AxtyanpHO Ha 12 okt 2023

HempocTaToyHOCTh NUTAHMUS (MAJBHYTPHUIIUS) Y MAIIUEHTOB
MOKIWJIOT0 U CTAPYECKOT0 BO3PACTA: KINHUYECKAS
peKOMeH1anus

Jluarno3st MKb-10
o E43Tsaxkenas 0eIKOBO-IHEPTeTHYECKAsT HEAOCTATOYHOCTh HEVTOUYHEHHAS

e E44BenkoBo-3HepreTnyeckas HEJIOCTATOYHOCTh VMEPEHHON U CclIaD0M CTEEeHN

o E46benkoBo-3Hepreruueckas HEIOCTATOYHOCTh HEYTOUHEHHAS

Juarno3zst MKb-11
e 5B50Underweight in infants, children or adolescents

e 5B51Wasting in infants, children or adolescents

e 5B52Acute malnutrition in infants, children or adolescents

¢ 5B53Stunting in infants, children or adolescents

e 5B54Underweight in adults

e 5B71Protein deficiency

e 5B7ZUnspecified undernutrition

Karteropusi Bo3pacTHasi B3pocCibie
IIkana y0eauTeJIbHOCTH U 10KA3aTEJIbHOCTH

Jloka3aTeJbHOCTh

I[.H}I METOAOB JUATHOCTUKHN. CUCTEMATHYCCKHUEC 0630pBI HCCH@I[OBaHI/II\/'I C KOHTPOJICM
pedepeHCHBIM METOIOM MIIM CHCTEMAaTHYeCKHi 0030p paHIOMU3UPOBAHHBIX KIIMHUUECKUX
HCCH@I[OBaHI/II\/'I C IPUMCHCHHUCM MCTa-aHalin3a. I[JIH METOOOB HpO(l)I/IJIaKTI/IKI/I, JICUCHUSA U
peabunuTaruu: cuctematndeckuii 0030p PKU ¢ mpumenennem Meta-aHaausza.

2 Jlns METOJIOB TUAarHOCTUKH: OTAETbHBIC UCCICOBAHMS C KOHTPOJIEM pedepeHCHBIM
METOAOM HUJIN OTACIIBHBIC paH,Z[OMI/ISI/IpOBaHHInle KIIMHNYCCKHEC UCCIICAOBAHUA U
CUCTEeMaTUUYECKHE 0030PbI UCCIEAOBAHUN TF000TO AM3aiiHa, 32 HCKIIIOUEHUEM
paHI[OMI/I3I/IpOBaHHBIX KIIMHNYCCKHUX HCCHCHOBaHHﬁ, C HpI/IMeHeHI/IeM METa-aHaJIn3a. I[JIH
METO/I0B NMPOGUIAKTUKH, JIeueHUs U peadbrmmranun: otaenbHsie PKU u cucrematnueckue
0030pbI UCCIIEIOBaHUM JTIO00TO Au3aiiHa, 3a uckiodeHueM PKU, ¢ npuMmeneHnem MeTa-aHaimsa.

I[J'I}I METOJ0B NUArHOCTUKH: UCCIICAOBaHU A 0e3 MMOCJICA0BATCIIBHOTO KOHTPOJIA
peq)epeHCHBIM METOJ0M HJIKM UCCIICAOBAHUSA C pe(bepeHCHBIM METOAOM, HE ABIAOIINMCS
HC3aBUCUMBIM OT UCCIICAYCMOT'O MCTOJAa MJIXN HCPAHAOMU3ZUPOBAHHBIC CPABHUTCIILHBIC
HCCJICAOBAaHUs, B TOM YUCJIC KOTOPTHBIC UCCIICAOBAHUA. I[J'I}I MCTOOOB HpO(bI/I.HaKTI/IKI/I, JICUCHUA


https://vip.1crs.ru/#/document/26/2220/
https://vip.1crs.ru/#/document/26/2221/
https://vip.1crs.ru/#/document/26/2225/
https://vip.1crs.ru/#/document/26/18031/
https://vip.1crs.ru/#/document/26/18032/
https://vip.1crs.ru/#/document/26/18033/
https://vip.1crs.ru/#/document/26/18034/
https://vip.1crs.ru/#/document/26/18035/
https://vip.1crs.ru/#/document/26/18104/
https://vip.1crs.ru/#/document/26/18106/

n pea6I/IJ'II/ITaHI/II/II HCPpaHAOMU3HUPOBAHHBIC CPABHUTCIIbBHBIC UCCIICIOBAHUSA, B T.4. KOTOPTHEBIC
HCCICOOBaHUsI.

Jl71s MEeTOI0B AMarHOCTUKH: HECPABHUTEINIbHbIE HCCIIeI0BAaHUS, ONMCAHUE KIMHUYECKOTO
ciyyvast. 111 MeTo10B IpodUIaKTHKY, JIEYCHHS U PeaOMINTALUN: HECPABHUTEIbHBIE
UCCJIEIOBaHMsI, ONMCAHKUE KIIMHUYECKOTO CIy4asi WJIM CEPUU CITy4aeB, UCCIIeI0OBAaHUS CIIydaii-
KOHTPOJb.

JI1s METOI0B IMAarHOCTHKH: MMEETCS JINIIh 00OCHOBAHUE MEXaHM3Ma JICHCTBUS UJIM MHECHHE
aKcnepToB. it MeTO10B PO HITAKTUKH, JICUCHHS U PEAOMITUTAIIMN: UMEETCS JTUIIIh
000CHOBaHHE MEXaHW3Ma JICUCTBUS BMEIIATEIHCTBA (IOKIMHUYECKUE UCCIICIOBAHMS ) UITH
MHEHHE SKCIIEPTOB.

YoeauTeabHOCTH

CwiibHasi peKoMeHIaIus (Bce paccMaTpuBaeMbie Kputepun d3HPEeKTUBHOCTH (MCXOIBI)
SBIISIOTCS BaKHBIMU, BCE UCCIIEIOBAHUSI UMEIOT BHICOKOE MIJIH YAOBIETBOPUTEIBHOE
METOJI0JIOTUYECKOE KaueCTBO, X BBIBOJBI IO HHTEPECYIONINM UCX0JIaM SIBJISIOTCS
COTJIACOBAHHBIMHU ).

E YcnoBHas pekoMeHaus (He Bce paccMaTpuBaeMble KpuTepuu 3G PpeKTUBHOCTH (MCXOIbI)
SBJISTIOTCS] BAKHBIMH, HE BCE MCCIIEJOBAaHHUS UMEIOT BHICOKOE HIIN YAOBJIECTBOPUTEIFHOE
METOJI0JIOTMYECKOE Ka4eCTBO M/ MX BBIBOJBI 10 HHTEPECYIONIMM UCXO0aM HE SIBIISIOTCS
COTJIACOBAHHBIMHU ).

Cnabas pexomeHnaius (OTCyTCTBHE JOKA3aTEIbCTB HAJIekKAIIIETO KauecTBa (Bce
paccmarpuBaeMble kKputeprun 3GpPeKTUBHOCTH (MCXO/IbI) SBISIOTCS HEBAXKHBIMU, BCE
UCCIICIOBAHHSI UMEIOT HU3KOE METOI0JIOTHIECKOE KAUeCTBO M X BBIBOJIBI ITO HHTEPECYIOLIHM
UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMH).

lon yrBepknenus (dactora nepecMotpa): 2020
ID: 615

[IpodeccronanbHbIe accoraym:

e OOmepoccuiickas o0IecTBeHHas opranu3aius «Poccuiickas accorualys repoHTOI0Tr0B
U TepUaATPOBY

e HammonanpHas acconuanis KIMHIYECKOrO MUTAHNUS U META00IM3Ma

o Coro3 AUCTOJIOTOB, HYTPHUIIMOJIOTOB U CIICIUAJIMCTOB HHHIGBOﬁ HHAYCTpUH

Kparkas unpopmauus



Onpenesienue

HenocraTouyHOCTh MUTaHUS — MATOIIOTUYECKOE COCTOSTHUE, 00YCIOBICHHOE HECOOTBETCTBUEM
MOCTYIUICHUS U PACcX0/la MUTATEIbHBIX BEIECTB, IPUBOAIIECE K CHUKEHHIO MAacChl Tejla U
M3MEHEHHIO0 KOMIIOHEHTHOTO COCTaBa OPraHW3Ma, YMEHbBIIEHHIO (PU3NUYECKOT0 U YMCTBEHHOTO
(GYHKIIMOHUPOBAHMS, @ TAKXKE K YXYIIICHUIO POTHO3a.

I[OHOJIHI/ITGJ'H:HBIG MaTCpHraJlbl:

e Cranpnaprt;

o Kputepun KaduecTBa;

e IIporokos BeaeHus.

DTO COCTOSHUE BOSHUKACT B PE3yJIbTATE HEAOCTATOYHOTO MTOTPEOICHHS WITH HAPYIIEHHI
YCBOGHHH/BcaCBIBaHHH numu, 4To HpI/IBOI[I/IT K UIBMCHCHHUIO COCTaBa TCJia - yMeHBLHeHI/Ie
Cyxoii/Toleif Macchl ¥ Macchl KJIETOK Tena [,

ITHOJIOTUSA W MATOTCeHE3

[TuTaHue SIBIISETCS BAXKHBIM (PAKTOPOM, OTPEACIISIONIAM COCTOSTHUE 3/I0POBbSI H CAMOYYBCTBHE
MOXWIBIX JItofel. Henamiexamiee mutanue CriocoOCTBYET MPOTPECCHPOBAHUIO0 MHOTHX
3a00JICBaHUH M TAKXKE CYMTACTCS OJTHUM M3 BOKHBIX 3BEHHEB MHOTO(DAKTOPHOM ITHOIOTUN
capkoneHuu u crtapueckoit acternu (CA).

JIr0IM TIOKHMIIOTO M CTAPYECKOTO BO3PACTA YACTO UMEIOT CHIDKEHHBIH yPOBEHb MOTPEOICHNS
IHIIIH, 9TO 00YCIOBICHO Pa3IMYHBIMU TIPUYHHAMU, BCIEACTBUE Y€T0 Y TAHHON KATErOpuu
TAIMEHTOB MOBBIIIEH PUCK PA3BUTHA HEAOCTATOYHOCTH MUTAaHUA (ManbHyTpuimn). OTMedeHa
TecHas CBA3b MEXKIy HAPYIICHHUSMHU MUTAHHA U HEOIArONPUATHBIME HCXOJaMH, OCOOEHHO Y
TAIMEHTOB MOXKHUIIOTO M CTAPUYECKOTO BO3PACTA - yBeIMIEHHE YaCTOTH HH(EKIHMIT H CTPECCOBBIX
S13B, TIPOIOJKUTENLHOCTH TIPeOBIBAHYS B CTAIIMOHAPE M YAaCTOTHI TOBTOPHBIX FOCITHTAIN3AIIHA,
YJUTHHEHHE CPOKOB BBI3JIOPOBIEHHUS MOCTIE OCTPOTO 3a00/IeBaHNs, TOBBILIEHHE PHCKA TIEPENoMa
TIPOKCHUMANBHOTO OT/eNa OeIpeHHON KOCTH, YBEIMUEHHE CMEPTHOCTH U CHIKEHHE KauecTBa
KN3HU [2’3].

V HaleHTOB TOKUIOT0 U CTAPUECKOTO BO3PACTA BBIABICHHE H CBOEBPEMEHHAS KOPPEKIIUS
HEJI0CTATOYHOCTHU IUTAHHS UIPAeT 0COOEHHO BAXKHYIO PONTb, TAK KaK MATbHYTPHIIHSA MOXKET
TIPHBOJNTH K PA3BUTHIO M/UIM IPOTPECCHPOBAHMIO TePUATPHIECKUX CHHAPOMOB, TaknX Kak CA,
CapKOIEHHs, TTAJIeHHs, MPOJIEKHH, JEPECcCcs, CHUKEHNE KOTHUTUBHBIX (yHKimii u ap. [
HenocTaTouHOCTh TMTAHHS ABJIAETCS MOTHATHOIOTHYHEIM MAaTONOTHUECKHM COCTOSHHEM,
OCHOBHBIMH TIPHUMHAMH Pa3BUTHS KOTOPOTO SBJIAIOTCS ciexyromue daxropsr H4l:

CornuanabHble:

e 0€mgHOCTb,

e HEIOCTAaTOK IHIIIH,
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e CHHIXXCHHC HOBCCHHCBHOﬁ AKTUBHOCTH,

e COUHMAJIbHAS U3OJISALMSA U JP.
Menuiunckue:

e OTCYTCTBHUE amlNETHTA,
e TpHUEM HEKOTOPHIX JIEKAPCTBEHHBIX CPEJICTB,

e TPEIIICCTBYIONIEEC HA3HAYCHUE CIUIIKOM CTPOTOH TUETHI,

e HM3MEHEHHS BKYCOBOTO M OOOHSATEIHHOTO PEIENITOPHBIX alaparos,
e  TIPOOJIEMBI C KEBAHUEM,

e nucarws,

e HapymeHUs QyHKIIMOHUPOBAHHS BEPXHUX KOHECUHOCTEH,

e OrpaHWYCHHAsi MOOMILHOCTH,

e  OCTpBIC U XPOHUYECKHE 3a00JIEBAHNUS/TPABMBI, TPOTEKAIOIINE C BOCTIAIUTEIHHOM
peakiel U KaTaboJIMYECKUMH MTpoIeccaMul (HalpuMep, 3710Ka4eCTBEHHOE
HoBOoOOpa3zoBanue, XOBJI, 3acToitHast cepaeuHas HeJOCTaTOYHOCTb, XPOHUYECKast
00J1e3Hb MTOYEK U T.J.), 00JIEBOM CUHIPOM, NOBBIIIEHHE 0OMEHa BELIECTB
(peoxpomonTOMa, TUIEPTHPEO3), U AP.

Ilcuxo-sMoIMOHaNbHEIE:

e Jempeccus,

e HapylleHHE KOTHUTUBHBIX (DYHKIHHA U JIp.

IMUIEMHUOJIOT A

HenocratouHocT nuTaHus Cpeay MOKUIIBIX JIFO/IEH, B TOM YHCJIE U B Pa3BUTHIX CTPAHAX,
siBIIEHNE He peakoe. Cpeay MpoKKUBAIOIINX JIoMa ITallMEHTOB MOXKWIOT0 U CTapueCKOro Bo3pacra
PacpoCTpaHEHHOCTh HEAOCTATOYHOCTU UTaHusl cocTasisgeT 5—30%.

B nmancuonarax mo yxojy 3a MoXHIJIBIMH JIIOJbMU (JJOMaxX MPecTapesbix) pacpoCTPaHEHHOCTh
HEJIOCTaTOYHOCTHU NMUTaHUs BapbupyeT oT 16% 10 70% B 3aBUCUMOCTH OT METOOB,
MPUMEHSIEMBIX IS OLIEHKHU MHILEBOI0 CTaTyca MalMeHTOB U 00beMa yXo/1a, KOTOPBIN
HeoOxonuM. B ycroBusix oTaeneHnii MHTEHCUBHON Tepanuu 23-60% MarieHToB MOKUIOro 1
CTapueCcKoro BO3pacTa UMEIOT HeJJOCTAaTOYHOCTh MUTaHus, a y 22—28% MalueHTOB BhISBISETCA
TIOBBIIIEHHBIH puck ee passuTus [,

CymiecTByeT npsiMasi acCOLMaLUs MEX/1y MOTPEOHOCTHIO B YX0/1€ M HEIOCTATOYHOCTHIO TUTAHUS
(131 CormacHo JaHHBIM POCCHIHCKUX HCCIIEI0BAHMI PACIPOCTPAHEHHOCTh PUCKA PA3BUTHS
HEJI0OCTAaTOYHOCTH IMUTAHMS CPEIM CBOOOTHO MIPOKUBAIOIINX JIFOJICH B BO3pacTe 65 JIeT u cTapiie
cocrasisieT ot 17,3 10 25,8%, a HenmocpeaCTBEHHO HeaoCTaTOYHOCTH nuTaHus - 0,3 — 1,8% [6,7],

Oco0eHHOCTH KOAMPOBAHMS



E43 — Tspkenas 6eMK0BO-3HEPreTHYECKAs HEIOCTATOYHOCTh HEYTOUYHEHHAS

E44 — benkoBo-3HEpreTHYecKast HEJOCTATOYHOCTh YMEPEHHOU U cnaboii cTerneHu
E44.0 — YMmepenHas 0elKOBO-3HEpreTHYecKas HEA0CTATOUHOCTh

E44.1 — Jlerkas 6e1K0OBO-3HEpreTHYecKasi HeOCTaTOYHOCTh

E46 — benkoBo-3HEpreTuyecKasi HEJOCTaTOYHOCTh HEYTOUHEHHAs

Knaccnpukanus
I1o npuunHe pa3BUTHUA:

1. HepBI/I‘IHaﬂ - BBI3BaHHas HEAOCTATOYHbBIM HOTpe6HeHI/ICM IMUTATCIIBHBIX BCIICCTB,

2. Bropuunas - pe3ynpTar 3a00J1€BaHUI WU IPHEMa JIEKAPCTBEHHBIX MPENapaTos,
KOTOPBIE HAPYIIAIOT YCBOCHUE ITUTATEIbHBIX BELIECTB

3. Ilo cTemeHu TSKECTH : Jerkas, ymepeHHas, Tsoxenas ),

C Ta6nnueﬁ 10 OLICHKE CTCIICHU TAXKCCTH HCAOCTATOYHOCTHU ITMTAaHHA MOXKHO O3HAKOMUTHLCA B

CIIPaBOYHHKC «Ta6Jmua OLICHKH CTCIICHU TAXKCCTHU HCJOCTATOYHOCTH MMUTAHUS)).

Kinunnyeckasi kKapTuHa

CHMIITOMBI HCAOCTATOYHOCTH NUTAHUA MOT'YT OBITE 06H_[I/IMI/I (CI/ICTGMHI:IMI/I) HJIN 3aTparuBaThb
OMPCACIICHHBIC OpraHbl U CUCTCMbI:

e TIpOTpeccUpyronias MoTepst Macchl Tea;

L] ACTCHOBETCTaTUBHBIN CUHAPOM;

e  CHHJPOM MOJHIIIAHAYISIPHON SHJOKPUHHON HEJJOCTATOYHOCTH;

e TPU3HAKH aTPOPHUH OPTaHOB MHUIIEBAPCHUS, HAPYIIICHUE TPOIIECCOB
e TICpPEBapHWBAHUS U BCACHIBAHMS (MAJIbIUTECTHUS U MAThaOCOPOITH);
e TPHU3HAKH HUPKYISITOPHOW THITOKCHH OPTaHOB M TKaHEH,

e MPU3HAKH UMMYHOJAE(DUIHTA;

e [IPHU3HAKHU IIOJUTHUIIOBUTAMHWHO3Aa.

