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Iloka3zanus

V mamueHToB ¢ HCOOCTAaTKOM IIMTaHUs UJIN yrpo30171 Pa3sBUTHUA HEOOC-
TaTKa NUTAHUA CIACAYCT AOMOJIHUTCIBHO UCIIOJIb30BATh NICPOPATIbHBIC
npernapaTsl 1JId KIMHUYCCKOI'O IMMUTaHUA € HEJIbI0 YBEJIMUCHUA obecrie-
YCHUA 3Hepr1/1e171, OenkaMu 1 MHKPOS3JIEMECHTaAMU, COXPaHCHUA UIIU
YIydlICHHA COCTOSAHUS IMUTAHUA U YBCIIMUCHUS NPOAOJIKUTCIBHOCTU
KU3HU

A

2.1

v HEMOMIHBIX MAaOWECHTOB IOXXHWJIOIO BO3pacTa CICAYET AOIOJIHUTCIIb-
HO HCIIOJIB30BaTh ICPOPAJIBHBIC NperapaTrhbl IJI KIMHUYCCKOro mnuTa-
HUS C HCJIBIO YIIYUYIICHUS NI COXPAaHCHUA COCTOSIHUS NUTAHUA

2.2

brnaronpusTHeIe TOCIEACTBUS OT 30HJOBOTO IUTAHHS Yy HEMOIIHBIX
MAIMEHTOB MOXKUIIOTO BO3PAcTa MOTYT COXPAHATHCS CTOJb JUTUTEIBHO,
CKOJIb JJTUTENBHO COXPAaHSIETCSl CTAOMIBLHBIM OO0IIee COCTOsTHUE (HE Ha
TEPMHUHAIBHOM 3Tare 3a00JICBaHNUs)

23

Yy repuaTpu4eCKux OOJIBHEBIX C BBIPpa’)KCHHBIMU I[I/IC(baI‘I/IIIeCKI/IMI/I npo-
SBJICHHUAMMU LICHTPAJILHOI'O T'CHE3a CICAYCT HUCIIOJIB30BATh SHTCPAJIIBHOC
IMUTAHUEC TJIA obecrieueHUs 3HCpFHefI " IMATATCIbHBIMHA BCIICCTBAMU, H,
TaKUM o6pa30M, JIA TIOAACPIKAHUA WA YyJIIydIICHUSA COCTOAHUSA MHUTA-
HUA

24

VY repuaTpuueckux OOJIBHBIX C MEPENIoMOM Oeapa M Iocje OpTOoIeau-
YECKHUX OIEPATHBHBIX BMEILIATEIbCTB C LEJIbI0 YMEHBIIECHHUS BEPOSTHO-
CTH OCJIO)KHEHHUH cliefyeT Ha3HadyaTh MepopajbHO MPUHUMAaeMbIe Ipe-
napatbl Il HCKYCCTBEHHOT'O TUTAHUS

24

VY GOJIBHBIX B COCTOSIHUM ACMPECCHHU CIEIyET UCIIOIB30BaTh SHTEpallb-
HOE IMTaHHE VIS TOrO, YTOOBI CIPABUTHCSA C HAPYLICHUSIMH Ha 3TaIle
TSKEJIOW aHOPEKCUU U YTPAaThl MOTHBALIUHU

2.6

Y GoNbHBIX JA€MEHIMeH MepopaabHbIi MpUEM MpernapaToB A KIMHU-
YECKOI'0 IUTaHUS WIHA 30H0BOE NMUTAHUE MOTYT IPUBECTU K yIy4Yllle-
HUIO COCTOSIHHAS TUTaHHS

2.7

Y mamueHToB ¢ IeMEHIMel B HaYaIbHOW M CpeTHEH cTaanu 3a0oJieBa-
HUS PacCMOTPETh BOMPOC O IEpPOpalbHOM IpHEMEe MpernaparoB st
KJIIMHAYECKOTO MUTaHUs (peke 30HAOBOTO MUTAHU) C IENbI0 aJeKBaT-
HOTO O0eCITIeueHHs IJHEPTUEH U NMUTATeFHBIMU BEIIECTBAMH U TPEIOT-
BpaIlleHNs pa3BUTHS HEJOCTATKA MTUTAHUS

