I eHeTHKA YeI0OBEKA

Jlekuuda 6.

HaCJ]eI[CTBeHHI)Ie IH3INUMOIIATUU

JloBuHCKkasi AnHa BiiaaumMupoBHa,

PhD, kadeapa MosiekyJaapHOA
OMOJIOrMH ¥ TeHEeTHKH



HacaencrBeHHbIe JYH3MMONATHH - 0ojie3HH OOMeEHa BCIIICCTB,

CBSI3aHHBIC C HapyIIeHHEM OOMEHa YIJIEBOJIOB, OEJIKOB, JKMPOB M Jp., B
pe3yJiibTaTe HapyleHus (yHKIIMNA O€IKOB-(PEpMEHTOB (SH3UMOB).

MN3BecTHO OKOJIO 700
OoJie3HEell OOMEHa BeEIIECTB,
g 200 U3 HAX YCTaHOBJICH
OMOXMMHUYECKUN ACPEKT.

Tunm HaciaegoBaHusa  yallle
ayTOCOMHO-PELIECCUBHBIMN,

pexKe - ayTOCOMHO-
JTOMUHAHTHBIN 1Z0)041 X-
CLICTJICHHBIN.

Hapyenue odbmena 0eJIKoB

Hapymenue
|IL‘|]L"IS£!})I-IHE]I1I.UI GL‘._I'IKUB
M BcacbIBaHMs
AMHHOKHCITOT B
KETYI0MHO-KHILIETHOM
'i'p'dl‘('l'ﬂ -
AMMHOKHCIOTHBIH
Yeunenue CHuKeHune nucbanance

pacinaia p"cllf namaa

Hapyuienue
CHHTE3a M pacnajia
Oe/KoB

Hapyenne
HacnencrseHnHble obMeHa
nedeKThl CHHTE3A AMHUHOKMCIOT

KonnuyecTBeHHbIE
HapylieHus Paccrpoiictso
KOHCHYHEIX
ITANOB
obMmeHa
OeNKOB

HenocrarouHoe
MOCTYILIEHHE
HeaKOB OpraHu3M

Hapyienue
AMHWHOKHCJIOTHOI'O
cocraBa
noTpedageMoro
Oenka




JIN30coOMHBIE 00JIe3HH

HaciienqctBeHHble  HapylIECHUS

oOMEHa JIMIIMJIOB - DJOTO OojbIias

reTeporeHHas rpymmna 3a00jJeBaHUi ¢ HAPYIICHUSMH OOMEHa JIMIHUJIOB Ha

YPOBHE  paCIIEIUICHUS,
IIPOMEKYTOYHOT0 OOMEHa.

BCaCbIBaAHUA,

TpaHCIIOPTa, a  TaKxke

JIn3zocoMaJabHBIC 00J€3HU

BHYTPHUKJIETOYHBIC JIUTTHI03bI
(HaKOIIJICHHE JIMIIUJIOB B KJIETKAX
TKaHEe)

» TaHDIMO3UI03bl - MOPAXKAKOTCS KICTKH
rojoBHOro mo3ra (0one3np Tes-Caxkca)
» COOUHTOMHUEIONUNHUI03bI — MOPaAXKaAIOT-

Cs KJISTKH MapeHXHMMATO3HBIX OPTraHOB
(0one3nn Humanna-Iluka, 'ome).

OO011re KIMHUYECKUE CUMIITOMBI:
MPOTrPECCUPYIOIINE CIIA00YMHUE,
JBUTaTEIIbHbIE PACCTPOMCTBA,

IIOPAXKEHHE ONIOPHO-JBUTATEIBLHOTO
amrapara, KOXH, [a3 M BHYTPEHHHUX
OpraHoB (ITOYKH, NIEYEHb, CEIIE3EHKA).

TUNEPIUIUAECMUAN
(Oone3Hu ¢ HapyleHueM oOMeHa
JUTIONIPOTEUIOB, COJCPKAITUXCS B KPOBH)

JIunonporenapl 00€CIEYNBAIOT TPAHCIIOP-
TUPOBKY XOJIECTEpHHA Y TPUIIIULIEPUIOB K
opranaM. WM30bITOK JUOUJ0B B KPOBU
MPUBOJUT K MOPAKEHUIO OPraHOB CepJiey-
HO-COCYJMCTOM CHCTEMBbI (CEeMEHHasi TH-
MEPXOJIECTEPUHEMUS ).