JluarnocTuka

JlarHo3 HeAOCTaTOYHOCTH MUTAHUS (MAJTbHYTPHULIMHI) Y TTAIIUEHTOB MOKUIIOTO M CTAPYECKOTO
BO3PAcTa yCTaHABJIMBAETCS HA OCHOBAHUU JIaHHBIX aHAMHE3a, (PU3UKAJIBHOTO 00CIeI0BaHUA,
71a00paTOPHBIX MCCIIEIOBAaHMM, a TAKXKe Pe3yJIbTaTOB CKPUHUHTA CUHAPOMA MaJIbHYTPHIIAU C
UCIIOJIb30BAHUEM PEKOMEHIOBAHHBIX HHCTPYMEHTOB.
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KpI/ITepI/II/I JHUarHo3a HEJO0CTaTOYHOCTHU ITUTaHUA:

1. PE3YJIbTAaThl OUCHKU C UCTIOJIB30BAHUEM BAJIIMJITUPOBHHBIX UHCTPYMCHTOB
CKpHHHHI'A YKa3bIBalOT HAa PUCK WJIM HATUYHWEC HEAOCTATOUYHOCTH ITMUTAaHUA

2. y MauueHTa yCTaHOBJICHO HaJHuue 1 GeHOTHUIHUYECKOTro U 1 3THOJIOTHYECKOTO KPUTEPHSL.

HOCMOTpeTB BAJIMAUPOBAHHBIC MHCTPYMCHTBI CKPUHHUHI'A HCAOCTATOYHOCTU MMUTAHUA U
q)eHOTI/IHI/I‘-IGCKI/Ie " 3TUOJIOTUYCCKUC KPUTCPUHU HCJOCTATOUYHOCTU IMMUTAHUSA MOXKXHO B
CIIPaBOYHHKE « BaJII/I,Z[I/IDOBaHHBIC HUHCTPYMCHTBI CKPUHHMHTA HECJOCTATOYHOCTH IMUTAHU .

DEHOTUIIMYSCKUE U ATUOJIOTHISCKUE KPpUTECPHUHU HEAOCTATOYHOCTH ITUTAHUS).

H€O6XO,Z[I/IMO MMPOBOAWUTDH aKTUBHOC BBIAABJICHUC CUHAPOMA HECAOCTATOYHOCTHU IMUTAHUA 2
(MaJIBHYTPHUIIMHN) C UCTIOJIb30BaHUEM BaJTUINPOBAHHBIX KA, a TAKXKE IyTeM coopa 1

aHaJIM3a JaHHbIX aHaAMHC34a, (bI/I3I/IKa.HBHOFO OGCHGI[OBaHI/I}I " pC3yJIbTATOB

71a00paTOPHBIX MCCIICIOBAHUN Y TAIIMEHTOB MOKWIIOTO U CTAPYECKOTO BO3pacTa

HE3aBHCHUMO OT IMArHo3a, BKJIIOYasl MAallHEHTOB ¢ N30LITOYHON MacCcon Tena/

OXKHPEHHEM, C IIeJTbI0 CBOEBPEMEHHOMN MArHOCTUKH HEJJ0CTaTOYHOCTH ruTanus (o201,
CKpI/IHI/IHI‘ HCAOCTATOYHOCTH MUTAaHUA JOJIZKHBI IIPOBOJAUTH BCEM CIICIIUAJIMCTHI
3[IPaBOOXPAHECHHUS, YUACTBYIOIINE B MPO(PHIIAKTHKE, JICUCHUH, PEAOUITUTALINN H YXOJIe

3a TUIAMH TTOXKHIIOTO M CTAPUECKOTO BO3PAaCTa,

(O3HaKOMHTBCA C MNOTCHIUAJIIbHBIMU MPUYUHAMH HCAOCTATOYHOCTHU MMUTAHUA U
BO3MOJXHBIX BMCHIATCIIBCTBAX MOKHO B CIIPAaBOYHHKCE ((HOTCHI_[I/IaJ'[BHBIC IIPHUYNHBI
HEAOCTATOYHOCTH MUTAHWUA M BO3ZMOXHBIC BMCIIIATCIILCTBAY.

HeO6XO,Z[I/IMO MMPOBOAUTD MOUCK NOTCHIHUAJIBHBIX 3THOJIOTHYCCKUX U (beHOTI/IHHLIeCKHX 2
KPUTEPHEB HEJOCTATOYHOCTH ITUTAHMS Y TIAIMEHTOB, HAXOAAIIMXCS B TPYIIIE pUCKa

Pa3BUTUA HEAOCTATOYHOCTHU MAUTAHUS 110 JAHHBIM CKPUHHHTA, U YCTAHABJIMBATL AUATHO3
HCAOCTATOYHOCTH NUTAHUA ITPU HATTUIUHU 1 9TUOJIOT'NYECCKOI'0O U 1 (beHOTHHquCKOFO
kputepus (5201,

Kano00bI 1 aHaMHe3
TI/IHI/ILIHBIMI/I }KaJ'IO6aMI/I ITAIITUCHTOB SBJIAKOTCA:

e C1a0OCTh,

e BSJIOCTD,

e  3aTOPMOKEHHOCTD,

e CHIDKCHHE MAacCHI TelIa,

e UICTOHYECHHE KOHCUHOCTEH,

e CHIDKEHHE pabOTOCIIOCOOHOCTH.

DTHoJIOTUs
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duznkajabHoe 00c/IeJ0BaAHNE

[Tpu npoBeneHnn PU3NKATBHOTO 00CIEIOBaHMsl Y TIAIIUEHTA C HEJIOCTATOYHOCTHIO TUTAHUS
(MampHYTPUIMEH ) MOKHO BBISIBUTH CIEAYIONIUE TIPU3HAKH:

Macca tena: UMT<20 kr/m?, eciu nanueHt mMonoxe 70 siet, wim <22 kr/m?, eciu natuent 70
JIET U cTapuie.

Jonst nun azuatckoit pacsl: UMT<18.5 Kr/M2, eciu mareHT mMosoxe 70 net, win <20 Kr/m%, eciu
nauueHt 70 JeT u crapiue.

Koxa: moreps 31acTHYHOCTH, YMEHBIICHUE TOJILIMHBI IIOIKOXKHON )KUPOBOW KIIETYATKH, MEIKHE
MOPILUHBI, IENTyIIEHUE, ISTTUTMEHTAIH, KCepo3, POJUTMKYIISAPHBII THIEpKEpaTo3, MEeTeXUH,
CKJIOHHOCTb K TOSIBJICHUIO CHHAKOB, OJI€THOCTb.

Boiockl: qucnmrMeHTanus, BeIaaeHUe BOJIOC, HCTOHUYCHHE BOJIOC.
Horrtu: xoitionnxuu, ToMKre, 60po3ayaThie, pacCiIanBaroIAecs.

I'osoBa: BU3yabHOE MOXYAEHUE JIULA, «3A0CTPEHHBIE» YEPTHI JIMLA, YBEIUYCHUE OKOJIOYIIIHBIX
Kelles.
IIles: yBenuueHne NIUTOBUAHON JKEJIE3bI.

I'ma3za: Omnstiuky buto, KCcepo3 ckiiepbl U KOHBIOHKTUBBI I71a3, KEPATOMAJIALMSL, BAaCKYJIpU3aLus
POTOBHIIBI, aHHYJISIPHOE BOCHIAJIEHUE BEK, OPTaTIHLMOIUIETHSI, CBETOOOS3Hb.

PoToBast moiocTh: Xeino3, aHTyJISPHBIN CTOMATUT, TYHTEPOBCKHIA TTIOCCUT, aTPO(Hs COCOUKOB
SI3bIKA, MAJIMHOBBIN SI3BIK, TPEIIUHBI S3bIKa, PA3PhIXJIEHUE U KPOBOTOUMBOCTD JIECEH, OCJIa0ICHHE
¢duKcanyy u BbINaeHUE 3y0OB.

OnopHO-IBUTATENBHBIN anapar: Ype3MepHOE BBINSTYMBAHUE KOCTEH CKEIeTa, MbIIICYHAs
c1ab0CTh, yMEHBIIICHUE MBI U KOHeuHOCTeH B o0beme (Ol y myxunn < 26 cm; Oll y
KEHIUH < 25 cM), OTeKH KOHEYHOCTEH, MbIIIeYHasi 00Jb, CyZOPOTH B MBIIIIIAX.

[1cMXOHEBPOJIOTHUECKHI CTATyC: pa3paXkUTEIbHOCTD, CIA00CTh, ACTIPECCHsl, HAPYIIICHUE CHA U
BHHMaHUSs1, COHJIMBOCTh, CHUKEHUE YMCTBEHHOH M (PU3MUECKONU pabOTOCIIOCOOHOCTH, yTpaTa
rITyOOKUX CYXOXKHIIBHBIX PE(IIEKCOB, CYJOPOKHBINA CHHIPOM, THIIEPECTE3UH.

Jpyrue nposBieHNs: Auapes Uil OTCYTCTBUE CTyJla, U3BpaLCHUE BKYCA.

JlaGopaTopHasi IMArHOCTHKA

CrenyeT olleHUBaTh TIOKa3aTeau o0mero (KIMHUYECKOT0) aHaI3a KpOBH (T€MOTJI00H, E 2
TUMQOIUTHI) U aHaIH3a KPOBH OMOXMMUYECKOTO 00IeTepaneBTUYecKoro (YpoBHI
anpO0yMHHa, 001Iero 6emka, 001Iero XouecTepruHa, TPUTIUIIEPUIOB, JKeje3a, o0men
JKEJIe30CBSA3BIBAIOIICH CTIOCOOHOCTH CHIBOPOTKHU, TpaHC(HEppHHA, HACHIIIICHNE

TpaHcheppHHA KEIe30M) aHATH30B KPOBH Y MAIUCHTOB C PUCKOM HEJJOCTATOYHOCTH

TIUTAHUS C ENbI0 MOCTAaHOBKH guarnosa 2123,



HNucTpyMeHTa/IbHASI AMATHOCTHKA

B HacTosmiee BpeMs He CyIIECTBYET CEU(PHUUECKUX HHCTPYMEHTAIBHBIX JUArHOCTHYECKUX
METO/IOB MCCIICIOBAHUS /ISl YCTAHOBJICHUS TMAarHo3a HEA0CTaTOYHOCTH MuTanus. [I[pumMeneHmne
WHCTPYMEHTAIBHBIX THATHOCTUYECKUX METOJIOB JUKTYETCS KIIMHUYECKOW HEOOXOAMMOCTHIO
OIICHKH ATHOJIOTHYECKUX (PaKTOPOB MAIBHYPHUITNU WU JU(HEepeHITNaIbLHOTO JHarHo3a ¢
JIPYTUMU COCTOSTHUSIMHU, COMTPOBOKAAIOIIUMUCS CXOAHON KIIMHUYECKOW KapTUHOM.

HNHasg nMarHocTuKa

[IpuMeHeHne APYTUX AUATHOCTUYECKHX METO/I0B IUKTYETCS KIMHUYECKOH HEOOXOAMMOCThIO
OLIEHKH 3THOJIOTUYECKUX (DAKTOPOB MaJIbHYPHULIUU WU T (EepeHINaTIbHOIO AUarHo3a C
JPYTUMHU COCTOSIHUSIMU, COIIPOBOXKIAOIIMMUCS CXOIHON KIMHUYECKON KapTUHOM.

JleueHnue

OOmue NPUHIMIIBI HYyTPUTHUBHOM MOAAEPKKH

HyTtpuTtusHas noaaepka A JIMIL TOKUIIOTO U CTAPUYECKOT0 BO3PAcTa I0JKHA SBISATHCS
Y4acThI0 MYJIbTUMOJAIBHOTO MYJbTUANCIUITIMHAPHOTO MOX0/a, HAIIPaBJIEHHOTO Ha
HoJJIepKaHUE TIOCTATOYHOTO YPOBHSI MOTPEOICHUS MULIH, TOAJIEpKaHue WIN yBEJINYCHHE
Macchl Telna, yaydlieHne pyHKIMOHAIBHOIO CTaTyca U KauecTBa )KU3HU.

B PKU o n3yuenuto 3ppeKToB BCECTOPOHHUX, MHANBUIYATBHO 110100paHHBIX Mep
HYTPUTUBHON MOAJIEPKKH FOCIIUTAIM3UPOBAHHBIX TOKUIIBIX JIOJEH C PUCKOM HEJOCTaTOUHOCTH
NUTAHUS ObUIN MOKa3aHbl MOJOKUTEIbHBIE () ()EKTHI NHANBUY ATU3UPOBAHHBIX BMEILIATEIbCTB
Ha YpPOBEHb NTOTPEOICHUS SHEPTUHU U OEIIKOB, MacCy Tella, OCI0KHEHUs, IPUMEHEHHE
aHTHUOMOTHUKOB, TOBTOPHBIE TOCIIUTANIN3ALNY U (PyHKIIMOHAIBHBIE TTOKa3aTenu. Kpome toro, Bo
Bcex PKU Ob110 BBISBIICHO yIIyYIIIEHHE Ka4eCTBA )KM3HU B TPYIINE WHIUBHIYATH3UPOBAHHOMN
HYTPUTUBHOU MOJJEPKKU 110 CPAaBHEHHUIO C IPYIIION CO CTAHAAPTHON HYTPUTUBHOU
noanepxkoii 24281,

O3HAaKOMHUTBCS ¢ AITOPUTMAMHM BEJICHUS NALIMCHTa MOKHO B CIIPABOYHUKE «AJITOPUTMEI
BEJICHUS MMAIIMEHTA MOYKUJIOTO U CTAPUYECKOr0 BO3pacTa ¢ HEIOCTATOYHOCThIO MUTAHUS.

Heo6X0auMO PacCUnMTHIBATh YHEPreTHUECKYIO IEHHOCT PALMOHA MAIMEHTa TTOKUIOT0
¥ CTApyeCcKOTO BO3PACTa, OPHEHTHPYACH HA ypOBeHb 30 KKaJI Ha KI' MACChl TNa B CyTKH;

D70 3HAYEHHUE JOMKHO OBITH CKOPPEKTUPOBAHO B MHIMBUIYaTEHOM MOPAIKE B

3aBHCHMOCTH OT MHUIIEBOTO CTaTyCa, YPOBHS (DU3MUIECKOM aKTUBHOCTH, CTATyCa
3a6071eBaHus 1 TepeHocuMocTH 22341,

DuepreTudeckas motpedHocts B 30 kxkan/kr MT siBisieTcs mpuOIM3UTEILHON OLIEHKOW U
OOIIMM OPHUEHTUPOM JUTSI TOKMIIBIX JIIOJIeH. DTa BeTMUKHA I0JKHA KOPPEKTHPOBATHCS B
WH/IMBUIYATBHOM TMOPSAKE C YUYETOM pa3IMdHbIX (DAKTOPOB, TAKMUX KaK ITOJI, TUIIICBOM
cTaryc, pu3ndecKkasi akTUBHOCTh U KIIMHUYECKOoe cocTosiHue. Kpome Toro, Heo0Xoaumo
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IIPUHUMATh BO BHUMAHME LI€JIb HYTPUTUBHON NOICPKKH, a TAK)KE IPUEMIIEMOCTD U
IIEPEHOCUMOCTh MEP HYTPUTUBHOM MOLIEPIKKH.

TpaauLnoOHHO NpH pacyeTe YIHEPreTUUECKON IEHHOCTH pallMOHa U MOTPEOHOCTH B
OeJKe MCIIoIb3yeTC s MoKa3aTesb UaealbHONW/ peKOMEeHIyeMoi Macchl Tena. s
NALMEHTOB MOKUIJIOTO U CTAPUECKOro BO3pacTa HEOOXOIUMO NPUIEPKUBATHCS OoJiee
WH/IMBUYaIU3UPOBAHHOTO N0X0a. Eciu BeIOpaHa cTpaTerusi CHUKEHUs WM Habopa
Macchl TeNa, pacyeT HeOOXOIUMO IPOBOJUTH HA UJCATIbHYI0/ PEKOMEHAYEMYIO Maccy
tena. Ecnu BeIOpana cTparerust nmoaaepkanus Macchl Tesna (y manueHTa JJIMTebHOe
BpeMs Macca Tella CTa0uIbHA, HET TEHAECHIMH K €€ CHUKEHUIO, YUTEHbI BO3PAcT,
umerouecs 3a001eBaHus, ypoBeHb (YHKIIMOHATHLHON aKTUBHOCTH U MIPOTHO3), TIPH
paccueTe COOTBETCTBYIOIUX MTOKa3aTeNel cielyeT OpUEeHTUPOBAaThCs Ha (PAKTUUYECKYIO
Maccy Tela.

JU1s manMeHTOB MOXKUIIOTO U CTAPUECKOro BO3pacTa ¢ HOPMaJIbHOM MM U30BITOYHOM
maccoif Tena (MMT <30 kr/m?) mOTpeGHOCTH B SHEPTUHM CIIEyeT PacCUMTHIBATh HA
(aKTHUECKYHO MACCy Tella, TaK KaK CYIIECTBYIOT IaHHBIC O JIYUIIHX MTOKa3aTeNsIX
BBEDKMBAEMOCTH y manuenToB ¢ UMT ot 27 1o 30 xr/m? B3], JIns manuenToB noumnoro u
crapueckoro Bospacta ¢ oxuperneM (MMT >30 kr/m?)He06X01uMa KOHCYIbTaIHS
Bpaya JTUETOJIOTa JIJIsl OIEHKH MMUIIEBOTO CTAaTyCa, TUETOIOTUIECKOTO
KOHCYJIbTUPOBAHWUSI, U MIPH HEOOXOAMMOCTH COCTABJICHUS MHIMBHIYaJIbHON IPOTPAMMBI
KOPPEKIINH MACCHI TeNa U MHIMBHIyalbHBIX PEKOMEHAIMH Mo nuTanmio ¢,

HeobxommMo opreHTHPOBAThCS Ha KOJIMYECTBO HE MeHee | T Oelika Ha KT Macchl Tela B
CYTKH IIPH pacyeTe KOJIMUECTBA OelIka B CyTOYHOM PAIMOHE JIUI] TIOKHUIIOTO U

CTapYEeCKOTO BO3PACTA C METbI0 CHUKCHHS PUCKA HETOCTATOYHOCTH MUTAHUS WK €€
koppekiuu. KomndecTBo Oeka B parinoHe J0HKHO OBITh HHANBUAYATBHO TOJI00paHO C
Y4EeTOM HYTPMTUBHOIO CTaTyca, ypOBHs (PH3MUECKO aKTHBHOCTH M KoMOpOuaHOCTH *

37-41]

[TpuemiemMocTh TPaIUITMOHHON PEKOMEHIAIMH JIJIST TTOKHUIIBIX JIFOJIeH JTFI000ro Bo3pacTa
10 YpOBHIO MoTpedieHus o6enka 0,8 T Ha KT MacChl Tella B CYTKH B HACTOSIIEE BPEeMS
00CyX)IaeTcsl B CBA3U C HAKOIJICHHBIMH SKCIIEPUMEHTATHHBIMH U
AMUIEMHUOJIOTMYECKUMHU JAHHBIMU O TOM, YTO TIOXKHUJIBIE JIFOJIA MOTYT HYKJIAThCS B
OoJIbIIIeM KOJUYECTBE OeiKa JIJIsi ONTUMAIBHOTO COXPaHEHUsT OE3)KUPOBOM MACCHI Tela,
(GYHKITUH )KU3HEHHO BAYKHBIX OPTraHOB U KauecTBa JKU3HH. [10 MHEHHIO HECKOJIBKUX
AKCTIEPTHBIX TPYIII, CyTOYHBIN YPOBEHB MOTPEOICHUS ONIKa Y 3M0POBBIX MOKHIIBIX
JIOJIeH TOJKEeH cocTaBisaTh He MeHee 1,0 1o 1,2 r/kr maccel Tena. [1pu Hanmaun
OCTPOTO WUJIU XPOHUYECKOTO 3a00JICBaHUsI, COMPOBOXKIAIOIIETOCS BOCIIaJICHUEM
(BKJTFOYAsi CHCTEMHOE BOCTIAJICHUE Y TTOKHIIBIX JIFOIeH, MHPEKIIUHU, paHbl, TPOJICKHU U
T.J.), TOTPEOHOCTH B OEJIKE MOXKET OBITH €IIIe BHIIIE, M COCTABIATh 1,2—1,5 T/KT Macchl
Tena, a JJIs JIF0IeH TTOKUIIOTO U CTApYECKOTO BO3PACTa C CePhe3HBIMU 3a00JICBAHUSMH,
TpaBMaMH WM HEJIOCTATOYHOCTHIO MUTAaHUS - 0 2,0 I/KT Macchl Tejla B CYTKH.