2.7

Jns manueHToB ¢ AEMEHUMEN B TEPMUHAIBHON CTaJUM 30HIOBOE IH-
TAaHUE HE PEKOMEHIyeTCs

2.7

YV mamueHToB ¢ I[I/IC(l)aI‘I/IquKI/IMI/I IMMPOABJIICHUAMU POJIb 30HAOBOTO ITHU-
TaHWA B [IPCAOTBPALICHUN aCHI/IpaHHOHHOﬁ ITHCBMOHHWH HC JOKa3aHa

2.9




THsL IPOJIEKHEN

[epopasbHBIH MpUEM MpEnapaToB i HCKYCCTBEHHOTO MUTAHMUS, OCO- A
OcHHO ¢ OONBIIUM cOfepKaHuEM OelKa, MOKET CHH3UThH PHCK pPa3BH-

2.10

MIPOJIEIKHE N

OCHOBEIBasICh Ha MOJIOKHTEILHOM KIIMHUYECKOM OIIBITC, SHTCPAJIBHOC C 2.1
IMUTAaHUC TAKKC PECKOMCHAYCTCA U C LCJIbIO YJIYUIICHUSA 3aKUBJICHUSA

Peanunizanus

B ciyuae pucka pa3BHTHS HEIOCTaTKa NMUATaHUS (HAIpUMEp, HEIOCTa- C 2.3
TOYHOE TIOCTYIIJICHHE MUTATEeNbHBIX BEIIECTB, HEMpeIHaMepeHHas Io-
Tepst Macchl Tena > 5% Ha npoTsxkeHuu 3 mec uiau > 10% Ha mpoTsike-
HHH 6 Mec, HHIEKC Macchl Tena < 20 Kr/M”) cIeayeT 3a6/1aroBpeMeHHO
HA4aTh JIOTIOJIHUTENBHOE MEPOpPATbHOE MOCTYIUIEHHE IMPenapaToB JUIs
KIMHAYECKOT0 MUTAHUSI U/WJIN 30HAOBOE IUTAHHE

HHC

VY repuatpuueckux OOJNBHBIX C BEIpRXKEHHOH AucQarueil HeBpoIoruye- C 23
CKOTO T'eHe3a KaKk MOXKHO paHbLIe CIeIyeT HayaTh SHTEPaIbHOE MMUTa-

MOCTYIUJIEHU M

VY repuarpuyeckux OOJIBHBIX C AuUC(arueil HeBPOJIOTMYECKOTO TeHe3a C 23
OTHOBPEMEHHO C SHTEpaJbHBIM MHUTAHHUEM CIeAyeT MHTCHCHUBHO HC-
HOJIB30BAaTh TEPANWIo, HANpPABICHHYIO Ha YIyYIICHHE TJIOTaHUs, JO
MIOSIBIICHHSI BO3MOKHOCTH O€30ITaCHBIX M JOCTAaTOYHBIX IEPOPabHBIX

Ilocne HanoxxeHUs I{I)CCKO)KHOI\/'I 3HI[0CKOHI/I‘ICCKOI\/'I racTpoCTOMHU SH- A 32
TCPAJIBbHOC ITUTAHUC CIICAYCT HAYATh YCPEC3 3q

Croco0
HOCTyHJIeHI/Iﬂ

JIYHIIUM COCTOSIHUEM ITUTAHU

VY mamueHToB ¢ aucarueld MeHTPaTbHOTO TeHe3a Uil JJTUTEIEHOTO A 2.3
ne4eOHOTO THTAHWUA YPECKOKHAS DHIAOCOKITHYECKAs TacTPOCTOMUS
MPEANOYTHTEIHLHEE0, YeM HA30TacTPaIbHBIA 30H]I, TTOCKOJIBKY OHA CO-
MIPOBOXKJAETCS MEHBIIEeH YaCTOTOW TepaleBTUYeCKUX Heyaad u Oolee

racCTpoOCTOMHUU

Ecnu sHTepanbHOE MUTaHUE IUIAHUPYETCA JOJblie 4 Helelb, ClelyeT A 3.1
WCIIOJIB30BaTh 30H]I, BBEJEHHBINH MPU YPECKOKHOM 3HIIOCKONMMYECKOM

Tun

(opmy.Jibt
npenapara

VY HNOXWIBIX MALMEHTOB MPU 30HIOBOM IUTAHUHU MUIIECBBIE BOJOKHA A 34
MOTYT CIIOCOOCTBOBATh HOpMaTH3AITNH (QYHKITHH KHIIICIHUKA

1. KakoBBbI 1eJiM 3HTePAJILHOIO JIe4eOHOr0 NMHTA-

HHSI B repuaTpuu?

