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Pabouas nporpaMMa JUCHMILIMHBI (MOAYJIs1)

1. Kox u HanMeHoBaHue quciuIuIvHbl (Moayiis): «IlaTosiorust KiaeTku»
2. YpoBeHb BHICIIETO 00pa30BaHUs — MOJTOTOBKA HAYYHO-TIEJArOTHIECKUX KaJIPOB B aCIIUPAHTYPE.

3. HanpaBnenue noaroroBku — 06.06.01 buosiornyeckue Hayku. Hanpasiennocts (mpoduis) nporpammsl — Kiierounasi 6M0J10Tusl, HUTOJIOTHS H

I'UCTOJI0TUA.

4. Mecro aucrtmruiaael (Moayins) B ctpykrype OOIL: BapuatuBHast dactb OOII (oceHHH# cemecTp), CHEnKypce Mo BeIOOpY (uuTaeTcs Ha kKadeape
KJICTOYHO!N OMOJIOTUH U TUCTOJIOTHH)

5. Ilnanupyemsble pe3ynbTaTbl OOy4YeHMs MO AUCLUUILIIMHE (MOJYJII0), COOTHECEHHbIE C IJIaHUPYEMBIMU pPE3yJbTaTaMHU OCBOECHHS 00pa30BaTENIbHOM

MPOrpaMMbl (KOMIIETEHIIUSIMU BBIITYCKHUKOB)

®opMupyeMbie KOMIIETEHIIUN Ilianupyemble pe3yJbTaTbl O00y4YeHUS] 10 JAUCUUILJIMHE
(K00 Komnemenyuu) (MoayJ110)

VK-1: Cnocobnocmb K Kpumuueckomy auaiusy u oyeHke | Braoems:
COBPEMEHHBIX HAYYHBIX OOCMUNICEHUU, 2eHEPUPOBAHUI0 HOGbIX | HABBIKAMHU aHaIN3a METOOJIOIHUECKUX MPOOJIeM, BOZHUKAIOUIMX IPU
uoell npu peueHuu UCcie008amenbCKUX U RPAKmMu4eckux 3a0ay, | PelieHud HUCCIICAOBATEIbCKUX M MPAKTHYECKUX 3ajad, B TOM YHCJIC B
6 MOM HUCTIe 8 MENCOUCYUNTUHADHBIX 0OIACMAX MEXIUCIUTUIMHAPHBIX 00J1aCTAX
Kox B1 (YK-1)
Bnaoemos:




HaBBIKAMU KPUTHYECKOTO aHAlIM3a M OLCHKH COBPEMCHHBIX Hay4YHBIX
JOCTIDKCHHH W pe3ydbTaToB  JCSATENBHOCTH IO  PEIICHUIO
UCCIIE/IOBATENBCKUX M MPAaKTHYECKHX 3agad, B TOM 4YHCIE B
MEKIAUCIUTUTUHAPHBIX 00JIaCTSX

Kon B2 (YK-1)

YK-2

Cnocobnocms npoekmuposams u 0CyWecmensims KOMNIEKCHbLE
Uccne008anUs, 8 MOM YUCie MENCOUCYUNTUHAPHbIE, HA OCHOBE
YenoCmHO20 CUCTEMHO20 HAYUHO20 MUPOBO33PEHUSL C
UCNONL306ANUEM 3HAHULL 8 0OIACHU UCTOPUU U urocoOPuu
HAaYKU.

Snamo:
METOIbl HayYHO-HUCCIICA0BATEIBCKON I TETbHOCTH
Kon 31 (YK-2)

YK-3:

Tomoenocms yuacmeosame 6 pabome pocCuiCKux u
MENHCOYHAPOOHBIX UCCLE008AMENLCKUX KOINEKMUBOE NO
PEULeHUI0 HAYYHBIX U HAYYHO-00PA308aMeNbHbIX 3a0ay

Bnaoems:

TEXHOJIOTHSIMU OI[CHKH PE3YJIbTATOB KOJIICKTUBHOM JIESITEILHOCTH IO
PEIICHHIO HAYYHBIX M HAYYHO-00pa30BaTeIbHbIX 3314, B TOM YHCIIC
BEJYIICHCS HA MHOCTPAHHOM SI3bIKE

Kox B2 (YVK-3)

YK-4.