Heo0x0a1MOo BOCTIONHATH A(GUIUT OTAEIBHBIX MUKPOHYTPUEHTOB Y JIUIL TIOXKUIIOTO U
CTapUecKoro BO3PACTA C TIOMOIIBIO MUIIEBHIX T06ABOK H/HITH TeKapPCTBEHHBIX CPEICTB,

B CIIydasiX, €CJIM 9TOT AePUIHMT NOATBEPKIEH KINHUUECKMMH H/WJIH JTa00pAaTOPHBIMH

JaHHBIM. B Ipyrux coydasx cojepskaHne MEKPOHYTPHEHTOB B eKeJHEBHOM PaIlHOHe

JIIL HOYKHIIOTO M CTAPYECKOTO BO3PACTA JIOKHO COOTBETCTBOBATH HOPMAM

(DM3MOTOTNIECKHX TTOTPEGHOCTEH B YHEPTHUH ¥ MUIIEBBIX BENIECTBAX IS JIHII MOXKHIOTO

u crapueckoro Bospacta 3],



O3HAKOMHUTBCS ¢ HOPMaMH (PU3UOJIOTHUYSCKUX MTOTPEOHOCTEH B SHEPTHH U ITUIIIECBBIX
BEIIeCTBaxX st JinIl cTapiie 60 JIeT B CyTKH MOKHO B cipaBOYHHKE «HOpMBI
(OM3HOIOTHYECKUX ITOTPEOHOCTEN B DHEPTUH U IUIIEBLIX BEIECTBAX IS JIUIL CTapIIe
60 et B CYTKWY.

JI1st MOKUIIBIX JTr0JIeH pa3paboTaHbl HOPMbI (PU3HOTOTHIECKUX TOTPEOHOCTEH B
SHEPTUH U MUIIEBBIX BEIIECTBAX, KOTOPHIE TOMKHBI 00S13aTEILHO COAEPKATHCS B UX
CYTOYHOM palnroHe. B ¢Bsi3M ¢ pacTymiel pacpoCcTpaHEHHOCThIO 3a001€BaHUMA
KEITYAOYHO-KUIIIEYHOTO TPAKTa, KOTOPBIE COMPOBOXKAAIOTCS CHIYKEHHOM
OMOIOCTYITHOCTHIO TUTATENBHBIX BENIECTB (KaK, HAIpUMeEp, TIPH aTpohUIEeCKOM
racTpuTe M HapyLIEHHOM BcachblBaHUM BUTaMMHA B12, kanpius u sxenesa), 1oau
MOKUJIOTO BO3pAcTa UMEIOT MOBBIIIEHHBIA PUCK e(ULIUTa MUKPOHYTPUEHTOB, KOTOPHIiA
JOJI’KEH OBITh CKOPPEKTUPOBAH C TIOMOIIBIO MHINEBHIX JOOABOK W/WIIH JIEKAPCTBEHHBIX
CPEICTB.

JHTepaibHOE NUTAHHE

OHTepaJbHOE MUTAaHUE SABJSAETCS MPEANOYTUTEILHBIM BAPUAHTOM HYTPUTUBHOMN MOIIEPKKU
MalyeHToB, Tak kak nutanue yepe3 XKKT spisercs nanbosee GpU3n0IOTHIHBIM. DHTEpATHHOE
NUTaHUE HE TPeOyeT TIIATENbHOTO CO3aHUs CTEPHIIBHBIX YCIIOBHM ISl €r0 MPOBEACHUS U HE
BBI3bIBAET OCJIO)KHEHUH, CBA3aHHBIX C IPOLEAYPON NapEHTEPATIbLHOTO BBEACHMSL.
[MumeBapuTenbHas cucTeMa B CUITY CBOMX (PU3MOJIOTHYECKUX OCOOCHHOCTEH caMa HYKJIaeTcs B
MOCTOSIHHOM BHYTPHIIPOCBETHON TPOPUUECKON MOAIEPIKKE.

OCHOBHBIMH BapHaHTaMHM SHTCPAJIbHOI'O MUTAHUSA SABJIAIOTCA:

e KOMOWHUPOBaHHOE MepopayibHOe dHTepanibHoe utanue ([1911) cnenuanbHBIMU cMeCIMU
U JUETUYECKUM MUTAHUEM

e Ttoubko 1011 cienuanbHEIME CMECSIMU;

e 30HJ0BOE dHTepanbHOE nuTanue (3211): 30H1 B kKemy 10K (B TOM YHCIIE Yepe3 CTOMY),
30H]I B JIBCHAAIIATUTICPCTHYIO KUIIKY (B TOM YHCIIE Yepe3 CTOMY), 30H]] B TOIEH KHIIKE
(B TOM 4HCIIE Yepe3 CTOMY).

IlepopanbHoe 3HTepasbHOe nuTanue (III1I)

[penapatsr [1311 06s1agar0T BEICOKUM COZAEpP)KaHUEM KaJIOPUI U MUTATENbHBIX BEIECTB U
pa3paboTaHbl CIEIUAIBHO NI 00eCTIeUeHUs €KeTHEBHOM MOTPEOHOCTH B TUTATEIBHBIX
BEIIIECTBaX, KOT1a OOBIYHON JAMETHI JJIS 3TOTO HE XBaTAaeT.

Paznoo6pasue npenaparos [I9I1 mo koHCUCTEHITMN (KHAKOCTb, IIOPOIIOK, Ty IUHT,
IpeIBapUTENbHO CTYIIEHHBIE TPOIYKTHI), 00bEMa, COCTaBa (C BEICOKUM COIEp)KaHUEM OellKa, C
MUIIEBBIMU BOJIOKHAMHU ), KAIOPUHHOCTH (OT OJTHOM JTO TPEX KKaJI/MIT) M BKyCY - oOecreynBaet
noTpeOHOCTH pa3HbIX nanueHToB. Beytemstor [1311 ¢ BeicokuM conepxanueM Oenka, B KOTOPbIX
OH cocTaBiisieT > 20 % KaJopuiHOCTH, U C BBICOKMM COJAEP KaHUEM Kallopui, coaeprkamue > 1,5
KKaJI Ha MJI WJIM T.
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[{enmecooOpa3Ho MPUMEHSTH MEPOPATHHOE SHTEPAITBHOE ITUTAHNUE Y MAIUCHTOB
MOKUJIOTO U CTAPYECKOTO BO3PACTa C HEJOCTATOYHOCTHIO MUTAHUS UJIH PUCKOM €€

Pa3BHUTHS, UMEIOITUM XPOHUYCCKUE 3a00JICBaHMS, B TEX CIydasx, KOT/ia CTaH apTHas

WK 00OTaIIeHHas JUeTa HeIOCTATOYHBI I 00ecrieueHus MOTPeOHOCTEel MalreHTa u

JOCTHXeHus meeit neuenus > 4243,

Cpenu noKHIIbIX JIF0JIel, KOTOPbIE TPOXKUBAIOT 10Ma, HYKJIal0TCSI B TTIOMOILU
COITMATHHBIX PAOOTHUKOB U UMEIOT TTOBBIIICHHBIN PUCK PA3BUTHS HEIOCTATOYHOCTH
MUTaHM, TPUOaBKa MacChl Tella ObLIa BhIIIE, 2 KOJMYECTBO MaJICHUN OBIJIO HUXKE B
rpynne npuMmenenus 11011, Ha3HayaeMbIX TUETOIOTOM, IO CPAaBHEHHUIO C TPYIION, B
KOTOPOM POBOAWIMCH TOJIBKO KOHCYJIbTAIMU JUETOJO0ra. Y MOXKUIIbIX JIFOAEH,
MIPOKUBAIOIIUX B JIOMax MPECTapeibiX, YPOBEHb MOTPEOICHUS YHEPTUN BO3pacTaj Ha
30% npu BBeieHUU B pallMoH nepekycoB U Ha 50% npu npumenenuu [19I1. ¥V
MOXUJIBIX JIFOAEH C HEJOCTATOYHOCTHIO MUTAHUS, MPOKUBAIOIINX B JIOME MPECTapEIIbIX,
npumenenue [1311 mpuBouIIO K TOBBIIICHUIO YPOBHSI MOTPEOICHHS SHEPTUU U OJIKa U
Ka4yeCcTBa KWU3HU M0 CPABHEHUIO CO CTPATETHE, OCHOBAHHOW TOJBKO Ha KOHCYJIbTALMAX
JIMETOJIOTA.

CrtpaTeruu Ha OCHOBE PEKOMEHIAIINIA IO OOBIYHOMN AHETE U €€ U3MEHEHHI MOTYT
MPUMEHSTHCS Ha IPOTSHKEHUH 0oJiee MPOI0JKUTENILHOTO TIEpro/ia BpEMEHH U
SIBIISFOTCSI OoJiee aenieBbIME. [103TOMY y TOXKHUITBIX JTIOJEH ¢ XpOHUYECKHMHU
3a00JIeBaHUSMU, IPOKUBAIOIINX BHE CIEIIMATU3UPOBAHHBIX YUPEXKICHUHN WK B JIOME
IpecTaperbixX, iX MOKHO MPUMEHSTH B TIEPBYIO ouepenib, a Kk [IDI1 npuberats B Tex
CIIy4asiX, KOrJja OObIYHOTO MUTAHUS M 00OTaIlIEeHUs UMM HE XBAaTaeT JJIsl JOCTHKCHHUS
HYTPULIMOHHBIX LIeJIel. DT pa3Inyaroluecs CTpaTeruu MmoAeP>KKH 10CTaTOUHOTO
YpOBHS OTPEOIEHUS MUILHU JOHKHBI paCCMaTPUBAThCS HE KaK B3aMMOUCKITIOYAIONIHE, a
Kak JTONOJIHSIOIIMUE APYT Apyra.

Heo6x0iMo Ha3HAYATh TIEPOPATbHOE SHTEPATHHOE TNTAHNE BCEM
rOCIIMTAIN3UPOBAHHEIM MAIIMEHTaM TIOKUIIOTO U CTAPUECKOTO BO3PACTA C

HEJJOCTATOYHOCTHIO TIUTAHUS MIIH PUCKOM €€ PA3BUTHSA C IEIBI0 ONTUMH3AIIMH YPOBHS
HOTpe6JIeHI/ISI MMUTATCIBbHBIX BCIICCTB U MACChI TCJIa, a TAKXKE C LICJIIBIO CHUXKCHUA pHCKa
OCJI0)KHEHHUH 1 YaCTOTHI MOBTOPHBIX rocnurann3armii [ 44471,

Heo6x0MiMOo IPUMEHATH IIepOpabHOE SHTEPATbHOE IINTAHNE MAIMEHTAMH TI0XKHIOT0 1
CTapuecKOro BO3PACTA C HEJOCTATOYHOCTHIO TUTAHHS UM PUCKOM €€ Pa3BUTHS,
BBIIMCHIBAEMBIM M3 CTAIIMOHAPA, C IEJTBIO ONTHMI3AIHH YPOBHS MOTPEOICHNS TTHIH 1

MAacCChI T€JIa, a TaKXKE C LCJIBIO yMeHBLHeHI/IH pHCKa CHMXXCHUA (I)yHKHHOHaHBHBIX
BO3MOXKHOCTEH [+ 48521,

CrnenyeT Ha3Ha4aTh MpenapaTsl NEPOPATBLHOTO SHTEPAIBLHOIO MUTAHUS, KOTOPbIE E 2
o0ecIeunBaroT MOCTYIICHHE B Opranu3M 3Hepruu He MeHee 400 kkai/cyT u Oenka He

meHee 30 r/cyT. BceM NareHTaMu MOKUIIOT0 U CTapYECKOTO BO3PacTa C

He/I0CTATOYHOCTHIO IUTAHHS WM PUCKOM ee pa3uTus 133,

Cucrematudeckuii 0030p 1Mo aHam3y 3PPEeKTUBHOCTH U 0€30MTaCHOCTH TPUMEHEHUS
BbIcOokoOenkoBoro [131IT (> 20 % xanopuitHocTH 10 Oenkam) TF000H KOHCUCTEHIIUU Ha
MPOTSHKEHHH JIF000T0 TTeproia BpeMeHH Mokasai, uto npuMmenenue [1311 mo cpaBHeHUIO
C TPaIMIIMOHHON CXEMOW MUTAHUS OKa3bIBAJIO pa3Ho0Opa3HbIe 23(PPEKTH B pa3IMIHbIX
YCIIOBHSX YXOJa U TPyIIax MalieHTOB, B TOM YHCIIE CHUKCHHUE PUCKA Pa3BUTHUS
OCIIO’)KHEHUH, CHIPKEHUE PUCKA TOBTOPHBIX TOCTIUTATIU3AIINMN, TTOBBIIICHUE CHITBI
TIOYKaTHS KUCTH, TIOBBIIICHUE YPOBHS MOTPEOICHHS OelTKa ¥ SHEPTHH MTPH HEOOIIBIIIOM
CHW)KCHHUHU yPOBHS OTPEOIECHUS OOBIYHOM MUIIM U ONTHUMH3AINIO MAcChI Tela.



Bricoko6enkoBsie nmpenapatsl [1911, koTopeie mokpsiBamn> 400 KKaj/CyT, COAEpKaIu B
cpenuem 29 % Genka (2040 %).

Pexomennyercs HazHavath [I911 Ha cpok HE MEHee OHOTO Mecsla MalMEHTaM1
MO>KHUJIOTO U CTAPUECKOro BO3pacTa ¢ HEIOCTATOUHOCTBIO MUTAHUS WJIM PUCKOM €€

pa3BuTHsA, OIIcHUBATh A3(H(PEKTUBHOCT U OXkumaeMyro nmois3y 1911 oqun pa3 B Mecsi,
peryJisipHoO OLEHUBATh coOMoAeH e peskuMa nprema I1D11 nanuenTtamu 4154 351,

HccnenoBanus u MeTa-aHaJIN3bl JEMOHCTPUPYIOT HEU3MEHHO CTaTUCTUYECKU
3HaunMbIi 3 ekt 111 B oTHOIIIEHUN CMEPTHOCTH MPH UX MPUMEHEHUH Ha
IPOTSKEHUH HE MeHee 35 THEel M0 CPAaBHEHUIO C MEHBIINM IIEPHUOJIOM BPEMEHHU.
[Toxwiible Mr0M C HEAOCTATOYHOCTBIO MUTAHUS HYXKJIAIOTCs B 00JIee BBICOKOM YPOBHE
noTpeOIeHus SHEPTUH [T Habopa MacChl Tella, YeM B3POCIIbIE JIF0IU MIIAIIIETO
BO3pPacTa, a CKOPOCTh HabOpa Macchl Tejla U 0€3’)KUPOBOM MacChl B OTBET Ha
AQHAJIOTUYHBIA YPOBEHb NOTPEOJICHUS SHEPTUH Y TTOXKUIIBIX JIIo/Iei HIbKe. Takum
00pa3oM, NpolLecc OKa3aHusl Mep HyTPUTUBHOM MOIIEPKKH JOJDKEH OBbITh JUINTEIIbHBIM,
YTOOBI MPOSABUTH FPPEKT B OTHOIIEHUH HYTPUIIMOHHOTO CTaTyca U APYTUX
KIIMHUYECKUX UCXOO0B.

LenecoobpazHo moxdupaTh BUJ, BKYC, KOHCUCTEHINIO 1 Bpems mpuema [1311 ¢ yuerom
BKYCOB IAIIMEHTOB U MX CIIOCOOHOCTH K CAMOCTOSATEIBHOMY IPUEMY IHILH C LEbIO
o0ecrieyeHns ONTUMAIBHOM MpUBEp)KeHHOCTH K npueMy [1211 u noctrxenus nenei

neuenus 6],

BaxxHy10 posib B TOCTHIKEHUH TTOJIOKHUTENHHBIX 3P(HEKTOB UTPaET COOI0IEHNE PEXKIMa
Tepanuu. B KITMHUYECKUX UCCIIETOBAHMIX OOBIYHO PETHCTPUPYETCS XOPOIIUN YPOBEHB
cobmonenus pexxuma ripuema I[1311. C nenpro moanepkaHust COOTIOICHUS peKUMa
HYTPUTUBHOM TEpaNuu MpejIaraeMbie MPOyKThI JOKHBI OBITh aJalTHPOBAHBI K
JKEJIaHUSAM U HY’KJaM MalueHToB. Tak, marueHTam ¢ 3aTpyJHEHUEM NP TJI0TaHUU
cienyet npeiarats npenapatel [1311 ¢ MonupumpoBaHHO# KOHCUCTEHIMEH. B cBs3n
C PUCKOM TOT0, YTO MAI[MEHTAM MOXET HaJ0ecTh oAuH BapuaHT [13I1, KoTopsiil OHK
YHOTPEOSIOT N30 HA B ACHD, HEOOXOIUMO PETYIISIPHO MPOBEPSATH YPOBEHB
cobmoenns pexxuma tepanuu. [Ipoctumynuposats nmorpedaenue [1911 moxHO 3a cuet
pazHooOpa3us BEIOOpa U 3aMEHBI BAPHAHTOB.