Obecneuenue 00CMamoyHbIM KOIUYECMBOM dHepaull,
benxa u MUKposIeMeHmos

Tloooepoicanue unu ynyuuienue cocmossHus RUMaHu,
Tloooepoicanue unu yayuuieHue QYHKYUOHATbHO2O
cmamyca, aKmusHOCMuU U CROCOOHOCMU K peaduiu-
mayuu

Tloooepoicanue unu ynyuuienue kauecmea HeusHu
CHudiceHue 6eposiImHOCMU OCJIONCHEHUL U JIeManbHO-
20 ucxooaq.

1.1. Mo:xer JM y repuarpu4ecKux NALUEHTOB

JHpepajbHOe MUTAHNUE YIYYIIUTH MOCTYIUIEHUE IHEP-
TUM U MUTATEIbHBIX BellleCTB?

Dumepanvroe numanue (nepoparvHoe nocmynie-
HUe npenapamos OJsi KIUHUYECKO20 RUMAHUS u/uiu
30H0060€ NUMAHue) Yeauuusaom nocmynienue dHep-
Ul U NUMAMENbHLIX COCOOUHEHUL Y 2epUampuyeckux
bonvbHbix (la). B smom omHowenuu numanue nocpeo-
CMBOM  UPE3KOINCHOU IHOOCKONUYECKOU 2ACMPOCHO-
MUY umeem npeumyujecmed neped NUmMaHuem yepes
Hazozacmpanvrwlll 30H0 (la).

1.2 MoxkeT M 3HTepajibHOEe MUTAHME TOAJEP-
JKATh WM YJIY4YIIMTH COCTOSIHHE NMUTAHUA Y TOKH-
JIBIX 00JILHBIX?

Ilepopanvioe nocmynienue npenapamos 07
KIUHUYECKO20 NUMAHUA MOJCcem Nnoooepicams Uil
yayuwums cocmosanue numanus (la). Pso uccredosa-
HULL GbIAGUNU, YMO 30HO080€ NUMAHUE MAKdiCe Noo-
Oepoicusaem umu Yayuuiaem napamempvl NUmaHus,



He3a6UCUMO OM OCHO8HO20 OJuazno3a. Memabonuueckue
nocnedcmeus npoyecca CmMapeuus, KOmopwvle MOo2ym
gecmu K CapKONeHUU U BbIPANCEHHOMY HAPYUIEHUIO CO-
CMOAHUSL NUMAHUL HA MOMEHI PACNOL0NCEHUS. 30HOA,
CnOCOOHBL CHUMICAMb Ippexmuenocms U oadce npe-
nAMCmeosams  IPOEKMusHOMy eHeOHOMY NUMAHUIO
(11).

1.3. IToanepxkuBaeT WK yJay4lllaeT IHTEpPAJIbHOE
nuTanue GQyHKIUMOHAJBHBIH CTATYC WM CIIOCOOHOCTH
K peaduanrauuu?

Aoexsammuoe numarue s6IeMCs HeOOX0OUMbIM YC-
n08uem 05 106020 PYHKYUOHATILHO20 YIYUUEHUS, XOMSL
UCCNe008AHU CIUWUKOM MATOYUCTEHHbl U DPAZHOMUNHBL
0151 Mmo2o, ymobbl NO360AUMb COEAdMb OKOHYAMENbHOE
3aKknouenue. B smom omHoueHuu HeKkomopule UCciedo-
BAHUL OAU NOZUMUBHBIL Pe3YIbmanm, HeKOmopbvle - He-
2amueHblll.

1.4. Cokpamaer JiM 3HTepaibHOEe NMUTAHHME IJIH-
TeJbHOCTh FOCIUTAIM3aNNN?

YV eepuampuueckux 6onvHbIX OnumensHocmy 20Chu-
Manu3ayuy 3a6Ucum He MOAbKO OM COCMOAHUS NUma-
HUs, a makxce u om opyaux ¢pakmopos. [Jocmynuvie pe-
3ylbmambl OMHOCUMENbHO 6GIUAHUSL IHMEPAIbHO2cO0 NU-
Manus Ha ONUMENbHOCb 20CNUMANU3AYUY NPOMUGope-
YUGDI.