[omosnocmsb ucnobzoeamsw COBpEMEHHbIE Memo@bl u
mexHoJjiocuu Hayrmoﬁ KOMMYHUKAayuu Ha zocydapcmeeHHOM u
UHOCMPAHHOM A3blKeE

Bnaoems:

HaBbIKAMH aHAJIM3a HayYHBIX TEKCTOB Ha rOCYIapCTBCHHOM H
WHOCTPAHHOM SI3BIKAaX

Konx B1 (YK-4)

3name:

CTHJIMCTUYECKHUE OCOOCHHOCTH MPEICTABJICHUS PE3yJIbTATOB HAYYHOH
JIeSITEIbHOCTH B YCTHOM W MUCHbMEHHOHN (pOopMe Ha rocylapCTBEHHOM U
MHOCTPAHHOM SI3bIKaX

Kon 32 (YK-4)

OIIK-1

Cnocobnocms camocmosimenbHo 0CYuecmeisnms HayuHo-
UCCIe008AMENbCKYIO OeSIMENbHOCHb 8 COOMBEMCMBYowell
npogeccuonanbHol 0o1acmu ¢ UCNOIL3OBAHUEM COBPEMEHHBIX
Memo008 UCCAeO08AHUS U UHPOPMAYUOHHO-
KOMMYHUKAYUOHHBIX MEXHOA02UU

Ymemsn:
coOuparTh, OTOMPATh U UCIIOIH30BATh HEOOXOIUMBIE TaHHBIC U
3¢ (HEeKTUBHO MPUMEHSTH KOJIHMYECTBECHHBIE METO/IbI X aHAJIH3a

OI_ICHO‘-IHBIC CpeacTBa uid HpOMe)KYTOqHOﬁ arTeCTainuu 110 JUCLHHUITIIIMHE (MOILYJ'IIO) IPUBCICHLI B HpI/IJ'IO)KCHI/II/I.




6. O0beM JUCHUIUTMHBI (MOIYJIsl) COCTABIISICT 3 3a4ETHBIX €AWHUIIBI, Bcero 108 akageMuuecKux 4acoB, U3 KOTOPBIX 28 4acoB COCTaBIAET KOHTAKTHAS
pabora acnupanTa ¢ mpernojgaBaTeneM (28 4vacoB 3aHATHH JeKIMOHHOTO THma) U 80 4YacoB COCTaBIISIET CaMOCTOsATENbHAs paboTa acmupaHTa
(BBIIOJTHEHUE TOMALTHKX 33/1aHUI U HamucaHue pedepara).

7. BxonHbIe TpeOOBaHUS Il OCBOCHUS TUCITUTUIMHBI (MOJYIIS ), TIPEABAPUTEIHHBIC YCIOBHS:

3HATD: knerouHyro OMOJIOTHIO, THCTOJOTHIO, OCHOBBI MOJIGKYISIDHOW OMOJIOrMH, T€HETHUKU, OMOXUMUH, BHPYCOJIOTHUHU, (U3MOIOTUU (HAa ypOBHE
MIPOrpaMM CHEIHAIACTA/MAaruCTpa), TCOPETUICCKUE i METOJOJIOTUICCKHUE OCHOBBI OMOJIOTUYECKUX HAYYHBIX MCCIICIOBAHUH.

YMETDb: BbripabaThiBaTh Ha OCHOBE pPAllMOHAJIHHOIO aHallM3a ASKCHEPUMEHTATbHBIX PE3YIbTaTOB CBOIO TOYKY 3pPEHHsSI B BONPOCAX KIETOYHBIX
MATOJIOTHA ¥ OTCTaMBATh €€ BO BPEMsI TUCKYCCHUU CO CIICIMATUCTAMH U HECIICIUAINCTaAMK, YUTaTh U pedeprpoBaTh HAyUIHYIO JIUTEPATYPY B 00IaCTH
yIBTPACTPYKTYPhl OpPraHesl B HOPME U TMPHU MaTOJOTUH, B TOM YHCJIE HA MHOCTPAHHBIX SI3bIKAX, MPHU YCIOBUH COOIIONEHUS HAYYHOW ITUKU U
ABTOPCKHX IIPAB.

BJIAJIETD: coBpeMeHHbIMH HH(DOPMALTMOHHO-KOMMYHHUKAIIMOHHBIMHA TEXHOJIIOTUSIMHA, UHOCTPAHHBIM SI3BIKOM.