[{enecoobpa3zHo IPUMEHSTH U1 SHTepaIbHOTO nuTaHus (B ToM uncie [1211) mpomykTsl, E 2
CoJIeprKallye MUIIEBbIC BOJIOKHA Y BCEX MAIMEHTOB MOKUIIOTO U CTAPUYECKOTO BO3pacTa

C HEJIOCTATOYHOCTHIO MMUTAHUS U BHICOKHM PHCKOM €€ Pa3BHTHS TIPU OTCYTCTBHH
MPOTUBOMNOKA3aHUI K MPUMEHEHUIO MTUIIEBBIX BOJOKOH C IIeJIbI0 00ecTIeueHUs

ONTHMANBHOTO (DYHKIIMOHUPOBAHHS ey 10UHO-KUIIeuHoro Tpakra 763,

[Toxumble JTI0AM YaCTO UMEIOT MPOOIEMBI CO CTOPOHBI KETyJ0YHO-KUIIIEUHOTO TPAKTa,
BKJII0Yas 3a10p ¥ auapero. BaxxHocTs yrnoTpeOiaeHns JOCTaTOYHOTO KOJINYeCTBa
MUIIEBBIX BOJOKOH MOJAYEPKUBACTCS B CBSI3U C TEM, YTO OHU HOPMAIHU3YIOT paboTy
KUIIEYHHUKA, & YPOBEHb HX MOTPEOICHHS MAIlHEHTAMH [TOKUJIOT0 M CTapYECKOTro
BO3pacTa 0ObIYHO HEBBICOK. J[OCTAaTOUHBIN CYTOUHBIN YPOBEHDb MOTPEOICHUS TUIIEBBIX
BOJIOKOH, CTIOCOOCTBYIOIINI HOPMAaJIbHOHN NMEPUCTANBTUKE Y B3POCIBIX JIO/IEH JIF000TO
BO3pacTa, COCTaBIAET 25 T, UTO MOXHO TaK)Xe CUMTATh OPUEHTUPOM IS JTHOIEH
MOKUJIOTO U CTApYECKOT0 BO3pacTa.

[Tpu 5HTEpaIbHOM NMUTAHUU HET IPUYMH UCKIKOYATh U3 PAllMOHA IUIIEBBIC BOJIOKHA,
ecnu QYHKIHUS KUIIEYHUKA He HapylieHa. [IpoayKThl, cofepKaliue MuiieBbie BOJIOKHA,
HA000pOT, MOAJAEPKHUBAIOT HOPMAIIBHYIO (DYHKIMIO KMIIEYHUKA IIPU SHTEPATbHOM



NUTAHUU |, KaK CJIEJCTBHE, OOBIYHO PEKOMEHIYIOTCS K yroTpebienuto. Kpome toro,
MAanUCHTBI HA SHTCPAJIbHOM IMUTAHUW HC JOJIKHBI UCTIBIThIBATEL HEAOCTATOK B XOPOIIO
M3BECTHBIX OJIArOMPHUATHBIX META00INYeCKUX P (HEKTaX MUIIEBBHIX BOJOKOH.

30H10BOE JHTEPAIbHOE IUTAHUE

[enecooOpa3Ho mpuUMEHSITH 30HI0BOE dHTepanbHoe muTanue (3311) y manueHToB
MOKUJIOTO U CTApPYECKOT0 BO3pacTa B TE€X Clydasix, KOorja nepopajibHOe MUTaHNE
HCBO3MOXXHO B TCUHCHHUC TPECX I[Heﬁ, JII/I60 IMOKPBIBACT MCHCC IMMOJIOBUHBI BHGPFGTI/I‘IGCKOI\/'I
NOTPEOHOCTH HA MPOTHKEHUH OoJiee OJTHOM Hee HeCMOTPS Ha POBEICHNE
BMCIIATCIILCTB B MOAACPIKKY MEPOPAIILHOTO IMPpUCMa NMUIIH, C HCIIbIO YIOBJICTBOPCHUA

MUIIEBBIX TOTPEOHOCTEN M MOIepKAHUS MITH ONTUMU3ALUK HYTPMTUBHOTO cTaTyca (%4
73]

Dddext 3211 B 1iennom HegoCcTaTOUHO M3y4deH. TinaTenbpHbIe TpocniekTuBHBIE PKU,
cpaBHMBaromue nposeneHue 3911 ¢ ero oTcyTCTBUEM, HE IPEICTABIISIIOTCS
BO3MOJKHBIMH TI0 3TUYECKHM cooOpakeHusiM. Bee noctynubie ceenenus o 3211 Obun
HOJIyYEHBI NPEXKe BCero B oocepBaMoHHbIX uccnenoBanmsix. K 3311 wacto npuberatot
MO3/HO, MOCJE CYIIECTBEHHOTO CHIXKEHUSI MaccChl Tella, KOTopoe HabmogaeTcst Ha hoHe
TSDKEJION HEIOCTATOYHOCTH MUTAHUS U KOTOPOE 3aTpyaHSAET 3P PEKTUBHYIO
HYTPUTUBHYIO MOJAEPXKKY. [ 'epuarpruyeckue maueHThl UMEIOT B LIEJIOM HU3KYIO
BBDKMBAEMOCTb IOCJIE MPOBEACHUS YPECKOKHON IHJOCKOMTMYECKOM racTpOCTOMUM
(U3I). B xone Mera-ananusa Oblia ornpeneieHa BbkuBaeMocTh 81 % crmycTs onuH
MmecsL, 56 % crycTs mecTh MecsiteB U 38 % cryctst oauH rol. OnHaKO BEIKHBAEMOCTb
B BBICOKOM CTEIEHU 3aBUCHUT OT IMOKa3aHMUN K MPOBEIECHUIO ATOI0 BMELIATENIbCTBA U
XapaKTePUCTHK MAIMEHTOB. B HECKOIBKUX UCCIIEOBAHMSIX OBLIO MTPOJEMOHCTPHPOBAHO
HEKOTOPOE yJIYyUllIEHHE MUIIEBOr0 cTaTyca nocjie nHunuanuu nposenenus 3211 y
nOXUJBIX Moniel. Tem He MeHee 2 (heKT B OTHOIICHUH (PYHKIIMOHAIBHOTO CTaTyCa,
CMEPTHOCTH U KaueCTBa JKU3HHU OCTAETCS HESCHBIM.

Heo6X011M0 HauMHATh 30HI0BOE SHTEPATbHOE MUTaHUE 6€3 MPOMe/ITICHUH TpH
HATMYUK HOKA3aHUH y MAIMEHTOB MOKMIION0 M CTAPYECKOr0 BO3PACTa C

HEI0CTATOYHOCTHIO MUTAHHS WITH PHCKOM €€ Pa3BUTHS C TIPEIOTBPAILEHHS CHIDKEHHUS

MAacchl TeNla 10 Hayana SHTepalbHOro nuTanus 0474731,

CrenyeT mpUMEHITh KOPMIICHHE Yepe3 Ha30racTPaIbHBINA 30H] Y MAIIHCHTOB ITOXKHUJIOTO E 2
Y CTapueCcKOro BO3pacTa ¢ HEIOCTATOUYHOCTHIO MUTAHUS WJIM PUCKOM €€ Pa3BUTHSI C
npeanonaraeMon JuTenbHocThio 3211 MeHee yeTbIipex HeeNb JOKHO MallMEHTaMH C

11€71b10 NPEJOTBPAIEHHs CIUIIKOM paHHei ractpoctomun /678,

I'acTpocTomuIo ciaeayer pacCMOTPETH Y JIMILL C YAOBIETBOPUTEIbHBIM IIPOTHO30M U
MpeanonaraeMoi BbICOKOU InuTesibHOCThIO 3211, BpeMeHnHOoM nepro/1 B YeThIpe HEACIN
ABIISICTCA yCHOBHBIM nu onpez[eneH npen(;[e BCETO OJIA I/136€I‘aHI/I$I cnyqaeB CJIMIIIKOM
paHHel ractpoctoMuu. Ecim kopMiieHHne yepe3 Ha30racTpajabHbIA 30H XOPOIIIO
NEPEHOCUTCSI, TO OHO MOXKET JUTHThCS OoJiee ueThipex Hezenb. [ epuarpuueckue
MAIMEeHTHI YacTO TJI0XO0 MEPEHOCAT KOPMIICHHE Yepe3 Ha30racTpaIbHBIA 30HI, a TAK)KE B
ATOW BO3PACTHOM KAaTErOPHUH 30H]] 3a4aCTYIO TI0X0 (PUKCUPYETCS, YTO MOXKET IMIPUBECTH
K €ro cMelleHno. Tem He MeHee, OTCYTCTBYET HEOOXOIMMOCTh BO BBEICHUH KAaKHUX-
1100 PU3NYECKUX WIIM XUMUYECKUX OTPAaHUYCHUH B TIONBITKE MPEAOTBPATUTD
CMEILIEHUE 30H/1a BCJICACTBUE MAaHUITYJ SN WM CIIydalHOro cMenieHus. Eciu
CMEIIEHUE HA30TacTPaIbHOIO 30H]1a TPOUCXOAUT HECMOTPS HA €r0 HAUICKAILYIO



¢duKcalnio Ha KOXe, TO KaK BapUaHT MOKHO IMOIPOOOBATh UCIOIB30BAaTh HOCOBYIO
NEeTIIO.

Heobxoammo orieHuBaTh 0kugaeMyto 3(h(PeKTUBHOCTD U MOTEHITMaIbHbIC pucku 3211 B
WHAUBUIYATHHOM TOPSIAKE W PETYISIPHO MEPEOIICHUBATh, B TOM YHUCIIe TIPU U3MEHEHUN
KIIMHUYECKOT'O COCTOSTHUS Y BCEX MAlMEHTOB MOXKHIIOTO M CTapueCcKOro Bo3pacTta ¢
HEJOCTATOYHOCTHIO MUTAHUS WA PUCKOM €€ Pa3BUTHS C LIETBIO OMpeAcIeHUs

nanbpHeieil Tak Ty Beaenus 08778811

[TarueHTH! TOKUIIOTO U CTAPUYECKOr0 BO3PACTa ¢ HECKOJIILKUMU (paKTOpaMU pUCKa,
TAaKUMU KaK: IeMEHINS, HHPEKIHS MOUYEBBIBOAAIINX TyTeH, EpeHeCeHHas acliupanus,
caxapHbIi quadeT, runoalbOyMuHeMus, 3a00JIeBaHMs B OCTPO dase,
TOCIUTAIU3UPOBAHHBIE, C MPOJIEKHIMH, HE UMEIOLINE BO3MOXHOCTU NIEPOPATILHOTO
npreMa MUK, ¢ BEIpaXKEeHHBIMU HapyIICHUSIMHU MUIIEBOro cTaTtyca, Hu3kuM UMT u
OJIMMOPOUIHOCTHIO, TIOBBIIICHHBIM PUCKOM paHHel cMepTHOCTH nocie YOI, uro
HEO0OXOAMMO 0053aTEeNIbHO YUYNUTHIBATh MTPU MPUHITHH PEIICHUS, YTOOBI H30ekKaTh
HanpacHbIX nponenyp YOI [ kaka0ro nanyreHTa OTHOILIEHHE PUCK/TIONb3a
HE00XO0JUMMO OIICHUBATh B UHIMBUYaJIbHOM IOPSIKE, UCIIONB3YS CIEAYyIOIINe
BOIIPOCBI:

1. Moxert nu 3911 nOBBICUTH WJIM MOAJIEPKATh KAYECTBO KU3HU TAHHOTO TalueHTa?

2. Moxet niu 3211 MOBBICUTD WK TIOAJEPKATh (PYHKITMOHATBHBIA CTATyC TAaHHOTO
rnamuenra’?

3. Moxert nu 3311 yBeauuuTh NpOJOIKUTEIHHOCTD KU3HU JAHHOTO MallMeHTa?
4. SIBnsieTcs U MPOJJICHUE KU3HU KETAEMbIM 715 MallueHTa?
5. IlpeBoCXOaUT U OXKUIAEMAsl TI0JIb3a PUCKHU BBeAeHUs 30H1a 1 32117

B nenom coobraercst o Hu3Ko# yactore ocinoxHeHu 3311, 0HaKO B YCTIOBUSAX
peaabHOM MPAKTUKH YACTOTa OCIOKHEHHUM BCIIEICTBHE KOPMJICHUS Yepe3
HAa30TacTPaJIbHBIN 30H]] M TACTPOCTOMY MOKET OBITh CYIIECTBEHHOW. B 3T0i1 CBs3M
PEKOMEHIyeTCsl PETYJISIPHO OLIEHUBATH YPOBEHb CMEPTHOCTHU OCJIE€ YCTAHOBKH
racTpOCTOMBI MO TAHHBIM JUISI OTAEIBHOTO JIEYEOHOTO YUPEKIACHUS UIH OTACTICHUS.
Ecnu cMepTHOCTH NMPEBBINIAST MPUBECHHBIC BBIIIE U PHI, TO HEOOXOAUMO
NePECMOTPETh TAKTUKY 0TOOpa MAllMEHTOB M TEXHUYECKHE aCIIEKThI MPOLIETyPHI.
Cocrosaue nanuenToB Ha 3211 MoxeT oueHb OBICTPO MEHATHCS. B cBsA3M ¢ 3TUM
MOKa3aHUs K MPOBEJACHUIO U OXKHIaeMyto 1mojs3y 3311 HeoObxoaumMo perysipHo
nepeoreHNBaTh. Eciau cmocoOHOCTh K MepopaIbHOMY MTPUEMY TTHUIIH CYIIeCTBEHHO
yiIydmiaercs, 1n60, Ha000poT, moak3bl 0T 3211 Gonbire He npeaBuaUTCs, TO 3211
CleyeT mpeKpaTtutTh. B cutyanusx, koraa a¢dext 3311 TpyaHo npemyragarsb, MOXKHO
PEKOMEH10BaTh IPOBECTH MPOOHOE BMEIIATENHCTBO HA MPOTSHKEHNUN 33JaHHOTO
Nepuo/ia BPEMEHHU € JOCTHKUMBIMU LIETISIMU, MTOJICKAIIUME peructpaiuu. B
YaCTHOCTH, Y MAIIMEHTOB C BHIPAKEHHOI IeMeHIell oTMedaeTcs: HebIaronpusITHOE
CcOoOTHOUIEHUE pucka u noJb3bl 3211, B cBsi3u ¢ yem 3311, kak npaBuio, He
PEKOMEH/I0BAHO.

Heo6xoaumo npenarats KoMGOPTHBIA BapraHT kopmiieHUs BMecTo 3911 Bcem
NalMEeHTaM ¢ HU3KUM YPOBHEM NOTPEOICHUS UL, HAXOASIUMCS B TEPMUHAIBHOM
coctostHum 18283,



3011 sBngercs npoleaypoi, HampaBJIECHHON Ha NpoieHue *Ku3Hu. Ecinu nmpoasienne
JKU3HU 60)15].].[6 He SIBIISIETCS JKeJIacMOu OEJabIO, TO KAYCCTBO KHU3HU IMallUCHTa
HEOO0XO0JUMO OIICHUBATh HHAUBUAYaTbHO. OOBIYHO 3TO KacaeTcs clyuyaeB OKa3aHUs
NAUTHATUBHOM MOMoIH. TakuM MarueHTaM T0JDKHA Mpeiaratbes JIo0umas ena u
MUTHE Yepe3 pOT B TOM KOJIMYECTBE, B KOTOPOM OHU IPOCAT. JJaHHBIN MOIX0/1 yale
BCET0 OIMMHCHIBAETCS TEPMUHOM «KOM(POPTHOE KOPMIICHHUEY.

Heo0xoaumo cTuMyIupoBaTh K MPOI0JKEHHUIO TIEpOPaIbHOro MpreMa MUy,

obecreunBas 6e30MacHOCTh, BCEX MALMEHTOB, HAXOIAIIMNXCS HA 30HJ0BOM MUTAHUH o+
86]

bonsmuacTBO narenToB Ha 3211 MoryT ynoTpebisaTe HeOO0IbIIONH 00bEeM MTUIIH U
HAMMUTKOB NepopaiibHo. [Ipn Hamuuum aucaruu CrenuaitnucT J0IHKEH ONPEaeInTh
KOHCHCTEHIIMIO MTUIIN ¥ HATUTKOB, KOTOPBIE MOTYT OBIThH MPOTJIOYEHBI TAIIHEHTOM
0e30MacHo.

st 5THX 1enen cieyeT UCHoJb30BaTh CIEUATN3NPOBAHHBIE CMECH SHTEPATIBHOTO
NUTaHUS MOAU(PUITMPOBAHHON KOHCHUCTEHIINH, KOTOPBIC CIIEIUAIBHO MPeIHA3HAYCHBI
JUISL TUAaTHOCTUKYU CTETIeHU Aucdaruu, a Takke 0e301MacHOro nepopaibHOro MUTaHUS
NALUEHTOB ¢ HapylIeHueM riotanusd. CieayeT NoowpsTh NepopaIbHbIN IPUEM IUIIH
0e30MmacHON KOHCUCTEHIIUH, IOCKOJIbKY 3TO BeJeT K (POPMUPOBAHUIO OLIYIICHUN 1
00yUYEHHIO TII0TATEIbHOMY pe(IIeKCy, YTO MOBBIIIAET KAYECTBO JKU3HU U YIIydlIaeT
OUYHUIIeHHE POTOTI0TKH. Heo0xoaumMo uMeTh B BUY, UTO Ja)Ke MAallUeHTHI ¢ Aucdarueit
U 3aIPeTOM Ha MEepOpaIbHbIA MPUeM BBIHYKICHBI POraThiBaTh Oonee S00 M1 CIrOHBI
B JIEHb, YTO camo Mo cebe sBisieTcs (PakTopoM prcKa pa3BUTHS aCTIUPAILIMOHHOM
IITHCBMOHHU. Hpe;[nonaraeTc;I, 4TO aClipaniOHHadA MHCBMOHUS BBI3bIBACTCS B
OCHOBHOM OaKTEpHsIMU aCIUPUPOBAHHOMN CIIIOHBI, 2 HE CAMOM CIIFOHOM WJIM CBEICHHOU K
MUHUMYMY CheJIEHHOU muiiei. Tem He MeHee, BOIPoc 0 0€30MacHOCTH NEPOPaTHLHOTO
npreMa MU He0OX0IUMO pelIaTh B MHAUBUIYaTbHOM MOPSAIKE C YUYETOM CTEIEHH
I[I/IC(I)aI‘I/II/I, HaJIM4YUg UK OTCYTCTBHA 3alIUTHOI'O KAllJICBOI'O peq)nelcca M CHUJIBI KalllJIs.