1.5. Yayumaer Jid 3HTepajibHOe NMUTAHHE Kaye-
CTBO KU3HU?

Brusnue nepopanvrhoco nocmynieinus npenapamos
UCKYCCMBEHHO20 NUMAHUA U 30HO08020 NUMAHUA HA Ka-
4ecmeo0 JHCUHU He onpeoeeHbl.

1.6. Yaydmiaer Jid 3HTepajibHOE NUTAHUE BbIKHU-
BaeMOCTb y repuaTpUIeCKuxX 00JbHBIX?

Ilepopanvroe nocmynienue npenapamos 0as UcKyc-
CMBEHHO20 NUMAHUsL YIyHuiaem YcpeOHeHHble NOKa3a-
menu svioicusaemocmu (la). Y nayuenmos, nyscoaroujux-
€A 8 30HO080M NUMAHUU 8 C8A3U C MANHCECMbIO 3a00.e-
BaHUS, YBeTUYeHUe GbIJICUBAEMOCU He DOKA3AHO.

2. DHTepajdbHOEe NHTAHHE /UIA OCOOBIX TPy
00JILHBIX.

2.1. [loka3aHo JiM IJHTepPaIbHOE UTAHNE NAIlHEH-
TAM C HeIOCTATKOM MUTAHUS?

Heoocmamox numanus u puck passumusi HeooC-
mamKka numanus npeocmasisiem cobol 0CHOGHbIE U He-
3asucumvle Opye om opyaa NOKA3aHus OJis IHMEPATbHO20
numanus y eepuampuyeckux obonvuwix. Ilepopanvhoe uc-
NOIb308aHUE NPenapamos O/ KIUHUYECKO20 NUMAHUS
PEKOMEHOYEMCsL C YeablO VELIUYEeHUs NOCMYNIIeHUS. IHED-
euu, Oenka u MUKPOIIEMEHMO8, NO00epI’CAHUS ULU

VAYUULeHUS COCTOSIHUS NUMAHUS U VIYYUleHUs HOKa-
3ameneu  BbIXCUBAEMOCU ) NAYUEHMO8  C
HeO00CmamKoM RUMAHUA ULU COCMABIAIOWUX PYNNY
pucka Hedocmamka numanus (A). B cayuae pucka
paseumus ~ HedoCmamka — NUMaHus  (Hanpumep,
HedocmamouHoe nocmyniexue NUMAamenbHolx
sewecms, HenpeOHAMepPEeHHAs. NOmepst MAacchl mena
>5% mna npomsaocenuu 3 mec unu >10% ma
npomsiicenuu 6 mec, unoexc maccol mena <20x2/m’)
cnedyem 3a01a208peMEHHO  HAYAMb  NEPOPATbHOE
UCNONb308aHUe — npenapamog  Oaf  KIUHUYECKO2O
numanus u/unu 30H008oe numatue (B).

2.2. Tloka3aHo JM JHTepPajJbHOe NMUTAHUE He-
MOIIHBIM NAINMEHTAM MOKHJIOTO Bo3pacTa?

Y Hemowmbix nayuenmos noswcunoco eospacma
PEKOMEHOYEemcs NepopanbHull npuem npenapamos
018 UCKYCCMBEHHO20 NUMAHUSL C Yeablo VAYUUeHUs
WU COXPAaHeHUs COCMOsHUA numarnus (A).

brazonpusmnule nocreocmsuss om 30H0068020 nu-
MAaHUs Y HeMOWHBIX NAYUEHMO8 NOJHCUN020 803PACTNA
MOZYm COXPAHAMbCA CMOAb OJAUMENbHO, CKOAb OlU-
MenbHO COXPAaHAemcs CmadUIbHbIM 00Wee coCmosaHUe
(e na mepmunarviom smane sabonedanus). Ilosmo-
MY 6 cyuae pucka HApyuweHus nNUmanus, Ko2oa npuem
00bIYHOU nUWU HeOOCMAMOUeH, PeKOMEeHOVemcs 3a-
Onazospemennoe Hauano 30H008020 numarus (B).

