy 3To MoxKeT npusectn? (2 6anna)

7. Y10 npousonaeT c normblmMmu HermpoHamu nocsie nedyeHua? Kak Bbl AymaeTe, 4TO
NPou3oMAeT C NauMeHTamMW, YCMELWHO MNpPOolWeAlWUMM KYpC JIeYeHUs, HO Yy KOTOpPbIX
NOBPENKAEHO 3HAYUTE/IBHOE KOJIMYECTBO MOTOHENPOHOB? (5 6annos.)

http://enanos.nanometer.ru