CrnenyeT npoBOAUTH PETYJISPHBIN YXO/ 32 30HAOM, OYMILATH €r0 OT OCTaTKOB MUIIU U
MUATATEILHON CMECH Y MallMeHTOB, TTosrydatonux 3911, ¢ 1nenpio npoduinakTuKu

WH(EKIIMOHHBIX OCIOXKHEHHUH U MIPEIOTBPALIECHUS MPEkKACBPEMEHHOM MTOJIOMKHU 30Ha
[1-3,87]

IInTanue Yepe3 YPECKOKHYIO FacCTPOCTOMY

Heo6xoauMo mpuMeHsTh YpeCKOXKHYIO TaCTPOCTOMHUIO Y MAIIMEHTOB MOXKUIOT0 U
CTapyYecKoro BO3pacTa C MmperoiaraeMoi JMTeabHOCThI0 DI1 Gosiee yeThipex Heneb,

HC KCJIAI0IUX MOJIYUaTh KOPMJICHUC YCPEC3 Ha3oraCTpaan51171 30H NJIX UMCIOIIINX

MPU3HAKK HEMEPEHOCUMOCTH HAa30racTpaibHOIO 30H4, C I[eJIbI0 0OecTeueHus

sHTepanbHoro nutanus (387,

I[TapenTepanbHOe NMTaAHUE

[lenecooOpa3Ho MPUMEHSATH MapeHTEPaIbHOE MUTAHKUE Y MAIIUEHTOB TOKUIOTO U
CTapYeCKOT0 BO3pacTa ¢ OJarompUsTHBIM IIPOTHO30M (0KUIAEMOM TIOJB30H) B T€X

CllydJasix, KOrJa MpoBeIeHHUE MEPOPATLHOTO UM 30HI0BOTO SHTEPALHOTO MUTAHUS HE

MO>KET OBITh HAUaTO B TEYCHHE TPEX JHEHU, JTMOO MOKPHIBAIOT MEHEE TIOJIOBUHBI OT
SHEPreTUYecKOoi NOTPEOHOCTH HA MPOTSKEHUH 00Jiee OHON HEZENH, C LEIbI0



YAOBJIETBOPEHUS HYTPUTUBHBIX MMOTPEOHOCTEN U MOAAEPKAHUS WM ONTUMHU3AIUU
88]

numeBoro craryca 881,
[{enecoobpazno npu HeooxoaumocTu nposenenus 3211 u [111 y manneHToB MOXKUIOTo U
CTapYeCKOT0 BO3pacTa C HEJOCTATOYHOCTHIO MUTAHUS HAYMHATH UX PaHO, 00BEM

YBEJIMYUBATH OCTENIEHHO B MEPBBIE TPU JHS U KOHTPOJIUPOBATH ypOoBeHb Pocharos,

Martus, Kajivs ¢ OCJIbo MPCAOTBPAILLICHUA CUHAPOMA BOSOGHOBHGHHOFO IINTaHUus [89-94].

CuHIIpOM BO30OHOBJICHHOTO TUTAHMSI CBSI3aH C MOTEHITMAIBHBIM PUCKOM JIJIS
MAIMEHTOB C HEJOCTATOYHOCTHIO MUTAHUS, UMEIOIIUX 3JIEKTPOIUTHBIE HAPYLICHUS.
Bo3MoxHBIC TOCTIEACTBHSI BKIIOYAIOT MEPETPY3KY 00BEMOM, IepepacipeaesicHue
dbocdaros, kanus 1 Maraus, runodocharemMuto, MeIIIEYHYIO C1a00CTh, AaHEMUIO U B
KOHEYHOM UTOTE€ MPUBOJAAT K OPraHHOM HEIOCTATOYHOCTH U MOBBILIICHUIO PUCKA
netanpHOrO ucxoaa. ¥ 20% marueHToB MOXKET HaOII01aThCsl BHE3aITHAsI CepAeTHAs
cmepTh. Kputepuu cunapoma BO30OHOBIEHHOTO MUTAHUS BAPHUPYIOT OT CHIKEHHOM
KOHIIEHTpanuu (HochaTtoB Uil JIFOOOTO JIEKTPOJIUTA B CBIBOPOTKE JI0 COUCTAHUS
AJIEKTPOJIUTHBIX HAPYIICHUN U KIMHUYECKUX CUMIITOMOB (HampuMep, nepudepuieckue
OTEKH, OCTpasi TUTICPBOJIEMHsI, HApYIICHUS! (PYHKIIMH OpraHoB). Mi3BecTHBIE (PakTOpHI
pHUCKa CHHAPOMA BO30OHOBICHHOTO MUTAaHUS BKIIOYAIOT CHIDKEeHHBI UMT, 3HaunMoe
HEYMBIIIJIEHHOE CHUKEHHE MACChI Teja, MOCIEAHHUI MPUeM MUILK HECKOJIBKO JHEH
Ha3aJ], HU3KYI0 KOHIICHTPAIIO MarHus, Kauus win (ocdaToB B IIa3Me KPOBH 10
KOPMJICHUS, a TaK)Ke 3JI0yNoTpedieHne HApKOTUKAMU WIIH aJIKOT0JIeM B aHaMHe3e€.
[Tepeuncnennbie GaKTOPHI PUCKA ITIUPOKO PACTIPOCTPAHEHBI CPEIU
TOCMUTATM3UPOBAHHBIX MOXKMIBIX JTtoel. [IJig Toi e rpyIIibl MalueHTOB OMpPeIeIeHO
3HAYMMOE COBIIAJICHUE PUCKA HEJOCTATOYHOCTH MUTaHUS, YCTAHOBJIEHHOTO 11O
pacnpoCTpaHEHHBIM CKPUHUHTOBBIM HHCTPYMEHTAM, U PUCKa CUHApPOMA
BO300HOBJICHHOT'O TUTAHMSI, YTO MTO3BOJISIET IIPENIONIOKUTh, YTO Y TIOKHUITBIX JTIOJCH ¢
HEJ0CTAaTOYHOCTHIO MUTAHUS WK PUCKOM HEAOCTaTOYHOCTH MUTAHUS HEOOXOIUMO
MPUHUMATH BO BHUMaHHUE PUCK Pa3BUTHUSI CHHAPOMA BO30OHOBICHHOTO MUTAHUSI.
Oco060e BHIMaHUE CIIETyET YSIATh HyTPUTUBHOW T€pPAIiU B MEPBbIE 72 4, KOTOPYIO
00BIYHO HEOOXOAMMO HAUMHATH PAHO, HO HAPAIIMBATh MEJICHHO BMECTE C
THIATETbHBIM MOHUTOPHUHIOM KIIMHUYECKUX MPU3HAKOB U YPOBHS pochaToB, Maruus,
KaJusl ¥ THAMUHA B CBIBOPOTKE KpoBU. OOOCHOBAHO MPOBEACHUE JOTIOTHUTETHHBIX
WCCJICIOBAHMH Y TTOXKHIIBIX JIIOJICH, OCOOCHHO B CBETE BHICOKOW PacCIpOCTPAaHEHHOCTH
HapylmeHnH QyHKIIMKA OYeK B 3TOW BO3PACTHOM TpyIIe.

He pexomenayercs Ha3HA4YaTh U MPOBOAUTH (PapMAKOJIOTHYECKYIO CENAIUI0 WIIH
MMPUMCHATH (bI/ISI/I‘IeCKI/Ie OrpaHU4YCHUA Y TAIUCHTOB IOKHUJIOT0O U CTAPYCCKOI'0 BO3pacTa

nipu nipoBenenun 3211, II1 nnu ruapaTaniioHHOM Tepanuu BO W30€KaHUe CHIDKCHUS
MBbIIIeYHOH (YHKIIMH M Macchl U Pa3BUTHs/yCyTyOIe s KOTHUTUBHBIX Hapymenuit [,

Ilens HyTPUTUBHON TEpAIIUU 3aKJII0YAETCS B YIIYUILICHUH WIH, 110 KpaliHEN Mepe,
MO//IepKaHUU UIIEBOT0 CTaTyca MallueHTa, YTO JOJIKHO COYETAaThCsA ¢ MEpaMu 110
MOBBIIICHHUIO WJIM COXPAHEHUIO TOIIeH (0COOCHHO MBIIIEYHOI) MacChl. bbit
MPOJEMOHCTPUPOBAH U SBJISETCS OYEBUIHBIM TOT (DAKT, YTO UMMOOMIM3AIMS BEET K
notepe 0e3)KUPOBO MacChl M, B YaCTHOCTH, MAaCChI CKEJIETHBIX MBIIII], OCOOEHHO Y
MOXKIJIBIX JIFOJICH. Y TpaTa Pu3nuecKkoil aKkTHBHOCTH SIBJISIETCS CIICICTBUEM
(dhapMaKoIOTHYECKON Ceauy Uiu PU3NIECKIX OTPAaHIMUCHUH; KaK CIeICTBHUE, OHA
0OBIYHO BEJIET K MOTEpE MBIIIEUHOM Macchl. B ¢Bsi3u ¢ TeM, 4TO moaaepxKaHue Uiu
HAa0Op MAacChl TeJla U MBIIIEYHOW MACCHhI SIBIISIOTCS OCHOBHBIMU IIENISIMUA HYTPUTHBHOM
Tepanuu, MOKHO 3aKJIIOYUTh, YTO UMMOOMIH3AIUS U Cealis MPEnsITCTBYIOT
JOCTIIKEHUIO 3alUTAaHUPOBAHHBIX 1eneil. Kpome Toro, cenamus u puzndeckue
OTpaHUYEHUS TAK)KE€ MOTYT BbI3bIBATh KOTHUTHBHBIE HAPYIICHHUS], B CBSI3H C YEM UX



cienyet uzberars. TeM He MeHee, ClielyeT OTMETHTb, YTO B UCKIIIOUUTENBHBIX CIyYasX,
TaKUX KaK TUIIEPAKTUBHBIN JEIUPUIA, TALIMEHTY MOTYT OBITh TIOKAa3aHbI CHOTBOPHBIE U
CelaTUBHBIE CPEJICTBA UIIH JJaXke GU3NYECKUE OTPaHUYEHUS Ha OUeHb HEOOIbIION
NepUOJT BPEMEHH C IIeJIbI0 PEAOTBPAILCHUS IPUYUHEHHS Bpeia caMoMy cede.

Oco0ble KaTeropuu NANUEHTOB
ITanmeHTHI ¢ EpeIOMOM MPOKCHUMATBHOIO0 0TAe/1a OeJpeHHON KOCTH

[Toxxuseie TrOAM ¢ IEPETOMOM IPOKCUMATIBLHOTO OT/Iea OeAPEHHOM KOCTH, IIEPEHECIIINe
OpTOTEINYECKYIO ONEPalHIo, KaK MPaBUIIO, OIBEPKEHBI PUCKY HEAOCTATOYHOCTH MUTAHUS B
CBSI3M C OTCYTCTBHUEM alleTuTa 1 UMMOOMIN3alMel BCIeICTBUE TPABMbI U OINEPaIIUH.
J1oOpOBOIIBHBIN MTEPOPATHLHBIN MPUEM IHIIU B IMTOCICONEPATMOHHOM TIEPHOJIE 3a4aCTYIO
CYILLIECTBEHHO HUXE JIOJKHOTO YPOBHS, U KaK CJIEJICTBUE, HEPEAKU CUTYaI[MH ObICTPOTO
YXyAlCeHHUA IMAIICBOTO CTATyCa, 3aMCAJICHHOTI'O BOCCTAHOBJICHUA U peaGI/I.HI/ITaLII/II/I.

Heo6xoanmMo npuMeHsTh nepopaibHoe suTepaigbHoe nutanue (I1211) B coueranuu ¢
JIPYTMMH ME€paMH, HallpaBJICHHBIMH Ha MTOBBIIIEHUE NIEPOPAIIBHOIO IIPHEMA ITUIIH, B

pamMKax MyJIbTHAWCLHUIUIMHAPHOTO MOAX0/1a K BEAESHHUIO IIOCIEONEPAL[MOHHOTO Ieproia

y MALMEHTOB MOXKUJIOTO M CTAPUYECKOIr0 BO3pacTa, NEPEHECUINX NIEPEIOM

IPOKCUMAJILHOTO OT/eNa OeAPEHHON KOCTH U OPTONEANYECKYIO OTIEPALIUIO, C LIEIbIO
yITydIIeHns] HOTpeOIeH s MUY ¥ CHIKEHUS prcKa ocnoskHenuit 6104,

Llenecoo6pa3Ho MPUMEHSATh MEPBI HY TPUTHBHOMN MOAIEPKKH KaK 4aCTh UHIUBHIYaIbHO 2
TT00GPAHHOTO MHOTOKOMITOHEHTHOTO 1 MYJIbTHANCIUIITMHAPHOTO TTOAX0/A Y

IMalIIUCHTOB ITOXKUJIOTO U CTapquKOFO B03paCTa B paMKaX JJINTCIIBHOT'O Ha6fHO,Z[eHI/IH

TI0CJIe TOCITMTAIN3AINHY B CBA3H C IIEPETOMOM TIPOKCHMAIBHOTO OT/eNa OeIpeHHOM

KOCTHU "N OpTOHeI[quCKHX OHepaLII/Iﬁ C ICJIBIO OGGCHG‘-IGHI/I)I JOCTATOYHOT'O HOTpe6JIeHI/ISI
TUIIHY, YIydlieHne KIMHIYeCKUX HCX0/10B U ToJiepkaHne kadecTna xu3au % 103105

MHOrOKOMITOHEHTHBIC BMEIIATEILCTBA BKIIOYAI0 MEPhl HYTPUTHBHOM TIOICPKKH,
repuaTpUUECKyIO OIIEHKY U TOCTIEAYIONTYI0 peabuiIuTaIliio, 00yUeHIe mepcoHana,
KOMaHIHBIN TOIX0/1, IJITAHKPOBAaHUE HWHIUBUYJTbHOU MTPOTPaMMBI JICYCHHSI, AKTHBHYIO
npo(UIaKTUKY, OOHAPYKEHUE U JICYCHHE TTOCICONEePAIIMOHHBIX OCIIOKHEHUH BO BpeMs
rocrnutanu3anui. Mepbl HyTPUTHBHOW TOICPIKKH BKIIFOYAIOT OIICHKY MUIIICBOTO
cTatyca M MoTpeOIeHHs MUY, TPEIOCTABICHNUE UK, 000TallIeHHON OelTKaMu, U
JIOTTOJTHUTEIbHBIX TPOTEMHOBBIX KOKTEHIICH.

ITanueHTHI ¢ e IMpHeM WIN PUCKOM €ro pa3BUTHSA

CrnenyeTr NpUMEHATh HyTPUTUBHYIO MOJIEPKKY U THIPATALlMOHHYIO TEPAMHIO B COCTaBE
MHOTOKOMIIOHEHTHOTO KOMILJIEKCa HepapMaKOJIOTHYECKIX BMEIIATEIbCTB Y BCEX

NAIMEHTOB MTOKUJIOTO U CTAPYECKOr0 BO3PAcTa, FOCIIUTAIN3UPOBAHHBIX B OT/IEICHHUS
HEOTJIOKHOM XUPYPruu, a Tak)Ke Y MalMeHTOB CO CPEHUM/ BHICOKHUM PUCK Pa3BUTHUS

JeNUpHsl, TOCTIUTAIM3UPOBAHHBIX B OTJENICHHS JIF0O0TO MPOdUIIs, ¢ LETIbI0

npoUIAKTUKY JENIUPHS, a y MAIMEHTOB C JeIMPUEM — IIPOBOAUTH CKPUHUHT Ha

HEJIOCTaTOYHOCTh MMUTAHUS U JETUApaTALUI0 [106-109]

[ManueHTHI ¢ NPOJIEIKHAMM HJIH PHCKOM HX Pa3BUTHSA



Heo6X0auMo IPUMEHSTh Mephl HyTPUTHBHOH MOJIEPKKH Y TIAIUEHTOB MOKHIOTO H B W)
CTAapueCcKOro BO3PACTA C PUCKOM PA3BUTHS MPOJIEKHEN ¢ LENbI0 MPeI0TBPAILEHUS X
dopmuposanns 01151,

Lenecoobpa3zHo MpUMEHATh HyTPUTHBHYIO TOAJIEPHKKY Y MALMEHTOB MOXHUIOTO U E 2
CTapueCKoro BO3pacTa ¢ HEAOCTATOYHOCTHIO IIUTAHUSA U IIPOJICKHAMU, C LECIBIO

yIydieHus 3axupienus pag H0-15)
IMaunenTsol ¢ nucharuei
Heobxoammo ucmoap30BaTh MUTAaHUE 00OTANEHHBIMHU TTPOTyKTaMU

MOIU(PHUIIMPOBAHHON KOHCUCTEHIIMU Y TAIIMEHTOB MOXKUIJIOTO U CTAPUYECKOTO BO3pacTa C
HEJIOCTaTOYHOCTHIO MUTAHWS WIIM PUCKOM €€ Pa3BUTHS U IPU3HAKAMHU
opodapunreansHol aAucharuu 1 (Win) TPYJHOCTEH MPU )KEBAHUU C LENBIO PeaTn3alun
KOMITCHCATOPHOM CTpaTerny, HalpaBJIeHHOW Ha MOJIEpKaHUE aIeKBaTHOTO
obecreyenye HyTPUIIMOHHBIX MoTpedHocTei (16121,

B cBs3U ¢ TpyIHOCTSIMU IIPH [TpHEME MHIIY U MEIUKaMEHTOB Y MAIIMEHTOB ¢ Aucgaruei
HE0OXOAMMO 00ECTICYNTh UM HanboJiee yI00HYIO IS TpueMa KOHCUCTEHIIUIO/TEKCTYPY
NUIIU U KUAKOCTH (KpeM, HOTypT, HEKTap U T.1.) C LEIbI0 KOPPEKLUUHU U MTPOPUIAKTUKA
HEIOCTaTOYHOCTH MMUTAHHUS.

IHanueHThI ¢ HApyHIeHHEM (PYHKIUH 0YEK

Heobxoammo yIuThIBaTh CKOPOCTh KIIyOOUKOBOU (DHIIBTpAITMU TIPH pacueTe KOIruJecTBa Oemka
JUTSI TAIIMEHTOB MTOYKUJIOTO U CTAPYECKOTO BO3pACTa C HEJAOCTATOUHOCTHIO TUTAHUS

XPOHUUYECKOU 00JIE3HBIO MOYEK C IENTbI0 00ecTieueHus 0€30MacCHOCTH HYTPUTHBHOM MOICPKKH
87, 122,123]

[Ipu nonuanuznbix craausx XbII kanopuiHOCTh MUTaHUS Y TAMEHTOB cTapiie 60 JeT 10KHA
ObITh 30-35 KKaJI/KT H1eabHON MacChl Tejia B CyTKU. BbIcOKast sHepreTHdecKast IeHHOCTh TTUIIH
IIPH 3TOM 00ECTICUNBAETCS 3a CUET 0€30EIKOBBIX TPOTYKTOB — YIJICBOJIOB U KUPOB.
OrpaHrdeHre CyTOYHOTO MOTPeOIeHNs OeTKa MOXKET CIIOCOOCTBOBATh KOPPEKITUU
runepuIbTpay U 3aMeieHus mporpeccupoBanust XbII.