2.5. Iloka3aHo JiM 3HTepaIbHOE NUTAHNE B Iie-
PHONEPATHBHOM MepHuojie NPU BLINOJHEHHH 00-
IIMPHBIX ONMEPATHBHBLIX BMEIIATEJILCTB Y IrepHaT-
puYecKkux 00JbHBIX?

Omcymcmeyem 00Ka3amenbCcmeo mozo, ¥mo Je-
yeOHOe numanue y HONCUTLIX OOTbHBIX, V KOMOPHIX
BBLINOAHAIOMCS OOWUPHBIE ONEePAMUBHbIE MeUlAmelb-
cmea (Hanpumep, onepayuu HA NOONHCETYOOUHOU dHCe-
Jle3e, OpeaHax 20708bl U ulel), Credyem paccmampu-
6amb OMOEIbHO OM NAYUEHMOS8 OOolee MOA00020 603-
pacma. I[losmomy mwi ceviiaemcss na Pykoeodcmeo
«Onepamusnvle @MewAmMenrbCmea U MpaHCnIaHma-
yusy.

Ho 6 yenom npusnaemcs, ymo nooicunvie 8 cpas-
HeHuu ¢ nayuenmamu 0Oonee MON00020 603PACMA
npedcmagnsaiom cobol epynny pucka nayuenmos ¢
He0OCmamKomM RUManus u Oonee ClONCHO20 B0CCMA-
HOGNeHus Maccwl mena opeanuzma. Iloamomy ciedyem
paccmompemv 80Npoc 0 Ynpedcoaiowell noodoepiicke
NUMAMenbHbIMU COCOUHEHUSIMU.

2.6. Iloxa3zaHo M 3HTepajibHOE NMUTAHUE IO-
SKMJIBIM 00JIBHBIM C Jenpeccueii?

Ilpu Oenpeccuu credyem ucnoib308amev 3HmMe-
panvHoe numarue 05l Mmo2o, Ymoobvl CRPABUMCs ¢ Ha-



PYUWeHUAMU HA dmane maxicenol aHOpeKcuu u ympamol
momusayuu (C).

2.8. Iloka3aHo U 3HTepajdbHOEe MUTAHUE TepuaT-
puYecKuM OO0JILHBIM € OHKOJIOTHYeCKHMMM 3200/1eBa-
HUAMHU?

B npunyune neuebnoe numanue y cepuampuyecxkux
OONLHBIX He OMAUYAEemCs Om MAK0B020 Y NAYUEHINO8
bonee MON0O020 803pACMA C OHKOIO2UYECKUMU 3aD0ie-
sanusimu (cm. Pyxosoocmeo no «Heonepamusnoti ouko-
nocuuy).

2.9. ¥ naumeHToB ¢ aucharueil nmpegorBpamaer
JIM 30H/I0BOE€ MUTAHHE ACMHPANUOHHYIO ITHEBMOHUIO
yaydnieHueM (PyHKIIMOHAJIBLHOTO COCTOAHUSI?

B ceazu ¢ eemepocennocmuio uccredoganuii u om-
cymcmeuem OAHHBIX O 4acmome ACNUPAyUOHHOU NHe§-
MOHUU 00 UCNONBL30BAHUA 30HO08020 NUMAHUA OMYem-
JIUBLILL 8bIBOO COENAMb He NPeOCMABIAeMCs 803MOiC-
HBIM.

2.10. MoxeT Ju 3HTepajibHOe NMUTAHHE NPeNoT-
BPATHTH WM YJYYIINTHh 3a:KHBJICHUE TPOJIEKHEH Yy
repuaTpu4eckux 00JbHbIX?

Ilepopanvusiti npuem npenapamos 0jist UCKYCCMBEH-
HO20 NUMAaHusi, 0COOEHHO ¢ OOALUIUM COOEPHCaAHUEM
benka, Modcem CHU3UMb PUCK PpA38Umust npoaedicHeti (4).
OcHo6b18a5CH HA NOJIONCUMETLHOM KIUHUYECKOM Onblme,
IHMEPANbHOE NUMAHUE MAKHCEe PEKOMEHOVEMCs C Yelblo
yayuwenus 3axcusnenus nponexcuei (C).