8. O6p830BaTeJ'ILHHe TCXHOJIOTHH: KIIACCHYCCKHUEC JICKIIMOHHBIC TCXHOJIOTUH.

9. ConepxaHue AUCHUIUIMHBI (MOIYJIs), CTPYKTYpUpPOBaHHOE MO TeMaM (pa3zesiaM) C yKa3aHHEM OTBEJCHHOIO0 Ha HUX KOJMYECTBA aKaJeMUYECKHUX
YacoB M BUIbI YU€OHBIX 3aHATUI



HanMeHOBaHUE M KPATKOE COIePKaAHUE Bcero B ToM uncne
pa3aesioB U TeM TUCHUIIUHBI (MOLYJIs1), (4acel
) KonTakTHas padora (paboTa BO B3aMMOJelHCTBHH € CamocTrosiTeibHast paboTa
(popMa MpomMesKyTOUHOI aTTeCTAUM 1O npenoaasaTesieM), 4acbl 00y4arouerocsi, 4acobl
AUCUHMIJIMHE (MOIYJII0) W3 HUX W3 HUX
. ~ YuebOHbIe 3ansaTus, | Becero | Bemomne | Iloaror | Beero
= E 2 HampaBJiCHHBIC Ha HUC OBKa
S o = = S | IpOBENCHHE  TEKYILEro JoMamtHu | pedepa
= gl e ¥F § 5 | KOHTPOJISL  yCIICBAaCMOCTH X 33JIaHAH | TOB |
= = | = § g 2 | £ 3 | KOIIOKBUYMBI, T.IL.
E % E | E % = % HPaKTHIECKUE
= =
Z¥| 52| 2| T % |KOHTPOIBbHBIC 3aHATHA H
HDE|Mmo|KZ| = ap)*
BBEJAEHMUE. BOJIE3HU, CBSI3AHHBIE C 10 10 26 26
HAPYHIEHUAMHA KIETOYHOI'O
SIIPA.OGmuii 0030p KIIETOYHBIX MATOJIOTHH,
CBSI3aHHBIX C TEHETUYECKUMHU HAPYILIEHUSAMU.
Knaccudukanus. bonesnu, cBsa3aHHbIe C
HapyIICHUEM SJIEPHOI 000T0UKH, TAMHUHBI;
pubocomonatun. [Ipumepsr. 36
BOJIE3HHU, OBYCJIOBJIEHHBIE 8 8 16 8 26

HAPYUIEHUSIMUA MEMBPAHHBIX
OPT'AHEJLJI IUTOIIJIAZMBI.
MuTtoxoHpUallbHble 0ONIE3HH; JTM30COMHbIE
0oxe3nu. [lepokcrucomurie 6one3nu. bonesnu
MIa3MaTHYECKO MEMOpaHBI.

34




BOJIE3HU, OBYCJIOBJIEHHBIE 10 10 18 12 28
HAPYHIEHUAMU HEMEMBPAHHBIX
OPT'AHEJIJI HUTOIIJIA3ZMBI.
LenTpocoMHubIie 601e3HN U O0Ie3HN
uurockeneta. [Iporeacomubie 60e3Hu. 38

IIpoMesxyTouHas aTTECTALUSA - 324eT

Hroro: 108 28 28 60 20 80

10. Y4yeGHO-MeToAnYeCKe MaTepHaIIbI Il CAMOCTOSTEIbHOW PabOThl aCITHPAHTOB.

KoHcneKThI neKuii, ayno- 1 BUACO3aNICH JIEKIUN, (aiibl Mpe3eHTalui JISKIUH, OCHOBHAS U JONOJTHHUTENbHAs ydeOHast muteparypa (cM. m.11)

11. PecypcHoe obecnieuenue:
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OcHoBHas nuTeparypa

Centrioles, centrosomes, and cilia in health and disease. Nigg EA, Raff JW. Cell. 2009 Nov 13;139(4):663-78. doi: 10.1016/ j.cell.2009.10.036.