* TTpu CK® 60-89 mn/mMun/1,73m? KoppeKIuu 10361 OenKa He TpedyeTcs.
* IIpu CK® 30-59 mn/mun/1,73m* pekomenayemas 103a 6enka 0,8 T/KT Macchl TeNa B CyTKH

* [Tpu CK® 15-29 mn/mun/1,73M? pekomenyemas f103a 6exka 0,6 I/KT Macchl Tela B CyTKH, IPH
3ToM 50% o001m1ero 6enKka B CyTKH

[pu XBI1 V craguu (CK®< 1 ma/mun/1,73M?), HAXOAAIMXCA HA TPOrPAMMHOM JTHAJIN3E,
PEKOMEHIyeMOe KOJIMYECTBO OTpedisieMoro Oeska cocraBisder 1,2 I/Kr Macchl Tea B CyTKH, a
naryeHTaM, HaXOAUIMMCS Ha IEPUTOHEATBHOM JTHalln3e, MOTpedIeHne OeIKa MOXKET
yBenuuuBaThes 110 1,5 r/kr maccel Tena B cyTku. He menee 50% GenkoB JOIKHBI OBITH BBICOKOM
O6uonornyeckoit nenHoctu. Bee manuenTs crapie 60 JgeT JOIKHBI TOTy4aTh OPUEHTUPOBOYHO
30-35 kkan/kr Maccsl Tena B cyTkH. JKupbl 1oypkHbl o0ecnieunBath 30-35% obmeit



kanopuitHocTH (110 10% - monunenackimennsie JXKK; 10 20% - mononenacwimennsie JXXKK). B
1enoM, nutanue nanueHToB ¢ XbI1 V cragun 10KHO 0TBEYATh CIEAYIOUIMM TPEOOBaHUSIM:
OBITh TUNEPKATOPUHHBIM, TUIIEPIIPOTEUHOBBIM, TUIIO(OC(HATHBIM, THTIOKATIHEBBIM, YMEPECHHO
THIIOHATPHEBBIM, 00OTAIIEHHBIM U COAJIaHCHPOBAHHBIM 10 BUTAMHUHHOMY COCTaBY, HECTH TH
HYTPHUEHTHl B MUHUMAJILHOM 00BEME U TIPU 3TOM JIETKO YCBaMBAThHCS.

IHaumeHTHI ¢ M30BITOYHON MACCOM TeJIa U 0KHUPEHUEM

Heo6xoanmo n30erats MpUMEHEHUs UEeT JUI CHIDKEHHS Beca Y JIUIL TIOKHUIIOTO U E 2
CTap4ecKOro BO3pacTa ¢ U30bITOYHON Maccoil Tena ¢ LeIbio MPEIOTBPAIIECHUS TIOTEPH

MBIILIEYHON MacChl M COMYTCTBYIOLIETO CHIKEHUS (DYHKIIMOHAIBHBIX BO3MOKHOCTEH
[124-135]

U36bITounas Macca Tena onpenensercs npu UMT ot 25 10 < 30 kr/m?, a oxupeHne —
npu UMT > 30 kr/m?> He3aBHCHMO OT BO3pacTa. B CBA3M ¢ M3MEHEHUSAMU
KOMIIO3UI[MOHHOT'O COCTaBa TeJla U YMEHBIIEHUEM POCTa 10 MEPE CTAPEHUS Y MOKHIIBIX
moniel cHkeHa qoctoBepHocTh UMT B kauecTBe mokazaress H30bITOYHON MacChl Tena
U oxupenus. bonee Toro, nosBusieTcs Bce 0OJBIIE CBUAETENBCTB TOTO, YTO IO
MOKa3aTesIM CMEPTHOCTH, CEPACUHO-COCYJUCTOIO U METAaOOIMUYECKOTO pUCKa U JaKe
(YHKIHOHAIBHOTO cTaTyca 0oJiee BaKHYIO POJIb UTPACT XapaKTep paclpeesieH s Kupa
B OpraHM3Me, a HE ero KoJn4ecTBO. J{o HacTosAIIero BpeMeH! He ObLI0 JOCTUTHYTO
COTJIaCHsl OTHOCUTEJIBHO CIIOCO0a OLIEHKH PHCKa IS 370POBbS, CBSI3aHHOT'O C
O)KHPEHHUEM, Y TIOKUJIBIX JTt0JIeH, a postb UMT, n30bITOYHOM MacChI Tella U 0KUPECHHS
0CTaeTcs B BBICOKOW CTETIEHU MPOTUBOPEUUBOM. [10KMIIBIM JTHOASIM € M30BITOUHOM
Maccoi Tesa 0ObIYHO He HYKHO XYZETbh, TaK Kak METaaHAIM3bI MOKa3aJId MUHIUMAaJIbHBIH
PHUCK CMEPTEIBHOT0 UCX0/Ia Y 30POBBIX MOXKUJIIBIX JIIO/IEH ¢ N30BITOYHON Maccoi Tena.
Kpome Toro, cHMm>keHMe Macchl Telna, HAMEPEHHOE UJIN HET, MIOBBIIIAET CBA3aHHYIO C
BO3pacTOM IOTEPIO MBILIEYHOM MACChl U, KaK CIEACTBUE, PUCK Pa3BUTHS CAPKOIICHUH,
CTapyeCcKOi acTeHUU, CHIKEHUS GYHKIIMOHATIBHBIX BO3MOXHOCTEH, MIEPEIOMOB U
HesocTaToyHoCTH nuTtanus. [loce nepuona cobmoaeHNs AUETHI A1l CHUKEHUS Beca
4acToO OTMEeYaeTcs MOBTOPHBIM HabOp Macchl Tela, MPEUMYIIECTBEHHO 3a CUET KUPOBOI
Macchl, a HE MacChl HOXHUPOBBIX TKaHel. Takum 0O6pa3zoM, TOBTOPHBIE (a3bl CHIKEHHS
¥ TIOBTOPHOT0 Habopa Beca, Tak Ha3bIBAEMbIH «KpPyroo0OpoT Beca», MOTYT
CIOCOOCTBOBATh PA3BUTHUIO CAPKOTIEHUYECKOTO OKUPEHUS (COKpAILIEHHE MBIIICYHON
Macchl TPH U30BITKE )KUPOBOM Macchl). B cBs3u ¢ 3TUM, a TakKe ¢ 1eIbIo
IPeOTBPALICHUS IPOTPecCUpyIoIIero Habopa Beca A0 OKHPEHHS TTOKUIIBIM JIFOSIM C
M30BITOYHON Maccol Tella jKeIaTeNbHO MOJIePKUBATh CTA0MIBHYIO MaccCy
tesia.O00CHOBaHHAs CTpaTerus MOAEpKaHMsI CTaOUIBHOIM Macchl Tena 1
npOo(UIAKTUKY OKUPEHUSI 3aKII0YAeTCs B COUETaHUU cOaTaHCUPOBAHHOTO
IIOJIHOLIEHHOT'O PalliOHa, UMEIOLIETO I0CTAaTOYHYIO KAJIOPUHHOCTD U COJEPKaHUE
0eNKOB, ¥ (U3MUECKOM aKTUBHOCTH, TI0O BO3MOKHOCTH Jake B popMe Hhu3ndecKux
yIpaKHCHUH.

Heo6X0IMMO TIIATEIBHO OLCHUBATE COOTHOIICHMS HHABHLYATbHBIX TI0JIb3El M PUCKOB, |1e§ 2
[pUHKMast BO BHUMaHUe (yHKIMOHAIBHBII CTATyC, META0OIHMYECKHI PHCK,

COITYTCTBYIOIIHE 3a00NEBAHNs, HHTEPECH X IPHOPHUTETHI TIAIMEHTOB, OKUIAEMbIe

3(b(beKTBI B OTHOHICHUH KAa4YCCTBA KU3HU NICPCA HA3BHAUCHUCM OUCTHI IJI1 CHUKCHUA

Beca y TMAIHeHTOB TOXKHUIOr0 U CTAPUYECKOT0 Bo3pacTa ¢ oxupennem 251331,

YV NOXUIIBIX MofieH oxkupenne, ocoberno UMT > 35 kr/m?, HOBBIIIAET
MeTabOIMUECKUN U CEPIICIHO-COCYTUCTBIA PUCKH, & TAK)KE PUCK OTPAaHUYCHHUS



MOJIBU’KHOCTU U Pa3BUTHS CTapUECKON aCTeHUH, OCOOCHHO IIPH YK€ UMeEIoLIeiics
BBIPAKEHHOU ITOTEPE MBILICYHON MACChl. JIeHCTBYIOIMIME PEKOMEHIALMY SKCIIEPTOB 10
CHI)KEHHIO Beca y MOXKMWIBIX JII0AEH KacaloTcsl MPEX/Ie BCEro CIy4aeB 0)KUPEHUS B
COUYETAHWH C COMMYTCTBYIOIIMMHU 3a00JICBAHUSMHU U CBSI3aHHBIMHU HEOJIArOnpUsTHEIMH

s dexTamMu B OTHOIICHUH 3J0pOBbs. B 3THX ciyyasx coo0manoch o Moa0KUTETbHBIX

s dexkTax HeHAMEPEHHOTO CHUKEHHS Beca, OTYACTH B COUETAHUU C PUBNICCKUMU
YOpaXHEHUSIMU, B OTHOLUICHUH OPTONEANYECKUX MPOOJIeM, CepIedHO-COCYAUCTOrO U
MeTabOIMYECKOTO PUCKA, YYBCTBUTEILHOCTH K MHCYJIUHY, XPOHUYECKOTO BOCTIAJICHUS U
(GyHKIMOHATBHBIX orpaHnnueHuii . C Ipyroi CTOPOHBI, B CBA3U C BO3MOXHBIMHU
HEOIArONMPHUATHBIMU TOCIEICTBUSMU CHUKCHHSI MACCHI T€JIa B MOKUIIOM BO3PACTE,
KOTOpBIe 00YCIIOBJIEHBI IOTEPEH 0€3’)KUPOBOI Macchl, pelIeHHe OTHOCUTENIBHO
HEOOXOIUMOCTH CHUYKCHUS MACChI TEJIa BCET/Ia CIeAyeT MPUHUMATh B HHIUBUTY ATbHOM
nopsiake. OHO OBITH OCHOBAHO Ha TIIATEIbHON OLIEHKE BO3MOYKHBIX PUCKOB U TOJIB3bI
BMEIIATENBCTBA B CBETE (PYHKIMOHAIBHBIX PECYpPCOB, META0OINYECKOTO PUCKA,
COITYTCTBYIOIIUX 3a00JI€BaHU, UHTEPECOB U MPUOPUTETOB MALMEHTOB, a TAKXKE
OXuJaeMbIX 3(pPEeKTOB B OTHOIIIEHUH KAa4eCTBa )KU3HU. ECIM mMpuHUMAaeTCs pelieHne
MIPOTUB CHIDKEHUS Beca, TO CIEAYET CAeNaTh YIOp Ha MOJepKaHNN CTaOMIBHON MacChl
TeJa ¥ NpeIOTBPAIICHUH MOBBIIIEHUS CTEIIEHU OKUPECHHUS.

Crnenyer orpaHUYMBaTh KAJIOPUHHOCTD pallMOHA JIUIIIb B YMEPEHHOW CTETICHU TTPU E 2
IMMPUHATHU PCUICHUSA B ITOJIB3Y CHUIKCHUSA BCCAa Y MAITUCHTOB MMOKHUJIOTO U CTAPYCCKOI0
BO3pacTa ¢ OKUPEHUEM C 1IEJIbIO MEJIJICHHOTO CHIKEHHUS MAcChl TeJla U COXpaHEHUs
MBIIIeYHoM Macchl. He PCKOMCHAYCTCA MPUMCHCHUEC CTPOIrUX NUCTUUYCCKUX PCIKUMOB

(IMeThI C OYeHb HU3KOHM KaJopuiHOCTHIO, < 1000 KKai/CyT), B CBS3U C PUCKOM Pa3BUTHUS

HCAOCTATOYHOCTH NUTAHUA U HHAYKIUU CHUKCHUA q)yHKI_[I/IOHa.HBHBIX BO3MOKHOCTEH
[125-135]

Ecnu cHmkeHne Beca CUUTalOT 1eeco00pa3HbIM, TO K 3TOMY IIPOLECCY CIETyeT
HOJIXOAUTH C 0COOBIM BHUMaHUEeM. BMeratenscTBa, 3¢ (eKTUBHBIC Y MOJIOJBIX JIOCH,
HEJb35 SKCTPANOJIMPOBATh HA MOXKUIIBIX JIFOAECH CO CHUKEHHOW MBIIIEYHONH MAcCOM 1
cTapueckoil acreHuei. C 1enblo MPEeI0TBPALLEHUS IOTEPH MBIIIEYHOW Macchl U
MEJIEHHOTO CHIKEHUS Beca y MOXKHUIIBIX JIIOJeH TueTH4YecKre Mephl JOHKHBI BKIIOYATh
cOaraHCUpPOBAaHHBIN PAIOH, OOBIYHO PEKOMEHAYEMBIi MOXKUIIBIM JIFOJSIM, B COYETaHUHU
C KaKk MO>KHO 00Jiee yMEpEeHHBIM OTpaHUYEHHUEM KaJOPUITHOCTH (CyTOYHAas
KaJOpUiHOCTB puMepHO Ha 500 KKaix MeHbIlIe pacueTHONW NOTPEOHOCTH U HE MEHee
10001200 xkan), HaripaBJI€HHBIM Ha cHUXKeHHe Beca Ha 0,25—1 kr B Henemnto (~5-10 %
OT UCXOJIHOM Macchl TeJa CIyCTs MECTh U OoJiee HeeNb), TPU MOACP)KaHUN YPOBHS
noTpeOaeHus Oenka He MeHee | T/KT Macchl Tella B CYyTKH M HaJIJIeKaIleM YPOBHE
noTpeOIeHUs] MUKPOHYTPUEHTOB.

Heo6X0auMo IpH BEIGOpE TAKTHKH CHIKEHHS BEca COUeTaTh JUETHYECKHE B W)
BMEIIATCJIbCTBA C (bH3quCKI/IMH YHOPAXKXKHCHUAMHA Y TAITUCHTOB ITOKHUJIOTO U
CTapUEeCKOTO BO3PACTA C 0)KUPEHNEM C 1IEJTBI0 COXPAHEHUS MBIIIEUHOM Macchl 1321331,

[Tpu cHMKeHNM Beca y MOXKUIIBIX JI0AEH BaXKHO CIEIUTH 3a TEM, YTOObI MapauIeIbHO C
norepei N30BITOYHOI KUPOBOW MacChl HE MPOUCXOAMUIIO TOTEPU MBIIIEYHON MACCHI.
Jl1s 3TOr0 IUeTHYeCKre BMEIIaTeIbCTBAa HEOOXOAMMO 110 BO3MOKHOCTH COYETATh C
TIIATEJIBHO MPOAYMAHHOHN MporpaMMoi (PU3NUECKUX YIPAKHEHUH 1101 KOHTPOJIEM
TpEHepa B IONOJIHEHUE K MOBBIIICHHUIO TOBCEIHEBHON (PM3NUECKON aKTUBHOCTH.
BmemarenscTBa U1 CHUYKEHUS MACCHI TEJIA Y JIML] CTAPYECKOr0 BO3PACTA, UMEIOIINX
(YHKLIMOHAJIbHBIE OTPAHUYEHHS U HECKOJIBKO COITYTCTBYIOIIUX 3a00JI€BaHNH, TOJKHBI
IPOBOJIUTHCA C 0OCOOON OCTOPOKHOCTHIO M MO/ TIIATEILHBIM KOHTPOJIEM.



O0e3BoKHBaAHME Y TALMEHTOB MOKUJIOT0 M CTAPYECKOro BO3pacTa
O06e3BOXHMBaHKE CBSI3aHO C COKPAIICHUEM 3a11acoB BOJIbI (KUIAKOCTH) B OPraHU3MeE YeIOBeKa.

[Tpu4wHBI pa3BUTHS: HEAOCTATOYHOE YIIOTPEOICHHE KUIKOCTH (00€3BOKUBAHHE BCIICICTBHE
HU3KOTO YPOBHS OTPeOIeHNS ), N30BITOYHAS TOTEPS KUAKOCTU (KPOBOTEUCHUE, PBOTA, TUAPES
U JIpyTHe COCTOSIHUS, BelyIllie K TUIIOBOJIEMHH) MK 00a (hakTopa (coueTaHHoe
o0e3BoxxuBanue). O0e3BOKMBAHUE BCIEACTBUE HU3KOTO YPOBHS MOTPEOICHUS )KUKOCTH -
COCTOSIHUE J1e(DUITUTA BOJIBI, KOTOPOE BEJET K MOTEPE BHYTPUKIETOUHON U BHEKJICTOYHOM
KHUJIKOCTH U POCTY OCMOJISITLHOCTH B 000MX KOMITAPTMEHTAX (BHYTPUKICTOUHOM U
BHEKJICTOUHOM). [ MITIOBONIEMHSI pa3BUBACTCS BCIICCTBHE U30BITOYHOM IMTOTEPH KUAKOCTH U
coJieid (0COOEHHO HATPHs M MHOT/IA IPYTUX 3JIEMEHTOB); IEPBOHAYAIBHO yTPAYUBACTCS
BHEKJICTOYHAS, XKUIKOCTh, & OCMOJISUTEHOCTh KPOBU OCTAETCS B MPEIEIax HOPMBI HITH
CHIDKACTCH.

Heo6xoarMo Ha3Ha4YaTh JOCTATOYHBIA MUTHEBOM PEKUM BCEM JIMLIAM TTOXKHUIIOTO U
CTapYeCcKOro BO3pacTa: )KEHIMHAM - He MeHee 1,6 J1 eXXeTHEBHO, MYKYMHAM — He

meHee 2,0 71 (IpH yCIOBUU OTCYTCTBUS KJIMHHYECKUX COCTOSIHHM, KOTOPBIE TPEOYIOT
JPYToro TMOJX0/a) C LEbI0 IPeI0TBPalleH s Pa3BUTHS 00e3B0KMBaHKs [ 136- 1381,

WnauBunyanbHas NOTpeOHOCTH B KUAKOCTH 3aBHCUT OT 3HEPro3arpar, oTephb BOJbI U
(GyHKIMH TTOYEK, B CBSI3U C YEM Y JIIOJIEH ¢ 00sIee BRICOKOM Maccoi Tena moTpeOHOCTh B
KUAKOCTH BBIIIIC. IloBbIIIEHHEBIC MOTCPU KUAKOCTH IIPH JINXOPAAKE, TUAPCC, PBOTC U
CHIIbHOM KPOBOTECUCHHH TaK)Ke HEOOXOIUMO BOCIIOJIHSATH JIOTIOJTHUTEIILHBIM €€
IPUEMOM.