JIN30coOMHBIE 00JIe3HH

»boJae3nb Tes-Cakca (GM,-raHmmmonunuao3, ASUIMT TeKCO3aMUHHIA3HI,
paHHssA JAETCKas aMaBpPOTHYECKash WAWOTHS) BBI3BIBAET MPOTPECCUPYIOIIEE
YXYAIIEHUE YMCTBEHHBIX U (PU3UYECKUX CIIOCOOHOCTEN pedeHka. bose3np Tes-
Cakca oOycnosieHa mytamusMu reHa HEXA, kotopelii HaxoauTcss Ha 15
XpoMOcoMe. 3a00JIEBaHWE MPOSBISIETCS TOTJA, KOIJIAa B HEPBHBIX KIETKaX
MO3ra HAKAIUIMBAETCS OIMACHOE KOJIUYECTBO TaHIIIMO3UJIOB, UTO B PE3YJbTATE
MIPUBOJUT K MPEKICBPEMEHHON CMEPTH 3TUX KJIIETOK.

C¢uur0m|enun

»[Ipu 3a60aeBannu Humanna-Iluka tuma A, B u e
C MpOMCXOMUT HAKOIUICHUE JIMITUIOB B CEJIC3CHKE, ﬁ’@l A
MICYCHH, JICTKUX, KOCTHOM U TOJIOBHOM MO3TE. [1p1 |
(k1accudyeckoM, — uH(aHTHIbHOM) — Téme A [[REEE \\upﬁp Supoepn
3a00JICBaHUs, BBI3BIBAEMOTIO0 MHCCEHC MYyTalluei, P

~o ADC
N
| s

BO3HUKAET AS(PUIUT CHPUHTOMUETUHA3HI. s runad Cymparun

r\’ d)o&.d)oxonml
X — = Connrozun

A
.

»CeMeiiHasi TUIIepPX0JieCTEPUHEMHSI XapaKTEPH- FW“MGM‘
3y€TCsl BBICOKUM YPOBHEM XOJIECTEPHUHA B KPOBH, B x__-.
YaCTHOCTHU, OYEHb BBICOKMM YPOBHEM JIUIIOIPO- “‘I”“’"“C“’
Tens0B HU3KoM moTHoctu (JIITHIL, T.H. "mutoxon [EEEErres
XOJIECTEpUH"), a TaKkKe PAHHUM (B MOJIOTOM |HSsembimims s i
BO3PAaCTE€) BOBHUKHOBEHUEM CEPACYHO-COCYIUCTHIX

3a00JICBaHUM.

I'enepanu30BaHHBIN raHITIHO3M 103




AMHHOANUIONATHU M OPraHUYeCKHe allUIyPUHA

AMMHOAIUIONIATUSA - HAPYILIEHUE PACIICTUIEHUS aMUHOKHUCIIOT B [IATO30JIE.
OpraHuyeckue amuaypuud - rpylna 3a00JeBaHU XapaKTePU3YIOIIHECs
OKCKPELMEN HEAMUHHBIX OPTaHUYECKUX KHUCIOT C MOYOU. bOJILIIMHCTBO
OpPraHUYECKUX  alUJIECMHUM  pe3yJbTaT HapyleHUus  CHeIupUIECKON
TpaHcopMaluM B KaraOOJIW3ME€ AaMMHOKHCIOT, OOBIYHO MPUYMHOMU
SABJISCTCS NE(PEKT aKTUBHOCTH (DEPMEHTA.

» MeHWJIKETOHYPHSA -  HEJOCTAaTOYHOCTH
(heHuIanaHuH-4-ruIpOKCUIIa3bl, B PE3yJIbTaTe
yero OJOKHUPYETCS MPOLECC IIpeBpalCHUS
(heHMIIaTaHMHA B THUPO3UH. B opranusme
HAKAILIMBAKOTCS TOKCUYHEBIC
(heHUJIKETOIIPOU3BOAHBIC COCAUHEHUS;

» AabOMHU3M  (T71a3HO-KOXKHBIM) -  gedeKT cuHTe3a  (epMeHTa
TUPO3UHA3BI, HEOOXOAUMOTO JIJIT HOPMAIBLHOTO MEITAHMHOOPA30BaHMS;