P. D V306ekoB, U. b. Anuesa. [lenTpocoma- 3araaka «kieTouHoro npoueccay. [{utomorus 2008, T.50 Ne2, 91-112

The centrosome duplication cycle in health and disease Erich A. Nigg, Lukas CTajanek, Christian Arquint Biozentrum, University of Basel,
Klingelbergstrasse 50/70, CH-4056 Basel, Switzerland.FEBS Letters 588 (2014) 23662372

The CENTROSOME IN HUMAN GENETIC DISEASE. Jose L. Badano*, Tanya M. Teslovich* and Nicholas Katsanis* Nature MARCH 2005 |
VOLUME 6 www.nature.com/reviews/genetics

Centrosomes and Cilia in Human Disease Monica Bettencourt -Diasl, Friedhelm Hildebrandt, David Pellman, Geoff Woods, and Susana Godinho,
Trends Genet. 2011 August ; 27(8): 307-315. doi:10.1016/j.tig.2011.05.004.

Aldrin V. Gomes. Genetics of Proteasome Diseases. Hindawi Publishing Corporation, Scientifica. 2013

Burkhardt Dahlmann . Role of proteasomes in disease. BMC Biochemistry 2007, 8(Suppl 1):S3

3unoBuk A.B, I'ycuna H.b. Hapymenue Ouorenesa nepokcucom (KJIMHUKA, AUarHocTuka, asedenue) / 2011, MuHck.

Freeze H.H., Ng B.G. Golgi Glycosylation and Human Inherited Diseases // Cold Spring Harb Perspect Biol. 2011. V. 3. P. 1-23.

10 Ballabio A., Gieselmann V. Lysosomal disorders: From storage to cellular damage // Biochimica et Biophysica Acta. 2009. V. 1793. P. 684-696.
11. Becker L.E. Organelle Pathology in Metabolic Neuromuscular Disease: An Overview // Can J Vet Res. 1990. V. 54. P. 1-14.



12.

13.

14.

15.
16.

17.
18.
19.
20.
21.

22,
23.

Bexiga M., Simpson J.C. Human Diseases Associated with Form and Function of the Golgi Complex // Int. J. Mol. Sci. 2013. V. 14. P. 18670-
1868.
Casal M.L., Wolfe J.H. Mucopolysaccharidosis Type VII in the Developing Mouse // Pediatric Research. 2000. V. 47. P. 750-756.

JlononHUTEBHAS JIUTEpATYypa
Gurumurthy T., Shailaja S., Kishan S., Stephen M. Management of an anticipated difficult airway in Hurler’s syndrome // Journal of
Anaesthesiology, Clinical Pharmacology. 2014. V. 30(4). P. 558-561.
Siebert M., Sidransky E., Westbroek W. Glucocerebrosidase is shaking up the synucleinopathies // Brain.2014. V. 137. P. 1304-22.
Petanceska SS, Seeger M, Checler F and Gandy S, (2000) Mutant presenilin 1 increases the levels of Alzheimer amyloid beta-peptide Abeta4?2 in
late compartments of the constitutive secretory pathway. // J. Neurochem. 74: 1878-1884,
Pasquale, F. et al. Long-term outcomes in hypertrophic cardiomyopathy caused by mutations in the cardiac troponin T gene. //Circ. Cardiovasc.
Genet. 5, 10-17 (2012).
Richard, P. et al. Hypertrophic cardiomyopathy: distribution of disease genes, spectrum of mutations, and implications for a molecular diagnosis
strategy. //Circulation 107, 2227-2232 (2003).
Suzuki, T., Nagao, A., and Suzuki, T. (2011) Human mitochondrial tRNAs: biogenesis, function, structural aspects, and diseases, // Annu. Rev.
Genet., 45, 299-329.
M.B. Ilarpymes, II.A. Kamenckunii, 1.0. Masynun «MYTALU MHUTOXOHAPUAJIBHON JHK M METOJbl UX KOPPEKI[UN»,
buoxumust, -tom 79, ctp. 1417-1428, 2014
Howard J. Worman et al Diseases of the Nuclear Envelope. //Rev. Cold Spring Harb/ Perspect. Biol., 2010, 2
. Ya-Hui Chi et al. T The nuclear envelopathies and human diseases // J.Biomed. Sci. 16 : 96/ 2009
Worman & William T. Dau Nuclear Envelope: An Intriguing Focal Point for Neurogenetic Disease.. //Neuratherapouetics, 11, 764-772, 2014