Heo6xoanmo npeyiarats naeHTaM Mo>KUIoro U CTapyeckoro Bo3pacra
pas3InYHbIE THAPATUPYIONINE HATUTKH B COOTBETCTBUH C MX MPEAIOYTCHUSMH C IIEITBIO
npoduIakTUKU 06e3BoKuBanus [ 139 140,

['mppatupyroniyie HaMUTKY BKJIKOYAKOT BOAY, Fa3UPOBAHHYIO BOAY, BOAY C BKYCOBBIMH
no0aBKaMu, TOPSYHA UITH XOJIOMHBIN Yait, Kode, MOJIOKO ¥ MOJIOYHBIE HAITUTKH,
(bpyKTOBBIE COKH, CYIIbI, CIOPTUBHbIE WU Ta3UPOBAHHBIC HAITUTKH U CMY3H.
PacnipocTpaneHo MHEHHE O TOM, YTO JUJISl OJAJIEP KaHUs THApPATAllMy OpraHu3Ma
HE0O0XO0JUMO MUTh YHCTYIO BONY, HO 3TO He Tak. HamuTku cienyer BbIOUpaTh ¢ y4eToM
MPEANOYTEHUHN MOXKUIIBIX JIIOJIEH, @ TAK¥KE COJIepKaHUs BOJbI U MUTATEILHOTO COCTABA;
B CBSI3M C 3THM B OIPENIEICHHBIX 00CTOSATENbCTBAX O0Jiee MPEOUTUTENbHBI MOJIOYHBIE
HAITUTKHU, QPYKTOBBIE COKU M CMY3H, BEICOKOKAJIOPUHHBIC U 00OTAIICHHBIE HATUTKH.
HecMoTpst Ha 0eCITOKOMCTBO B CBSI3M ¢ 00€3BOKUBAIOIINM JICUCTBHEM KODEHHA U
QJIKOTOJISI UMEIOTCSI CBUAECTEIHCTBA TOTO, YTO KO(E HE BBI3BIBACT 00C3BOKUBAHMS, KAK U
AJIKOTOJIbHBIE HAIIUTKHU ¢ cozepxkanueM cnupta 10 4 %. Ilo ruaparupyromemy
MOTEHIIMATy OOJBIIMHCTBO 0€3aIKOTOJIBHBIX HAMMUTKOB, TAKUX KaK TOPSYUNA WITH
XOJIOAHBIN Yai, Kode, GPYKTOBBIN COK, Ta3MpOBaHHAS BOJIA, Ta3UPOBAHHBIC HATUTKU
OUYeHb TIOXO0KU Ha BOIy. YTOTpeOieHHne pa3sHOOOpa3HbIX HAITUTKOB M HAITUTKOB,
MPEIMOYNTAEMBIX TOXKHUIBIMH JIFOJIbMHU, TIO3BOJISIET TOCTHYb THIpaTUpyoliero 3¢ dexra
Y TIPUHOCHT OOJIBIIIE YAOBOJIBCTBHS, YeM YIOTPEOIECHUE TOIBKO MUTHEBOM BOJIBI.

Crnenyet pacueHUBaTh NAIMEHTOB MOKUIIOTO U CTAPUECKOr0 BO3pacTa Kak BXOSIINX B E 2
rpynmny pucka o0e3BOXKUBaHUS BCIEICTBUE HU3KOTO YPOBHS MOTPEOICHUS KUIKOCTH U
MPOBOJNTH CKPUHUHT Ha 00€3BOKUBAHUE BCIICJCTBUE HIU3KOTO OTPEOICHHUS KUTKOCTH

pu 00paIIeHNH MAUEHTOB B MEAUIIMHCKOE YUPEXKIECHUE, B CIIyyae U3MEHEHUS



KIIMHIYECKOTO COCTOSHUSA, TIPH HEJOCTATOYHOCTH MUTAHUS UM PHCKE ET0 PA3BUTHUS U
CTUMYJIMPOBATH UX K ITPUCMY NOCTATOYHOI'O KOJIMYCCTBA HAIIUTKOB C LCJIBIO
npoduNIaKTHKH 06e3B0kuBanus [ 1411,

[TpuumnHb! pa3BUTHS 00E3BOKUBAHUS BCIEICTBHE HU3KOTO YPOBHS MOTPEOICHUS
KHUJKOCTH y MOXKHJIBIX JIIOJICH MHOTOOOpa3HbI M B3aUMOCBsI3aHbL. 110 Mepe crapeHus
NPUTYTUIISIOTCS 1BA OCHOBHBIX (DM3HOIOTMYECKHX (M 3alIUTHBIX) OTBETA HA CIIUIIKOM
HU3KUH ypOBEHb MOTPEOICHNS )KUAKOCTH - )KaXK/1a ¥ IEPBUYHOE KOHIICHTPUPOBAHHUE
MOYH ITOYKAMH, a TAaKXKe CHIDKaeTcs o0Iiee coJiepKaHue BOJIbl B OPraHu3Me H, Kak
CII/ICTBHE, COKPAIACTCs PE3ePB KUIKOCTH. MHOTHE MOXKHIIBIC JIFOAN PHMEHSIOT
JIeKapCTBEHHBIE MTPEnapaThl, HAIpUMep, TNYPETUKU U CIaOUTENIbHBIE CPEACTBA,
KOTOPBIE MOBBIIAIOT ITOTEPH JKUAKOCTH Oprann3MoM. CHHIPOM CTapyecKOi acTeHUH
sABIsieTCsS (DAaKTOPOM pHCKa pa3BUTHs 00€3BOXKMBaHUsA. PrcKk 00€3BOXKMBaHUS BO3PACTAET
10 Mepe HaKOIUICHHSI PYTHX FepuaTpuIeCKUX CHHIPOMOB: JIFOU C HApYIICHUSIMA
HaMsTH MOTYT 3a0bIBaTh MUTh, TAK KaK HE UCIBITHIBAIOT UyBCTBA KaXKIbl; TIOKHIIbIC
JFOJTM YacTO CHIYKAIOT YPOBEHb MOTPEOICHNUS JKUIKOCTH 110 IPUINHE HEACPKAHUS MOYU
(1 cTpaxa HelepKaHUs) U CJIOKHOCTH MTOX0/1a B TyaJIeT; [0 Mepe HapacTaHus
COIMATIbHOM M30JISIMN YTPAUYMUBACTCS TPUBBIYKA PACTIUTHS HAIIUTKOB B KOMIIAHUH H,
KaK CJIEJICTBHE, YPOBEHb MOTPEOICHHS KUAKOCTEH CHIDKACTCS; HApyILICHH TJIOTaHUS U
nucarus sBISIOTCS GU3HUSCKUMHU OTPaHNYEHISIMU TTpreMa kunkocteil. [loxunibie
JIOIU ¢ 00€3BOKMBAHUEM BCIICACTBUE HU3KOTO YPOBHSI MOTPEOICHUS KHUIKOCTH UMEIOT
MeHee OJIarONPHSTHBINA UCXO/I, YeM MalMeHTHI ¢ HaJISKAIIUM BOTHBIM OaJIaHCOM.

Craenyer IpOBOIUTH UCCIICAOBAHUE YPOBHS OCMOJISIPHOCTH (OCMOJISIIBHOCTH) KPOBHU Y
NAIMEHTOB MOXKUIJIOTO U CTAPUECKOTO BO3pacTa, OCOOCHHO ¢ HApyIICHHEM MTUTAHUS WA
PHCKOM €T0 Pa3BUTHS, C IIEIbIO BBIABICHHS 00€3BOKUBAHUS BCICICTBUEC HU3KOTO

ypoBHs noTpebnenus xuakocty > 1421 Kpurepuem o6e3BokuBanus BCIeICTBHE

HHU3KOTO YPOBHS IMOTPEOICHHS KHUIKOCTH SBJISIETCS YPOBEHB OCMOJISIPHOCTH
(ocmornsmbHOCTH) KpoBU > 300 MOCM/KT.

Knununueckas oreHka 00€3BOKMBAHUS YaCTO OKA3bIBAETCS OLIMOOYHON B OTHOIIEHUH
MOKUJIBIX JIFOJIEH, ITOATOMY OCHOBHBIM MHAMKATOPOM BOJHOTO OallaHCa SIBISICTCS
OCMOJISITEHOCTH (OCMOJISIPHOCTH) KpoBHU. [Ipu moTpebiiennu Majioro KoJu4decTra
KUJKOCTH MOBBIIIACTCS OCMOJISUTBHOCTD (OCMOIIIPHOCTH) KpoBH. [ToBBIIIIEHHAS
OCMOJISUTBHOCTH (OCMOJISIPHOCTH) SIBJISIETCS OCHOBHBIM (PU3MOJIOTHYECKUM TPUTTEPOM
3aIIMTHBIX MEXaHU3MOB (TaKUX KaK jKa)KIa U MOBBIIICHHOE KOHIICHTPUPOBAHNE MOYHU
noukamu). [Ipy motepsix BHEKJIETOUHOM KUIKOCTH (TUIIOBOJIEMUN ) BCIIEICTBUE TUAPEH,
PBOTHI WJIM BBIBEACHHSI HATPHS IIOYKAMHU OCMOJISITBHOCTH (OCMOJISIPHOCTH ) KPOBHU
ocCTaeTcs B IpeJiesiax HOpMbl Wi cHuKaeTcs. [Ipu HemocTynmHoCTH u3MepeHust
OCMOJISIPHOCTH (OCMOJISITBHOCTH ) KPOBH JIJIsl CKPHHHHTA Ha 00€3BOKMBAHUE BCIIC/ICTBUE
HU3KOT'O YPOBHS MOTPEOIEHUS )KUIKOCTH UCIIONb3yeTcs (hOpMyIia: OCMOJISIPHOCTh
kpoBH = 1,86 x (Na+ + K+) + 1,15 X riroko3a + moueBuHa + 14 (Bce B MMOJIB/J),

MOPOTOBBIN YpOBEHB > 295 MMOIIB/JT) (UyBCTBUTENBHOCTH 85 %, cnerupuaHocTs 59 %
[142]

He pexoMeHayeTcsl HCIIONb30BaTh TAKKE IPH3HAKU KaK TYProp KOKH, CyXOCTb BO PTY,
M3MEHEHHE MACCHI TeNla, [BET MM y/eNbHBIA BEC MOUM JJIsl OLEHKH CTaTyca

TUPATAIMH Y JIOJIEH MOKUIIOr0 M CTapYeCcKOTo BO3PACT, 0COOEHHO TIPH HATHUNH
HEe/I0CTATOYHOCTH MTUTAHUS HIIH PHCKe ee pa3BuThs [ 143 1441,

Heob6xommMo cTUMYIIHPOBATh K MOBHIIIEHHOMY MOTPEOICHUIO KUAKOCTEH B hopMme
JHOOMMBIX HAMMUTKOB JIIOAEH MOKHUIIOT0 U CTapYECKOT0 BO3pacTa ¢ U3MEPEHHOMN
OCMOJISUITBHOCTBIO (OCMOJIIPHOCTHIO) KpoBH > 300 MOCM/KT (MJIH pacueTHOM



OCMOJIIPHOCTBIO > 295 MMOJIB/JT), HE UMEIOIINX BHEIITHUX TPU3HAKOB 00€3BOKUBAHUS
El

JUTSL KOPPEKIIMH 3TOTO COCTOSIHHS /.
Heo6X0IMMO BBOUTH H30TOHHYCCKHE PACTBOPBI [IEPOPAIEHO, Yepe3 HA30TaCTPAIBHEI  Je) 2
30H]I, MOAKOKHO WU BHYTPUBEHHO MAIlMEHTaM MMapaJIEIIbHO CO CTUMYJISIIUEH

NEPOPaATLHOTO YIOTPEOIEeHUS )KUIKOCTEH MalieHTaM MOXKUIOT0 U CTapuecKoro

BO3pacTa ¢ U3MEPEHHON OCMOJISITEHOCTHIO (OCMOJISIPHOCTRIO) KpoBH > 300 MOCM/KT

(WM pacYeTHOW OCMOJIIPHOCTBIO > 295 MMOJTB/JT), UMEIOITUM BHEIITHUE TTPU3HAKU

00€3BOKMBAHHS H/WIH HE CIIOCOOHBIM K HepOpaIbHOMY YIIOTPeOIEHUIO KuaKoCTel [
145-149]

BHyTpuBeHHbIE HH(Y3UH SBISIOTCS METOJIOM BBIOOpA MPH 00€3BOKHUBAHUN BBICOKON
CTETIeHH, TOTPEOHOCTHU BO BBEIEHUHU OOJBIIOTO 00heMa KUAKOCTEH WITH
HEOOXOIMMOCTH 00eCIIeYeHUs] BHYTPUBEHHOTO JOCTYIA JUISl BBEJICHHS JICKAPCTBEHHBIX
MpernapaToB WM MUTATENbHBIX cMecell. [lapeHTepanbHas ruapaTalioOHHAass TEPAUs
JIOJDKHA BCET/Ia PACCMATPUBATHCS B KAYECTBE MEIUITUHCKON TPOLICYPHI U €€ 1M0JIb3a U
PHUCKHU JOJKHBI OBITH TIIATELHO B3BEIICHBI

HeoOxoaumo onieHHBaTh TUIIOBOJIEMUIO BCIIEICTBHUE N30BITOYHOM MOTEPU KPOBH MO
NOCTYpaJIbHOMY M3MEHEHHUIO ITyJIbca IPY BCTABAHUU U3 MOJIOKEHU Jeka (> 30 yaapos

B MUHYTY) WU BBIPAXKEHHOMY MTOCTYPaJIbHOMY T'OJIOBOKPYKEHHUIO, KOTOPOE HE

T03BOJISIET HAXOUTHCA B MOI0KEHUHU CTOs ),

Heo0xommmMo o1ieHnBaTh TUTIOBOJIEMHIO BCIIEACTBUE MIOTEPH JKUAKOCTH U DIIEKTPOJIUTOB
IpY PBOTE WJIM JHapee Mo Habopy CIeyIoUX MPU3HAKOB: CIYTaHHOCTh CO3HAHMA,
OeccBsi3Has peub, BRIpaKEHHAs C1ab0CTh, CYXOCTh CIIM3UCTHIX 000JI0YEK, CYXOCTh

SA3bIKAa, CKHquaTBIﬁ S3BIK, 3aIlIaBIIKUC TJ1a3a. Hannuwne xots 651 YCTBIPEX U3 CCMU

TIPU3HAKOB CBUIETENLCTBYET O THIIOBOJIEMMH YMEPEHHOM 1iH Tskenoi crenenu 12k

Peaduauranusa

Br16op MeTona peaOuianTaliuy 3aBUCUT OT MAaTOJIOTHH, JIeXKallleld B OCHOBE Pa3BUTHUS
HEJOCTATOYHOCTH MUTAHHUS.

IpodpuiaakTuka

Heobxoammo nmpoxoauTs 00y4eHNEe MEIUITMHCKUX PAOOTHUKOB U ONEKYHOB/JIHIIL, E 2
OCYIIECTBIISIONIUM YXO/I 32 JIMIIAMH MOKUIIOTO U CTAPUYECKOTO BO3PaCTa, 10 BOPOCAM
3JIOPOBOTO IMUTAHUS C IICITBIO MTOBBIIICHUS OCBEIOMICHHOCTH U PACIIPOCTPAHCHHUS

0a30BBIX 3HAHUI, KACAIOIIUXCS 0OCOOCHHOCTEH MUTAHUS JIUI] TIOKUIIOTO U CTAPIECKOTO
BO3pAcTa M TEM CaMbIM ISl yJydIleH s UX Muinesoro craryca 2% 151,

B kadecTBe 0/1HOI M3 HECKOIBKHUX CTPATETHN CTUMYJIISIIUU JOCTATOYHOTO OTPEOICHUS
MUIIH Y TOXKWIBIX JIOACH ¢ HEIOCTATOYHOCTHIO MUTAHUS WIIK PUCKOM €€ Pa3BUTH
HE00XO0IUMO TMOBBIIIATH OCBEJOMIICHHOCTh U YPOBEHD 3HAHHUH O(UIIHATBHBIX U
HeOo(HIMATBHBIX ONEKYHOB B BOIPOCAX MUTAHUS ITyTeM 00yUYEeHHUs 110 BOIPOCaM
nutanus. [IpennouturensHo, YTOOB HH(POPMUPOBaHHE U 00YUYEHHE TPOBOUIOCH
AKCTIEPTOM B 00JIaCTH NMUTAHUSI (HAIIPUMEP, BPAUOM-THUETOIOTOM).



Heobxoanmo npeqnarate nHGOpPMAIIUIO IO MUTAHUIO M COOTBETCTBYIOIIEE 00yUEHUE B 2
PaMKax KOMINNICKCHOT'O BMCIIATCIILCTBA JIMIIAM C HEAOCTATOYHOCTBIO ITUTAHUS WA

PHUCKOM €€ Pa3BUTHSI C EIBI0 YIYUIIEHUS UX OCBEIOMICHHOCTH U TIOBBIIICHHS 3HAHUI

(0] HpOGHeMaX, CBA3AaHHLIX C IMTAHUCM, U, KaK CIICACTBUC, NI CTUMYJISIUN

JI0CTaTOUHOTO ToTpednenus mumm [P1153],

B kadecTBe 0/THOU M3 HECKOJIBKHUX CTPATETUN B IOJCPKKY TOCTATOYHOTO MOTPEOICHUS
UMM PEKOMEHIYEeTCsl MOBBIIIATh OCBEIOMIIEHHOCTh U YPOBEHb 3HaHUH B BOIIPOCAX
MUTAHUS CPEAU MOKUIIBIX JTIOJEH C HEIOCTATOYHOCThIO MUTAaHUS UJIH PUCKOM €€
pa3BuTHs myTeM UHGopMHUpoBaHUs U 00yuyeHus. Eciu B pemieHuu BOMpocoB MUTaHUS
Y4acTBYIOT ONEKYHBI, HAIPUMED, B ClIy4ae MallM€HTOB C KOTHUTUBHBIMHU HapyIICHUSIMU,
UX TaK)Xe CJIeyeT BOBJIEKaTh B mpoliecc 00yueHnus. [IpeanoututenbHo, 4TOObI
UHPOpPMHpPOBaHUE U 00yUEHHE TPOBOIMIOCH SKCIIEPTOM B 00JIACTH MUTAHUS
(Hampumep, BPauyOM-TUETOIOTOM).

