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CeprioBMIHOKJIETOYHAS AHEMUA

Hoxaan Cexkperapuara

PACITPOCTPAHEHHOCTbH CEPIIOBUIHOKJIETOYHOM AHEMHAH

1.  CepnoBHAHOKJIETOYHAs aHEMUS IPEACTABIIET cO0O0M 00Iee FreHETUUECKOE COCTOSHUE,
00yCIOBJIIEHHOE HapylleHneM (QYHKIIUU TeMOTiIo0rHa B pe3ysbTaTe yHAcIeAOBaHUS OT 000UX
pOIUTENeH TeHOB-MYTAaHTOB, KOAUPYIOMIUX TeMOriao0onH. Takue ¢popMbl reMOrI00MHONATHH,
TJIaBHBIM 00pa3oM TajlacCeMHUsi M CEpPIOBUIHOKIIETOYHAS aHEMHs, PaCIPOCTPAHEHBI B MHpE
noBcemecTHO. [IpubnusurenbHo y 5% MUPOBOr0O HaceleHHUs! MPUCYTCTBYIOT T'€HbI, KOTOPbHIE
ABJIAIOTCA NPUYMHOW BO3HUKHOBEHUS remoriobuHosza. Kaxnaeii rog okosno 300 000 nereit
POXIAIOTCSl C Cephe3HEHINMMHU HapylmIeHUsMU (YHKIIMM TeMOrJo0MHa, U3 KOTOPBIX Oolee
200 000 cirygaeB IPUXOIUTCS HAa CEPIIOBUIHOKICTOUHYIO aHeMUo B Adpuke. B rimobaasHOM
MacitTabe CyIiecTByeT OOJjbIlle HOCUTENEH (TO €CTh 30POBBIX JIIOJIEH, YHACIETOBABIINX
TOJIbKYO OJIMH T€H-MYTAHT OT OJHOTO U3 POAUTEINIEH ) TaJJaCCEMHH, YEM CEPIIOBUIHO-KIETOYHOM
aHEMHH, HO BBICOKAsI YACTOTHOCTh T'€HA CEPIIOBUIHO-KIIETOYHON aHEMUH B HEKOTOPBIX 00JIACTSIX
IPUBOJIUT K BBICOKOMY IMTOKA3aTeI0 POXKICHHS JIETEH, 3aTPOHYTHIX 3TOH 00JIE3HBIO.

2. CepnoBHIHOKJIETOUHAs aHEMUSI 0OCOOEHHO IIMPOKO PACIPOCTPaHEHa CPEAN JIHOAEH, IPEIKU
KOTOPBIX MPOKUBAIH B cTpaHax Adpuku, K rory ot Caxapsl, Uaaun, CaynoBckoit ApaBun u
ctpanax CpenuzeMHOMOpPbs. Murparus Jirojei siBuiach MPUUUHOMN MOBBIIIEHUS YaCTOTHOCTH
pacnpocTpaHEHUsI 3TOr0 T'eéHa U Ha AMEpPUKAHCKOM KOHTMHEHTE. B HEKOTOphIX paiioHax
Adpuxku, k rory or Caxapsl, ¢ 3TUM COCTOSIHHEM poxnaaercs 10 2% Bcex neteil. B Oonee
HIMPOKOM CMBICJIE, pACIIPOCTPAHEHHOCTD PU3HAKA CEPIIOBUIHOKIETOYHON aHEMUH (3/10pOBbIE
HOCHUTEJH, KOTOPbIE YHACJIEOBAIM I€H-MYTaHT TOJIbKO OT OJHOIO POJUTEINS) COCTAaBIISIET B
npenenax 10%-40% B sxBaTtopuanbHOM Adpuke u cHmwxkaerca 10 1%-2% Ha ceBepHOM
nobepexpe APpUKaHCKOTO KOHTHHEHTa U MeHee 1% B FOxnoit Adpuxe. DTOT xapakrep
pacripenenieHusi OTpakaeT TOT (DaKkT, YTO CEPIIOBHIHOKICTOYHBIN MpPU3HAK JAeT JIIOJSM,
CTpaJalolMM Malsipueii, OmpeesieHHOe MPEeUMYIIECTBO B IUIaHE BBDKUBAHMS, M 4YTO
CEJIEKIIMOHHOE JaBJIeHUE, 00YCIIOBIEHHOE MaJsipyuel, MIPUBEJIO K MOBBIIIEHUIO YaCTOTHOCTH
reHa-MyTaHTa, 0OCOOEHHO B pailoHaX ¢ BBICOKMM IOTEHIIMAJIOM Mepeaayu Malsipuu. B crpanax
3anagHoii Adpuku, Takux kak ['aHa w Hurepus, 4acTOTHOCTb pacmpoCTpaHEHHUS TaKOTO
npusHaka coctaBisier 15%-30%, B To Bpems Kak B YTaHJE€ OHA BapbUPYETCS B 3aMETHBIX
npezenax B 3aBUCUMOCTH OT TPYI HACEICHUs, BEAYIIUX MJIeMEHHOW 00pa3 KU3HHU, JTOCTUTAs
45% cpenu nipeAcTaBUTENCH TUIeMeHN 6aam0a Ha 3amajie CTpaHbl.