[Tepeuens pecypcoB HHGOPMAITMOHHO-TEIEKOMMYHHUKAIIMOHHOM ceTu «IHTEepHET»

o http://www.ncbi.nlm.nih.gov/books/NBK21054/

[lepeuenp uCMONB3yeMbIX HH(OPMALMOHHBIX TEXHOJOTHM, HCHOJb3YEMbIX IPH OCYIIECTBIEHUU O0pa30BaTENbHOIO MpOIecca, BKIOYAs
IIporpaMmMHOC O6CCHC‘-ICHI/IG, I/IH(I)OpMaLII/IOHHLIe CIIPaBOYHBIC CUCTCMbI (HpI/I H606XO,Z[I/IMOCTI/I):
Wurepuer-Opaysep, 6a3bpl manusix PubMed (NCBI, http://www.ncbi.nlm.nih.gov/pubmed), Protein Data Bank (Research Collaboratory for
Structural Bioinformatics http://www.rcsb.org/pdb/home/home.do)



http://www.ncbi.nlm.nih.gov/books/NBK21054/
http://www.ncbi.nlm.nih.gov/pubmed
http://www.rcsb.org/pdb/home/home.do

Onucanue MaTepUaIbHO-TEXHUYECKOM 0a3bl.
Kadenpa knerounoit OmoOJIOrMM M THCTOJIOTMM Ouonormdeckoro ¢axyiaprera MIY pacnonaraer HEOOXOAMMBIM ayAUTOPHBIM (OHIOM,
KOMIIBIOTEPaMHU, IPOEKTOPAMHU U IKPaHAMHU, ayIMO0AIIapaTypou.

12. SI3BIK TipenoaBaHusl: PyCCKUMA
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13. TIpenonaBarens (MpernogaBaTein): 3aB. Kapeapbl KJICTOYHONH OUOIOTHH U TUCTOJIOTHH, Tpodeccop 4 I'.E.OnuiesHko



IIpunoxenune

OIIeHO‘lHLIe cpeacrea nJis l'[pOMQ)KyTO'lHOﬁ aTTeCTaluy 1Mo TMCHMUIIJIMHE (MOI[y.TIlO) «IlaTog0orus KJIeTKu»
Ha OCHOBE€ KapT KOMIIeTeHIInii BBIITYCKHUKOB

PE3YJIbBTAT OBYUEHUS KPUTEPUMU u [TIOKA3ATEJIN OHEHOYHBIE CPEACTBA
10 JUCHUIIMHE (MOAYJII0) OLHEHUBAHMUSA PE3YJIBTATA
OBYYEHUS

1o AucHuIInHe (Moay.a1), 6amisl BPC

1, 2 3 4 5

0 1-29 30-59 | 60-89 | 90-100 | - umousuoyanvroe cobecedosanue, pepepam,
Bnaoemy: 3ayem
HaBBIKAMHU aHAJIM3a METO/I0JOTHUECKUX
po0JIeM, BO3HUKAIOIIUX TP PEIICHUN
HCCIIEIOBATEIBCKUX U MPAKTHYECKUX 3a/1ad,
B TOM YHCJIC B MEKIUCIUTUTMHAPHBIX 00JIACTSIX
Koa B (YK-1)
Bnaoems: 0 1-29 30-59 | 60-89 | 90-100 | - - unousudyanvroe cobecedosanue, pepepam,
HaBBIKAMU KPUTUYECKOTO aHAIM3a U OLICHKU 3auem
COBPEMEHHBIX HayYHBIX TOCTHKEHUH U
Pe3yIbTaTOB JEATEILHOCTH MO PEIICHHUIO
HCCIIEIOBATEIbCKUX U MPAKTHUECKUX 33/1a4, B
TOM YHCJIC B MEXKTUCIIMITHHAPHBIX 00J1aCTAX

Kox B2 (VK-1)

3name: 0 1-29 30-59 | 60-89 | 90-100 | - umousudyanvroe cobecedosanue, pepepam,
METOJIbl HAYYHO-UCCIICI0BATEIILCKOM 3auem
JeSITETbHOCTH
Kox 31(YK-2)
Bnaoemo: 0 1-29 30-59 | 60-89 | 90-100 | - umousuoyanvroe cobecedosanue, pepepam,




TEXHOJIOTHUAMHA OLUCHKH PE3YJIbTAaTOB
KOJIJICKTUBHOM JIEATCILHOCTH 110 PCIICHUIO
HaY4YHbIX U Hay‘IHO-O6pa3OBaTCJ'II)HI)IX 3aJa4, B

TOM YHCIIE BEAYIIEHCS Ha HHOCTPAHHOM SI3bIKE
Kox B2(YK-3)