» Tupo3uneMusi - 00jJe3Hb, CBSI3aHHAS C MyTalMel CTPYKTYPHOTO I'€Ha
JUI IIMTO30JIbHOM (PyMapriianeToaneTaTruposaas3bl, MPUBOAAIIAs K €€
HEJIOCTAaTOYHOCTH B MEYEHHM, TTIOYKaX, TUMDOIUTAX;




boJ1e3HH yIiIeBOAHOro 00OMeHa

» lanakto3emMusi - SH3WMMOIIATHS, CBS3aHHAs C HApYIICHHEM OOMEHa
MUIIEBON TaJaKTO3bl, PA3BUTHUEM KaTapaKThl, MOPAKCHUEM IICUCHH,
MO3Ta, OYEK;

» MpykTo3emMusi - BPOXIACHHBIM Aeuuut GpykTo30-1-moHodochar-
anbJ0JIa3bl, OTBETCTBEHHOM 3a META0OJM3M MHUIIEBON (PPYKTO3HI.
AyTOCOMHO-PEIECCUBHBIN THII HACJIEJOBaHUA. [IposiBisiercs
3a00JIEBAaHUE  MPEUMYIIECTBEHHO JHapeer TMpH  YIOTPEOJICHUU
POIYKTOB, COACPXKAIUX (PPYKTO3Y

» Iiukoreno3nl (Oone3nb Impke, Cxema namoeenesza I muna
[lomne, AnzgepceHa wu 1p.) - anuxozenosa ( bonesnv Lupie)
OH3MMHBIC HapyIIEHUs OOMEHa o
IJIMKOT€Ha, IPUBOASAT K e

wasa

OpIraHOB ITIMKOI'CHA.

Haxonienue

/ \ h, | NIHKOTC€HA B |wmp
JINKOTEH | || D
G | ..o, nouca]

B §
Bto 1505(5
n
JIVIU, [EMUU




HacJseacrBeHHbIe 00J1€3HH TPAHCIIOPTA MeTA00JIUTOB

MykoBHCIUA03 (KMCTO3HBIN (PHOpO3) - HAPYILIEHWE TPAHCIIOPTA MOHOB XJI0pa
Y HATpUs 4epe3 KICTOYHbIE MEMOpPaHbI.

['eH MyKOBHCIIH103a JIOKAJIM30BaH Ha JJIMHHOM ILieue B xpomocome 7 (7q31-
32). I'en agerepMHHUpPYET CHHTE3 Oe€JiKa, Ha3bIBAEMOI0 MYKOBHUCIIHI03HBIM
TPAHCMEMOpPAHHBIM PETYISATOPOM MMPOBOJAMMOCTH. THI HACIEAOBAHUS -
ayTocoMHO-peneccuBHbIi. Yactora ot 1:1700 no 1:6500.

IIpu 3TOM 3a00JIEBaHUM MYKOCEKpEe-
TOPHBIC JKEJIC3bl BBIJCIISIOT BSI3KYIO
CJIN3b, KOTOpas SBJISETCS OCHOBHOU
NPUYMHON [ATOJOTMU: WU3MEHEHUE
YKEJe3 CIU3UCTOU pTa, MUILIEBOAA, KU-
NICYHUKA, TIOJKEIIYIOYHONU IKEJE3bl,
HOCa, Tpaxed, OpoHxoB u 1p. OToT [N
CEKPET 3aKYyIOPHUBAET BCE BBIXOJIHBIC > Jarpunenie

AviXavus

OTBepCTHH u Hpeﬂonpeﬂeﬂﬂe’r 5 Crofikuil Rawens ¢

MOKPOTOU

IIATOJIOTNYCCKUC N3MCHCHUA B » Hanuuue kposu 8

MOKpOTE

OHpeI[eHeHHBIX OpraHaX. y - - TpyasocTu

nuuwesapeHun

» bonu u cnaamul 8

> YmeHbweHHul pocs

» Huskul sec tena




HacJjeacrBeHHbIe 00JI€3HM JKEJTYT0YHO-KHILIEYHOT0

TpakKTa

Lleanakus (00s1€3HB I'u-I'eprepa-I'einOHepa, IJIIOTEHOBAaS
IJHTEPONATHUSI) - HENEPEHOCHUMOCTh KOMIIOHEHTOB O€Ka 3J1aKOBBIX -
poJlaMHUHA U IIIOTeHHHA (IIIOTEH). B pa3HbIX 371aKax MpoJilaMUHBI UMEIOT
PA3JIMYHOE HA3BAHWE: B MIICHWIIE - IJIHAJWH, BO PXKU - CCKAJIWHUH, B
AYMEHE - TOPJACHUH, B OBCE - ABEHUH U JIP.