3.  PacnpocTpaHE€HHOCTbh CEpHOBUAHOKJIETOYHOW aHEMUU IPHU POKIECHUHM OIPENEISIeTCs
YaCTOTHOCTBIO COCTOsiHMsI Hocurtensd. Hanpumep, B Hurepum, xoTopas 1o 4HMCIEHHOCTH
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HaceJIeHUsI HAMHOTO TIPEBOCXO/IUT JPYTHUE CTPAHBI ATOTO cyOpernona, 24% HaceneHus SABIISIOTCS
HOCHUTEJISIMU T'€Ha-MyTaHTa, PACIPOCTPAHEHHOCTh CEPIOBUIHOKIETOYHOM aHEMUU CPEIU HUX
cocrapisier 6onee 20 Ha 1000 poxxaeHuid. DTO 03HAYaAET, YTO TOJBKO B oJHOW Hurepum
exerogHo poxkaaercs 6osee 150 000 gereit ¢ ceprmoBUIHOKICTOUYHON aHEMUEH.

4. Ten, "BUHOBHBIIH" B CEPHOBHIHOKICTOYHONW aHEMHH, MOJYYUT B AQpHKE IMHUPOKOE
pacipocTpaHeHHE MO TOW NPUYUHE, YTO MPU3HAK ATOTO HApYIIEHUS MPUIAET B TEUCHHE
KPUTHYECKOTO TMEepHoja paHHEro JAeTCTBA HEKOTOPYI0 YCTOWYMBOCTH K MOJHHMEHOCHOU
TPEXJTHEBHOM MaJIIpUHU, CHOCOOCTBYSI TE€M CaMbIM BBDKHMBAHUIO XO3sIMHA M TOCIENYIOLIEH
nepeiaye dTOro OTKJIOHSIOUIEroCs OT HOPMBI IeHa, Koaupytomiero remorjaoous. Ecnu onun
aHOPMAJIbHBIN T€H MOXKET oOecreynBaTh 3allUTy OT MallIpUH, TO YHACJEIOBaHHE IBYX
QHOPMAJILHBIX T€HOB MPUBOJIUT K BO3HUKHOBEHHUIO CEPIOBUIHOKIETOYHON aHEMHUU U TaKYIO
3aIUTY yXKE HE TePEIaeT, B pe3yabTaTe Yero Majsipus sIBJIsIeTCS OCHOBHOM MPUUMHOM TJIIOXO0T0
COCTOSIHHSI 37I0POBBSI M CMEpPTH JeTed, CTpPaJaroliMX CEePIOBUIHOKIETOUYHON aHeMHUeH.
B Hacrosiiiee Bpemsi €CTh JaHHBIC, CBUICTEIHCTBYIOIIME O TOM, YTO MAJSipUsi HE TOJBKO
BO3JICIICTBYeT Ha HCXO0J OOJIe3HH, HO W MPUBOAMT K M3MEHEHHUIO XapakTepa MpOSBIICHUS
CEpIIOBUIHOKIETOUHOM aHeMuu B Adpuke.

5. IlocnencTBus ceproOBUIHOKIETOYHON aHEMUY 3HAUNUTENbHBL. Ee BO31eHCTBIE HA 310POBBE
YeJI0BEKAa MOXKHO OLIEHUTH 110 KPUTEPHUIO CMEPTHOCTH CPEAM MIIJICHLIEB U JIeTel B BO3pacTe 10
5 ner. IlockoiabKy He BCe ClIy4al CMEpPTH MNPHUXOIATCS HAa MNEPBBIM I0OJ| KU3HU, CaMbIM
O0OBEKTHBHBIM KPUTEPUEM SIBIISIETCSI CMEPTHOCTH B Bo3pacte 10 5 net. Ceifuac Bce OoibIie U
Oosblie feTeld, 3aTPOHYTHIX 3TOM 00J€3HBbIO, MEPEKUBAIOT FTOT MATHICTHUH KPUTUUECKUN
NEpUOJI, HO BCE )K€ COXPaHSIETCsl OMACHOCTh MpeXxaeBpeMeHHol cmepT. Ecnu Bo3neiicTBue
CEpPIIOBUAHOKIIETOUHOM aHEMHUH Ha 3/J0POBBE U3MEPSATH C IOMOIIBIO OKA3aTENsl CMEPTHOCTHU B
BO3PACTE JI0 IATHU JIET, TO B 3TOM CiIydae Ha AQpPUKaHCKUI KOHTUHEHT MIPUXOJUTCS, B 00LIeH
CJIO’KHOCTH, 5% Bcex cllyyaeB CMEPTH JETel B BO3pacTe A0 MATH JIET, U3 KOTOphIX Oosee 9% - Ha
3anaanyo Adpuky u 10 16% ciayuaeB cMepTu JeTel B BO3pAcTe JI0 MSATH JIET - Ha OTACIIbHbBIC
3anaHo-appUKaHCKHE CTPAHBI.