3auem

3namop: 1-29 30-59 | 60-89 | 90-100 | - umousuoyanvroe cobecedosanue, pepepam,
CTHJIUCTUYECKHE OCOOCHHOCTH IIPE/ICTaBICHUS 3auem

pe3yIbTaTOB HAYYHOH JCATEIBHOCTH B yCTHOU

¥ TUCHbMEHHON (opMe Ha TOCYIapCTBEHHOM U

WHOCTPAHHOM $SI3bIKaX

Kox 32(YK-4)

Bnaoemuv: 1-29 30-59 | 60-89 | 90-100 | - umousudyanvroe cobecedosanue, pepepam,
HAaBBIKAMU aHAIIN3a HAyYHBIX TCKCTOB Ha 3auem

rOCYJapCTBEHHOM M MHOCTPAaHHOM SI3bIKaxX

Kox B1(YK-4)

Ymemsn: 1-29 30-59 | 60-89 | 90-100 | - umousudyanvroe cobecedosanue, pepepam,

cobupaTb, 0OTOMpPATh U UCTIOIb30BATh
HeoOxoIuMble JaHHbIE U 3()PEKTUBHO
IIPUMEHSTHh KOJMYECTBEHHBIE METO/IbI UX
aHaIM3a

3a4em




DoH/IbI OLIEHOYHBIX CPEACTB, HE00X0AMMbIE /1JIs1 OLIEeHKHU Pe3yabTaTOB 00y4YeHUs

IpumepnI BONPOCOB K MPOMEKYTOYHOMY KOHTPOJIK0 (TeMbl pedepaToB, BONPOCHI /1151 HHIUBHIYAJILHOTO COOece10BaAHMS):

1. OcHOBHBIE THUIIBI TATOJOTMH KIETKH, 00YCIOBICHHbIE TEHETUYECKUMU HAPYIIECHUSIMHU.

2. JlaMuHONATHUH.

3. XapakTepHucTuka puOOCOMONATUH, MOJIEKYIISIPHO-TEHETUYECKIE MEXaHU3MBI UX Pa3BUTHL.

4. Bore3HH HAKOIUICHHSI TOBPEXKICHHBIX OEIIKOB, HAPYIICHHS MTpoIecca ayTo(arum.

5. AHOMaJbHbIE MUTO3bI B OIIYXOJISIX.

6. I'eHermueckue HapylIeHUs1 OEIKOB MMOJBUKHBIX PECHUUEK

7. Kapnmomwuonatuu kak npuMmep 0ose3Hel, 00yClIOBIECHHBIX HAPYIIEHUSIMH B O€IKaxX LIUTOCKENEeTa.
8. bBone3nn mrazmarudeckoit Memopansl. [Ipumepsr: Cunapom @ankonu-bukerns.

9. bone3Hu nuTocKenera, CBA3aHHbIE C HApyIIEHUEM MUKpOTpyOouek. [Ipumepsl.

10. ITpoTeacomuble 6OIE3HU.
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IMPOI'PAMMA
3ayerta no cneukypcey «IIATOJIOI'UA KIIETKHW»

BBEJIEHME. BOJIE3HHU, CBA3AHHBIE C HAPYHIEHUAMMU KJIETOYHOTI'O SAAPA.

[Mpeamer «IlaTonorus knetkw». OCHOBHBIC IOHATHS U onpeneneHus. Vctopus Bompoca. O0muii 0030p KIECTOYHBIX MAaTOJIOTHH, CBA3aHHBIX C
TCHETHYECKUMH HAPYIICHUSIMH B OCJIKaX pa3IMyHbIX Opraneiul. AKTyanbHOCTh. Kitaccudukammum. MeTosl nccie1oBaHusI KICTOYHBIX TaTOJIOTHH.

bonesnu, o0ycnoBieHHbIe HAPYIIEHUSIMU OENKOB siepHoit o0onouku (envelopathies). bonesnu, cBs3aHHbIE ¢ HAPYIICHUSIMH SACPHOM JIAMUHBI
(Laminapathies). Tlpumepsr: OuaroBas smnumomuctpodus, bomnesus Illapkora-Mapu, Ilporepuss ['atumncona-I'mndopna, ManauOynoakpaibHas
nucmasusi, Muonatuu. bonesnu, o0ycioBieHHbIe HApYIICHUSIMH sapbIiika - pudbocomonaruu (Nucleolapathies,) IIpumeps: Cunapom Tpuuuepa-
Komnunza, anemus lalimonna-bmkdana.