Yacrora B Poccum - 1:5000 - 1:10000
neren, B crpanax EBporbl 1:300.

Tun wHaciegoBaHusg - ayTOCOMHO- Sa— LT e
JOMUHAHTHBIH.

BreIgBIeHA  OCHOBHAs  acCOIMAIIUS ,
[ICJIMAKUU C JIOKYCaMU I'€Ha INIaBHOIO o )
KOMILJIEKCa T'MCTOCOBMECTUMOCTH, :

PACIIOJIOKEHHOIO HA XpomMocoMax 14 u
6.

_~— Cycrasbl 1 Mbiybl

bonb n otek

MeTteopusm
3anop




boJie3HM AbIXaTeJIbHOM Leld MATOXOHAPUH

»Cungpom MELAS (Mitochondrial encephalomyo-
pathy, lactic acidosis, and stroke-like episodes wnn
MUTOXOHApHAJIbHAS  SHIE(PAIOMHUONATHS, JaKTaTallu-
103, HWHCYJBTOIOAOOHBIC BIHU30/Ibl) - MPOTrPECCUPYIO-
€€ HEUPOICTEHEPATUBHOE 3a00JIE€BAHUE, CONPOBOXKIA- [, £ A
ercd  NOAMMOPMHONM  CHUMITOMATHKOM  —  JMA0€-  Poamsic (mepoxosamsic)

KpaCHBIC MBIIIICYHBIC

TOM, CyIOPOTAMH, CHHYKEHUEM CITyXd, CEPIACUHBIMU 3200~  pomoran mou axmaposic
JICBAHHUSIMA, HU3KAM POCTOM, HIOKPHHOIATHAMH, HETIC-  gomenme wmoomimni
PEHOCHMOCTBIO (PM3MUYECKUX HATPY30K U HEUPOICHXHUAT-

PUUYCCKUMHU OTKIIOHCHUAMMU.

» NARP-cunapom (neuropathy, ataxia, retinitis pigmentosa, Win CHHIPOM
HEWpoNaTuy, aTaKCHUHM, MMUTMEHTHOIO PETHUHWUTA) HEWPOJEreHepaTUuBHOE
3a00JICBaHHUE, CONPOBOXKAACTCSA  IMapecTe3rMel WM  THUIlepecTe3uei
BEPXHUX/HM)KHAX KOHEYHOCTEW (CEHCOpHAas HEWUPOIAaTus); CHUXKCHUEM
MBIIIEYHOW CHJIbI, HAPYIICHWEM KOOPAWHAIUM W PABHOBECHS (ATAKCHS).
NARP-cuHapoM dacTto coderaeTcsi ¢ HapyIICHHEM IIBETOONIYILCHUS
CETYaTKH, JTEMCHIUEH, STMICNTUYCCKUMH TIPUCTYIIaMU, AePEKTaMH CIyxa

Y HApYUICHUAMU PUTMa CEepALA



IlepokcucoMHbIE 00JI€3HU

»Cunapom IleabBerepa sBiIseTcs HaumOoee TSDKEIBIM BapHaHTOM
HapylIeHUsT  OMOreHe3a  IEePOKCHCOM, KOTOPBIM  XapaKTEpHU3YyeTCs
ne(peKTaMyu MHUIPallid HEMPOHOB B TOJOBHOM MO3I€, YEIIOCTHO-JIHUIICBBIM
IU3MOP(U3MOM, CHIILHOM THIOTOHHEH, HEOHATAJIbHBIMH CYJIOpOraMH M
HapylieHueM  (YHKIUA  II€4eHU. AyYTOCOMHO-PELIECCUBHBIA  THI
HACJICJOBAHMS.