HeoOxoaumo npennarate HHAMBUAYAIbHOE KOHCYIbTUPOBAHHE JIIOISM TOXKHUIOTO U
CTapYeCKOT0 BO3pPACTa C HEJOCTATOUHOCTHIO TUTAHUS WM PUCKOM €€ Pa3BUTHUS U/WIH

UX ONEKyHaM /IuIaM, OCYIIECTBIISIIOIIUM YXO/ 10 BOIPOCAM MUTAHUS C LIETbIO

CTUMYJISIIIUU TOCTATOYHOTO OTPEOICHUS UMK U YITYUIICHUS WIH MOAIEPKaHUS

MUIIEBOrO cTaTyca. IHIuBHUIyalbHOE KOHCYJIBTHUPOBAHUE IO BOITPOCAM MUTAHUS

JIOJI’KHO TIPOBOAMUTHCS KBATM(DUIIMPOBAHHBIM JTUETOJIOTOM, BKIFOYAaTh HECKOJIBKO (HE

MeHee JIByX) UHAUBUAYAIbHBIX KOHCYJIbTALUN, KOTOPBIE MOTYT OBITh OOBEIMHEHBI C
TPYNIOBBIMU KOHCYJIbTAMSIME, OeceiaMu 1o TeneoHy U MMChMEHHBIMU

PEKOMEHAALUSIMHU, U OCYIIECTBISATHCS Ha MPOTXKEHUU MPOJAOJKUTEIBHOTO IEpUoaa

Bpemenn [ 154,

CrnenyeT npuMeHsATh 00OTAIIEHHYIO MUILY JJIs1 KOPMJICHUS MAllUeHTOB MOXKUJIOTO U B W)
CTapuecKoro Bo3pacTa ¢ HeIOCTaTOUHOCThIO MUTAHUS WIIM PUCKOM €€ Pa3BUTHS, a

TaK)Ke MCMOJIb30BaTh JOMOJHUTENIbHbBIE CHEKH U/UJTH e1ly JIJIsl 3aKyCOK, YTOOBI

YOPOCTHUTH MPUEM THIIH, C HETHI0 TOIACPHKAHUS TOCTATOYHOTO TOTPEOICHUS TTHUIIN
[155-157]

OO6oramienne nunM (WM JUETHYECKOE 000TaIIEHNE) C TTIOMOIIBIO HATYPaTbHBIX
MUIIEBBIX MPOIYKTOB (HAIPUMEP, PACTUTEILHOTO Maciia, CITIMBOK, CIIMBOYHOTO Maclia,
SIMIT) WJTK CTIIEIMAIbHBIX MTUIIEBBIX T00ABOK (HampuMep, MaIbTOJACKCTPHUHA, CMECH
0eTTKOBON KOMITO3UTHOM CyXOif) IO3BOJISIET OBBICUTH KAJTOPUHHOCTh M COJIEPKAHNE
OCJIKOB B TIPOTyKTAaX MUTAHUS U HAITUTKAaX U, KaK CJICJICTBHUE, IOBBICUTh YPOBEHb MX
noTpebIeHuUs TIPU IPHEME OJIMHAKOBOTO KOJIMYECTBA MTHIITH.

Crnenyet n3berath TMETUUECKUX MPEATMUCAHUHN JJIS MAIIMCHTOB IMOXKHUJIOTO U
CTapYeCKOT0 BO3PACTa, KOTOPHIE MOTYT OTPAHUYUBAThH OTPEOICHUE MTUIIU [3, 158-160]

Juernyeckue OrpaHUYEHUs ABJISIOTCA OAHOU U3 MOTEHIHUAIBHBIX IPUYUH
HEI0CTaTOYHOCTH NMUTaHUS, TIOCKOJIBKY OHM OIPaHMYUBAIOT BHIOOP MPOAYKTOB TUTAHUS
Y CHUXKAIOT YAOBOJIBLCTBHE OT IPUEMA IHILH, BCIEACTBUE YETO CBA3AHBI C PUCKOM
OrpaHUYEHUs MOTPeOIeHHs UK. B CBSI3U ¢ pUCKOM pa3BUTHUS HEJOCTATOYHOCTU
NUTAHUS, BPA U OyIyT MPOBOJUTHCS JONOTHUTENbHBIE UCCIeT0BaHMs (P (PEKTOB
OTPaHUYMUTENBHBIX JUET y MOXKWIBIX JTIOICH, a HaaueKamas KIMHUIeCKas IPaKTUKa
3aKJIIOYAETCS B CMATYEHUN JUETUYECKUX OTPAaHUYCHUH IS TOXKWIBIX JIFOIEH € LETIbIO
CHMIKEHMSI pHCKa HEZJOCTATOYHOCTHU MUTAHUS U CBSI3aHHBIX N1OTEPb 0€3KUPOBOI MacChl
Tesa U (PyHKIIMOHAIBHBIX BO3MOKHOCTEH.

Crnenyet npejiarath MOMOIIb IPU MTPHUEME MUY BCEM MallUEHTaM IMOXKHIOT0 1 B W)
CTapuecKoro Bo3pacTa ¢ HeIOCTaTOYHOCThHIO MUTAHUS WIIM PUCKOM €€ Pa3BUTHS U



3aBUCUMOCTBIO OT HOCTOpOHHefI IMOMOIIH, HAXOAAIIUXCA B CIICHUATTU3UPOBAHHBIX

YAPEXKIESHUSK UITH JIOMA, C [ETbI0 CTUMYJISIIIH TOCTATOYHOTO MOTPEOICHUS TUIIN [161-
165]

MHorue moKuIible JI0A1 UMEIOT OTPAHUYEHHYIO CITOCOOHOCTh K HE3aBUCUMOMY IpUEMY
IUILY U IUTHIO B CBA3M ¢ QYHKIMOHATIBHBIMU U KOTHUTUBHBIMU HapylleHUusMU. Vim
MOTYT OTPe0OBaTHCS pa3HbIe BUABI IOMOIIH: OT MOCAAKH 3a CTOJ M BepOaTbHbIX
MOJCKA30K /10 HENOCPEICTBEHHO (PU3MUECKONM NOMOIM (HapuMep, MOAHECTH MUILY U
HAIMUTKU KO pTY). [loMOIIb pu ipreMe MUK MOXKUIBIM JTI0IM, HE CHOCOOHBIM K
CaMOCTOSITEJIBHOMY ITPUEMY ITUIIH U IPOKUBAIOLIMM IOMA, MOKET IOJIOKUATEIBHO
CKa3aThCsl Ha IOTPEOICHUH MUIIIH.

Heob6xommuMo cTUMyIUPOBATh TOCTATOYHOE MOTPEOICHUE MUK TOCPEICTBOM CO3IaHUS E 2
MPUSATHOM JoManTHe 00CTaHOBKHU BO BPEMS €/1bl JUIsI MAITUEHTOB TIOKUIIOTO 1
CTapuecKoro BO3pacTa, HaXOASIINXCS B YCIOBUSX CHEIUATM3UPOBAHHBIX YUPEXKICHHM C

11e7TbI0 MOBBIIIEHNS TIOTPEOIeHN MUK U TOAEpKaHUs KauecTBa sku3Hny 150 166-169]

DakTOPBI OKPYKAIOLICH CPElibl UTPAIOT BAKHYIO POJIb B CO3IaHUM HAJUJIEXKAILECH
aTMocQepsl BO BpeMs €]1bl, U BKJIIOYAIOT MECTO ITpUeMa MUIIH, MeOeb U
COTPAIIE3HUKOB, OKPY>KAIOLIUE 3BYKH, 3al1aXU, TEMIIEPATypPy U OCBEIICHUE, TOCTYITHOE
PacCIoJI0KEeHUE MUILK Ha CTOJIE, Pa3Mep NOPLUUN U BHEIIHUN BUJI ITHIIN.
[lepeuncnennslie HakTOpbl UTPAIOT BAXKHYIO POJIb MIPH MPUEME MUIIH U MOTYT OBITH
CKOPPEKTUPOBAHBI C LIE€IbI0 CTUMYJISAILMH JOCTATOYHOIO MOTPEOIEHUS LU JIIObMH,
UCIBITBIBAIOIIMMY TPYIHOCTU IIPH ITprueMe nuuy. Opranusanys IpueMsl IUIIHN 10
CEMEMHOMY THILY U MOJ] yCIIOKauBaIOUIYIO MY3bIKY, MOKET OKa3bIBaTh MOJIOKUTEIIBHBII
3 EKT B OTHOIICHUH NTPHEMA IHIIH U KHUJIKOCTH Y JIIOJIEH C IeMEHIUEH.

HGO6XO,Z[I/IMO nmoompATb COBMCCTHLIC MMPHUEMbI ITUIIH MAUCHTAMHU IMOXUIJIOTO U
CTAapYECKOTro BO3PACTA C HEAOCTATOUHOCTHIO THTAHMS MIIM PUCKOM €€ Pa3BUTHS, B TOM
YUCJIIC, HAXOAAIIHUXCA B CIICHUAIN3UPOBAHHBIX YUYPCIKIACHUAX, C LCIIBIO ONITUMU3AlIUN
YPOBHS MOTpeOIeHNS NN U YITy4IIeHH o KadecTna ski3au (1701731,

[Tpuem numy SBASETCS COIUAIBHBIM aKTOM, U JIOKa3aHO, YTO COBMECTHBIN TIPUEM
IUIIY CTUMYJTUPYET MOTPEOJICHUE UM, B TOM YUCIIE Y TIOXKIIIBIX JItoei. Tem He
MeHee, MOKUITBIC JTFOH, TPOKUBAIOIIUE OJTHU WU B JIOMaX MPEeCcTapelibiX, 4acTo
OTKa3bIBAIOTCS OT KOMIIAHWH U Pa3rOBOPOB MPH MpHeMe MHIH. B HaOIroaaTebHbIX
HCCJICIOBAHMSIX TTOKA3aHO, YTO y MOXKHIIBIX JIFOACH, HAXOISIIUXCS Ha HAJJOMHOM
00CITy>)KMBaHUHU, 3HAYNMO 00JIe€ BEICOKHI YPOBEHb MOTPEOJICHUS KATOPHH Y TEX, KTO
MPUHUMAJ TIHIIY B KOMITAHUH, TIO CPABHEHUIO C TEMH, KTO €1 B OIMHOYKY. bonee
BBICOKUH YPOBEHB MOTPEOICHUS KaJOPHiA HAOTIOAAICS U Y TIOMKHITBIX
TOCMUTATH3UPOBAHHBIX MAIIMEHTOB, MPUHUMABIINX MUILY B CTOJIOBOH, IO CPaBHEHUIO C
TeMH, KTO e B nanare. Ctumynupyromuii 3pQexT coBMecTHOro prema MuIi, 11o-
BUJIUMOMY, 3aBUCHUT OT YHCJIa COTPANE3HHKOB, a TAKKE OT B3aUMOOTHOIICHUH ITHX
JrO/IeH: ueM OOJIbIIIE JTF0/IeH TIPUCYTCTBYET 3@ CTOJIOM M YeM JIYYIIe 3TH JIFOU 3HAIOT
JpyT Apyra, TeM OoJbIle elbl cheaaercs. JIloau 4yBCTBYIOT ce0sl B LiesioM Ooiee
paccnabieHHO 1 KOM(POPTHO B KOMIIAaHUH 3HAKOMBIX UM Jtojiei. Kak ciencreue, oHu
JIOJIBILIE OCTAIOTCA 33 CTOJIOM U BCE 3TO BPeMs IIPOOJIKAIOT €CTh, YTO CIIOCOOCTBYET
MOBBIIIEHHOMY TTOTpeOiIeHn o uiy. boee Toro, npenmnonaraeTcss HAUTMYHE TPSIMOTO
NOBEJICHUECKOT0 AP PeKTa, KOTOPHIH 3aKITI0YAETCS B TOM, UTO JIFOJIU TOJCTPAUBAIOT
CBOH IIPHEM UM MOJ] MUIIIEBOE IMOBEICHUE COTpane3HukoB. Takoit addext Hanbdonee
BBIPAXEH Y TIOKUIIBIX JIIOJICH ¢ KOTHUTHBHBIMU HAPYIICHUSIMH, KOTOPHIE MOTYT
YKJIOHSTHCS OT IPUEMOB MTUIIIN WK 3a0BIBAIOT PO HUX M KOTOPBIX MOTYT
CTUMYJUPOBATH K IPUEMY THUIIH JPYTHUE JTFOIH.



CrefyeT BKTIOYATh GII0/1A C BHICOKOH KATOPHIHOCTBIO H/HITH JOMOTHATENBHEIE 61012
B COOTBETCTBHU C JIOJDKHBIM YPOBHEM MOTPEOIICHHUS TUIIU B TOPSTIUE 00€/IbI,

TIpearaeMble IPOKUBAIOIIMM JOMA JIFOSM TIOKHIIOTO M CTAPUECKOTO BO3PACTa C
HCAOCTATOYHOCTBIO IMUTAHUSA UJIA PUCKOM €€ pa3BUTUA C LCJIBIO O6eCHequI/IH

JI0CTaTOuHOM KanopuiiHocTH muTanus (741781,

JlocTaBka roTOBBIX OJFO]T Ha JIOM, UJTH JIOCTaBKa TOPSIYUX 00EIOB), SIBIISIETCS XOPOIITHM
BapUAHTOM JIJIS TTOXKHUJIBIX JIFOACH, MPOKUBAIOIINX JIOMa U HE CITOCOOHBIX
CaMOCTOSITEJIbHO XOJIUTh 3a MOKYNKaMU U TOTOBUTH eny. [loap30Banue yciayraMu 3Toit
CITY’KOBI TTO3BOJISIET MOXKHIIBIM JTFOJISIM TTPOJIOJKATH )KUTh B COOCTBEHHOM JOME U TPH
ATOM UMETh JIOCTATOYHBIN YpOBEeHH MOTpeOneHus numu. Ciryx0a J0cTaBKa TOTOBBIX
00€10B MOKET 0Ka3aThCsi OCOOCHHO IOJIE3HOM B TIEPHO/T TTOCIIC TTOCIIE BHITUCKU
MaueHTa JOMOM, KOT/[a MAlUeHT eIlle HaXOAUTCS B (Da3e BHI3IOPOBICHUS U UMEET
OTPAaHUYEHHYIO aKTHBHOCTb.

Opranu3anusi OKa3aHUus MeJIUIMHCKON MOMOIIHU

Heo6xomumo pa3paboTars U yTBEPIUTH CTAHJAPTHBIE OTIEPAIHOHHBIC TIPOIIETYPhI
(IIPOTOKOJIBI) CKPUHMHTA HEJOCTATOYHOCTH TTHTAHKS M MPOBEIEHNS HYTPUTHBHOM

MOAACPIKKHU U FHI[paTaHHOHHOﬁ TCpalru y NallUCHTOB MMOXKXUJIOTO U CTAPYCCKOI'0O

BO3pAcTa B YCIOBHAX JIEUeOHOTO yupesKaeHus ).

B kaxxoM yupexJIeHuH, OKa3bIBaIOIIEM MEAUIIMHCKYIO MTOMOIIb O MPO(UITIO
«repuaTpus», NoJHKHA paboTaTh MyIbTHIUCIUIUTMHAPHAS KOMAH/1a, BKIIOYAIOIIAs
CHEIMAJIMCTOB 10 HyTPUTUBHON MOAJEPKKE (Bpaya-IueToIora, MeJICecTpy,
CIELUATM3UPYIOLLYIOCS B HYTPUTUBHOM Tepanuu). OleHKa NUIIeBOro craryca u
BHEJIPEHUE IUIaHa HYTPUTUBHOMN NOAJIEPKKU B YUPEKICHUAX T€PUATPUUECKON MOMOLITU
U TepUATPUIECKUX PEaOMINTAIIMOHHBIX IIEHTPaX CIOCOOCTBYIOT ONTHMH3AINH YPOBHS
notpebyieHus 3Heprun u 6enka. BHeapeHne npoTokoa CKpUHUHTA U JIEYCHUS
HYTPUTUBHOM HEIOCTATOUYHOCTH B T€PUATPUUECCKUX OTJCICHUSAX MPUBOJIUT K
YJIy4IIEHUIO MUIIEBOT0 CTaTyca MallMeHTOB, CHUYKAET PUCK BHYTPUOOIbHUYHBIX
UH(OEKINNA U APYTUX OCIOKHEHHM, CIOCOOCTBYET YIYUIICHUIO KaueCTBa )KHU3HU
MAIMEHTOB C IEPEIOMOM MPOKCUMAIBHOIO OT/Ie1a OeIPEHHON KOCTH , a TAKXKe Y
MAlUEHTOB C JEMEHIMEN, TPOKUBAIOIIUX B IOMaxX MPEeCTapebIX.

[Tokazanus 1uisi TOCOUTANN3AaLNN B MEIUIIMHCKYIO OpPTraHU3aINIO:

1) cpenusisi u TsKENas CTETEHb HEJOCTaTOYHOCTH MTUTAHMUS;

2) cocTosTHUE MallMeHTa, P KOTOPOM HEBO3MOXKHO IIPOBECHHE aJIeKBATHON HYTPUTHUBHOMN U
TUIPATAIIOHHON MOAIEPKKH Ha IOMY M B YCJIOBUSX aMOyJIaTOPHOU TOMOIITH.

[TokazaHus K BBIMUCKE MAIMEHTA U3 MEIUIIMHCKOW OpTaHU3aIlun
1) yiydiieHre MuIeBoro craryca naydeHTa

JlonmosHuTeAbHAsE HHPOPMALIUA, BJIUSIONIAS HA TEYeHHE U
HCX0/1 3200/ 1eBaHUA

HenocratouHocTs nmuTaHus (MadbHYTPHIIMS) SABISETCS OJHUM U3 KIIOYEBBIX T€pUATPUUECKIX
CHUHJPOMOB, aCCOLIMUPOBAHHBIX C HEOIATOMPHUATHBIM MPOTHO30M aBTOHOMHOCTH U JKU3HU



JIOJIEH MOXKUIIOTO U CTapuecKoro Bo3pacra. [IpodunakTiuka HeIOCTAaTOYHOCTH MMUTAHUS,

BBISIBJICHHE U KOPPEKIHUA ee (PaKTOPOB pUCKA, KOPPEKIUS HEJOCTATOYHOCTH MUTAHUS C

UCIIOJIb30BAHUEM COBPEMEHHBIX CTPATEruil IBIISAETCS BaKHEUILEH 3a1aueil IIPU peaau3atun

MYJIbTHAUCHUIIIIMHAPHOIO MOAXO0Ja K OKa3aHHUIO MC,Z[HI.IHHCKOﬁ IIOMOIIIY IMamMCHTaM IT1OXKHJIOTO

" CTApUYCCKOro Bo3pacTa.
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