BOJIE3HHU, OBYCJIOBJIEHHBIE HAPYIIEHUAMMU MEMBPAHHBIX OPTAHEJIJI HUTOIIVIA3MBI.

MuTtoxonnpuansnbie 6one3sHu (Mitochondrial diseases), cBfi3aHHbIE C HapyUIEHMSIMHM MHUTOXOHAPUAIBHOIO T€HOMa M C HapyLICHUSMH
anepHoro reHoma. [lpumepsr: Cunapom Jlebepa, Cunapom Kepue-Ceiipa CunapoM MUTOXOHIpUaibHON nermtenuu — MDS.

Jluzocomunie Oomnesnn (Lysosomal diseases - Storage diseases). Crpecc SHAOIIIA3MATHYECKOTO PETUKYJIyMa M OOJIE3HM HAKOILJICHHUS
NOBpEXJICHHbIX OenkoB (Storage diseases), cTpecc ammapara ['oyb/pkHM, aHOMAJIMH, JIM30COMHBIX O€NKOB, HapymeHus ayrodaruu. [Ipumepsr:
MYKOIIOJIMCAXapH103bl, MyKOJUIUA03bI, TTIMKONPOTEUHO3bI, COUHTOTUINI03bI, IPYTUE TU30COMHBIE 00JI€3HN HAKOIUICHHUS.

ITepoxcucomusie 6one3nu (Peroxisomal diseases ) [Tpumep Cunapom Lennserepa.

bone3nn mnasmarnyeckoir MeMmOpanbl (Plasma membrane diseases). IIpumepsr: bonesns Mapkuadsa-Mukenu, apuTMuu, HaciaeICTBEHHBIHI
Mukpocoeporuro3. Cunapom Pankonu-bukenst (BpokIEHHBIN INIMKOreHO03), HecaxapHbli nuader [ u 11

BOJIE3HHU, OBYCJIOBJIEHHBIE HAPYHIEHUAMU HEMEMBPAHHBIX OPT'AHEJLJI HUTOIIJIA3MBI.

[lentpocomubie Ooneznu (Centrosomal diseases): LEHTPOCOMHBIE O€JIKH, AaCCOIMUPOBAHHBIE C OONIE3HSIMHM YENOBEKa, TAaKHUMH, KakK
MUKponedanus, KapJuKOBOCTb, OIYXOJIEBBIH POCT. AHOMaIMH IIEHTPOCOMBI U KIETOYHOTO JIeJICHUS. AHOMaJIbHBIE MHUTO3Bl B OIYXOJIfX.
I'enernueckue HapyiieHUs: OETKOB MOABIKHBIX pecHudek. Cunapom Kaprarenepa. AHOManuu MepBUYHBIX pecHUYeK. [[0MMKUCTO3 MoYeK, HapyIIeHHe
CTPOECHUS KOHEYHOCTEH U T.J1.
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bonesnn murtockenera (cytoskeleton diseases), cBsizaHHBIE ¢ HapyHIEHUsSIMH B: a) IpoMeXyTouHbIX ¢uimamenTtax (Intermediate filament
diseases); : 6) mukporpyboukax (Microtubule diseases); B) akTuHOBBIX (riamenTax (Actin filiment diseases). [Ipumepsr: Kapaunomuonaruu, 60e3Hb
Anwrreiimepa, 0osie3Hb Ajekcanipa, bokoBoit amuoTpoduueckuii CHHAPOM, | T.]I.

[Iporeacomusie Gone3nu (Proteasomal diseases). IIpumepbl: XpoHWUYECKHI ATHIUYHBIA HEHTPOPHIBHBIA JEepMaTo3 C JIMNOJUCTPOPHEH U
nogbemamu Temneparypbl (CANDLE-cunmpom), Cunapom Hakamxo-Humumypa (ayTOBOCHANMUTENBHBIM CHHAPOM ¢ Junoauctpodueii), JMP-
CUHIPOM (CHHAPOM CYCTaBHBIX KOHTPAKTYp, MBIIIIEUHOW aTpouu, MUKPOLIUTAPHON aHEMHH U TAHHUKYJIUT-ACCOLIUUPOBAHHOMN JIUTTOAUCTPODUN).
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