*  MepokcHcoMa (nar. peraxysoma)l — ofAsaTENbHIA OPraHEMNA YKAPHOTHYECKOH KNETKM,

OIP3HMHLHHAA MEMOpaHOoH, cogLpMatan HoALIL oL KONHYLCTBO PLpMLHIOs,
KATANMHIUPYIOUMX OKHCITUT ENhHO-ROCCT ANORHTENLHLIE PERKIUM (01CHAAILI

» AnipeHoJieHKkogucTpopus G RO POGHREIL W T3] AN PIGP 010350 1. M,
HOBO-POKIECHHbIX SBJISICTCSI

OJIHAM M3 BapHaHTOB HApPYIICHUS
OuoreHe3za IMEPOKCUCOM CpEeaHEH
CTETIEHU TSHKECTU 17|
XapaKTEepU3yeTcs TUIIOTOHUEN,
JNEUKOMUCTPO(DHEN, HAPYIICHUSIMU
3p€HUsT U HEHUPOCEHCOPHBIMHU
HapyIICHUSIMUA ciyxa.
AyTOCOMHO-PENECCCUBHBIN THII
HacJICJOBAHUSI.




boJjie3nu oOmMeHna rema u noppupuHoOB

» Cunapom Kuianbepa (mmpocras ceMeiiHas XoJIeMHUs, KOHCTUTYIIMOHATbHAS
TUIICPONTUPYOUHEMUSI, UIMOIIATUYECKAsT HEKOHBIOTUPOBAHHAS THUIICPOUIIUPY-
OMHEMUs, HEreMOJIUTHYECKasl CeMEWHas JKENTyXa) XapaKTepu3yeTcsi yMe-
PCHHBIM MOBBIIICHUEM COACPKAHUS CBOOOAHOrO (HEMPSIMOro) OWJIMpyOuHa B
KPOBHU BCJICJCTBHME HApPyUICHUSI BHYTPUKJIECTOYHOIO TpaHCHOpTa OWIMpyOHHA
B TEIAaTOUUTaX K MECTYy €ro COEIUHEHUSA C I[JIIOKYPOHOBOW KUCIIOTOM,
YMEHBIIICHUEM CTCIIEHW  TUNepOMIMPyOMHEMUHU nojg  JCUCTBHUEM
(benobapOuTana. HapymaroTcs cuHTe3 OCIKOB: JIUMTIaHJINH U IPOTEHH Z.

» Cunapom Kpuraepa-Haitapa XapaKTepUu3yercs
BPOXKICHHOM, 3JIOKAYECTBEHHOW THIEpOMIMPYOUHEMUEN,
KOTOpasi B CBOIO O4Yepe/Ib BO3HUKAET BCIIEACTBUE HAPYIICHUS
npolecca KOHBIOTalMM B MEYEHM OWIuMpyOMHa C
[JIIOKYPOHOBOM KHUCJIOTOM. ODTO HapylleHHuE OOyCIOBICHO
OTCYTCTBHEM UJIn HEJIOCTAaTOYHOCTHIO (dbepmeHTa
LIIOKOPOHUJITPpAaHCepasbl.

»>lloppupun - reTeporeHHas rpymna HapylUIeHUH OHMOCHHTE3a Tema,
CBSI3aHHBIX C IOJABJICHUEM AaKTUBHOCTH YYACTBYIOIIMX B ATOM IIPOIIECCE
pa3UYHbIX (PEPMEHTOB M HAKOIJICHUEM B OPTaHU3ME TOKCUYHBIX BEIIECTB -
NOP(MUPUHOB W/UIIM UX MPEAIISCTBEHHUKOB (BpOXKISHHAS KOIIPOIOphHpHs )



HacaeacTrBeHHBIC 00J1€3HHU COCMMHUTEILHON TKAHA

»Cunapom Mapdana Haciaegyercs IO ayTOCOMHO-
JTOMUHAHTHOMY mpu3HaKy. (OCHOBHOM  MOJIEKYJISIPHBIN
aepekT — pe3yabTaT MyTallMii B TEHE, KOAUPYIOIIeM
ruKonpoteuH (GuopwiuH-1 (FBNI), KOTOpBIA SIBISETCA
OCHOBHBIM KOMIIOHEHTOM MHUKPO(QUOPHUII M IIOMOraeT
KJIETKaM MPUKPEIUIATECS K BHEKJIECTOYHOMY MAaTpPHUKCY.
OCHOBHOM CTPYKTYpHBI Je(dEeKT CBsI3aH C CepJEeUHO-
COCYIMCTOM CHUCTEMOM, OIMOPHO-IABUIATEIBHBIM aIllaparoM
U 3pUTEIbHOM  cUCTEMOM. (OCHOBHBIE KJIMHWUYECKHE
IIPOSBIICHUSL: COYETAaHUE JUTAHHBIX KOHEYHOCTEW,
AHEBPU3Mbl ~ KOPHS  aOpThl W JIUCIOLIMPOBAHHBIX
XPYyCTaJINKOB.

» AXOHJIpOreHe3 1-ro THIIA XapaKTEpU3YyeTCs HapYyIICHUEM
SMOPHUOHATIBHOTO Pa3BUTHS W, KaK CIIEJCTBHUE, TSXKEJIBIMU HW3MEHEHUSIMHU
KOCTHO-XPSIIIEBOU CUCTEMBI. Y TAIMEHTOB C aXOHIPOTeHE30M l-ro Thma
HAONIOAAETCSl OTCTABAHHE B POCTE, PE3KO YKOPOUYEHHBIE KOHEYHOCTH,
KpylHasi TrojoBa C 3alaBII€d IEPEHOCUIIEM W HEAOPa3BUTAasA HUHKHSIA
YeII0CTh. AXOHAPOTeHE3 1-ro TUIa MPUBOAUT K BHYTPUYTPOOHOM rudenn
J10/1a WK K JIETATLHOMY MCXOy B MIEPBBIM MECHI] )KU3HU peOCHKa.



HacJeacrBeHHbIe 00J1e3HH KPOBH U KPOBETBOPHBIX

TKaHeH

»lemopuiua A sBisieTcss HauOolee PACHPOCTPAHCHHBIM — TSKEIBIM
HACJICACTBEHHBIM HAPYIICHUEM CBEPTHIBAHUSA KpoBU C 4vactorou 1:5000 y
MYXYHMH, BbI3BaHHBIM JepuuuTom (akropa VIII.

»lemopuiua B mopaxaer mpumepHo 1:40000 mMyX4MH M BBI3BIBACTCS
neduiuroM dakropa [X.

XapaKTEpUCTUKHA CXOXKHM JIsI 00enX (POpM reMouiaIvh W BapbUPYIOTCS OT
JIETKOTO KPOBOTEYEHMSI IIOCJIE CEPbE3HOM TpPaBMbl WM OIEpallMu  J0
CIIOHTAHHOT'O KPOBOW3JIWSIHUS B MBIIIIBI U CyCTaBbl. KiIMHUYECKAsT TAXKECTh
TECHO KOPPEIMPYET CO CHMKEHUEM akTUBHOCTH (pakTopa VIII mimm [X.

O6e dopMmbl TeMOGWIMH JAEMOHCTPUPYIOT X-CIEIUICHHOE PEIEeCCUBHOE
HacJeqoBaHUe, W JIOKyChl O3k - (aktop VIII B Xq28 m daktop IX B
Xq27.1.

Bcemupnas penepanust remopuinu - https://www.wth.org/en/home

OXII BHewHunin
BHyTpeHHuin ®X| ¢.[[I MeXxaHU3M
MexaHu3m aKTUBauum
{ oVIT -
aKTuBauum ¢Ix ﬂpOTpOM6MHa3bI

npOTpOMGMHasm DVl

-L uspu L ‘
BOPOTKA|


https://www.wfh.org/en/home

HacJueacrBeHHbie 00J1€3HH UMMYHHOM CUCTEMBbI

IIepBoe 3a00sieBaHKE, CBI3AHHOE C
HACJIEICTBEHHBIM
UMMYHOJIE QUITATOM
onrcano B 1952 rony.
brn
UMMYyHOAC(PUIIUTHBIE
3a00JIEBaHUS, KOTOPHIC BIMSAIOT Ha
paszMyHbIe CTaauu pa3BuTus B- u
T-mumdbonuToB, a Takke HMEIOT
AePekTel B IMOBEPXHOCTHBIX
MOJIEKYJIaX, KOTOPbIC BaXXHbI IS
¢ynkuun  T- wim  B-kieTok.
Taxxe BcTpedaroTcss  AS(PEKTHI
(barolUTapHBIX KJIETOK,
KOMILJIEMEHTA, [IUTOKWHOB,
pELEenTOpPOB [IUTOKUHOB 17|
MOJIEKYJ, KOTOpPBIE€ OMNOCPEIYIOT
3(P(HEKTOPHBIE OTBETHI.
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