6. B Coenunennsix IllTatax AmMepuku cpelHecTaTUCTUUECKas BbDKUBAEMOCTh B 1994 r.
COCTaBJIsIa, TIO OlIEHKaM, 42 rofa JUIsi MY>KYUH U 48 JIeT JUIsl )KEHIIWH, B TOM BpeMs Kak Ha
Smaiike anamornunsbie nokasarenu B 2001 1. cocTaBiisiig, 1o pacueram, 53 rojaa J1jisi My>KUYUH U
58,5 roga st sxkeHmuH. Ha SIMaiike MUk CMEpTHOCTH MPUXOAUTCS Ha JIETEH B BO3pacTte OT 6 110
12 mecsaueB, korna 10% mnamueHTOB yMHUpAIOT, HU Ha HaJW4We 3HAYUTEIHHOTO OIbITa B
MTOCTAaHOBKE JIMAarHO3a M JICUCHUSI DTOTO COCTOSIHHS, HU Ha OTCYTCTBUE MalIApun. BMecre ¢ Tem,
HaJISKHBIX JIAHHBIX O BBDKUBAHUH MAIUCHTOB, CTPAIAIOIINX CEPIIOBHIHOKICTOYHON aHEMHEH Ha
AdpukanckoMm KoHTHHEHTE, HET. [lokazaTens CMepTHOCTH B cTpaHax A(QpHKH, pacIioI0KEeHHBIX
K tory ot Caxapsbl, OyJeT, 1o Bceld BEpOSATHOCTH, 3HAUUTEIBLHO BBIIIE, YeM B SImalike, mpuuem
OIICHKH 10 HEKOTOPBIM PETHOHAM, CCIIAaHHBIC HA OCHOBE BO3PACTHOM CTPYKTYPhI HACEJICHHS,
KOTOPO€ MPUXOJUT Ha MpUEM B OOJBHUILY, IMO3BOJIAET ClIeJaTh BBIBOJ O TOM, YTO MOJOBHHA
JETEH, CTpaaloIUX CEPIIOBUAHOKICTOYHOM aHEMHEH, YMUPAET A0 JTOCTHIKCHHS TISATUICTHETO
BO3pacTa OOBIYHO OT MH(EKIIMH, BKIIFOYAs MAJISIPUIO U ITHEBMOKOKKOBBIA CETICHC, & TAKXKE OT
caMOM aHEeMUH.
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KIMHUYECKHUE ITPU3HAKH

7. CeprnoBHIHOKIIETOYHAS aHEMUSI OXBAaTHIBAET IIMPOKUI crieKTp Oomne3neil. B GonpmHCTBE
CJIy4aeB JItO]IH, 3aTPOHYTHIE ITOM OOJIE3HBIO, CTPAIAI0T XPOHUYECKON aHEMHUEH ¢ KOHIIEHTpaluei
remMoryioouHa nopsaka 8 r/mi. OcHOBHBIE MPOOIEMBI 00YCIOBIEHBI TEM, YTO IPUTPOIUTHI
nproOpeTarT CeprnoBUAHYIO (GOpMY M OIOKHPYIOT KallWJUISPHI MPU TOHMKEHHOM JIaBIICHUU
KHCIIOpOJa. Y JeTel CeprnoBUIHBIE SPUTPOLIUTHI 3a4ACTYI0 CKAIUIMBAIOTCS B CEJIE3EHKE, UYTO
BEJIET K CEPbE3HOMY PUCKY CMEPTH B BO3pacTe JI0 CEMH JIET OT BHE3AMHOM IITyO0KOM aHeMuUH,
BBI3BAaHHOH OBICTPBIM YBEIIMUECHUEM CENIE3€HKH, U B CBSA3H C HAPYIICHUEM (DYHKIIMH CEIe3CHKH,
YTO MPUBOAUT K IeHepaln30oBaHHOW MH(EKIuH. Y neTei, cTpadaromux 3Toi O0Je3Hbo, B
BO3pacte ot 6 10 18 mecsieB HanboIee 4acTo MPOUCXOIUT O0JIE3HEHHOE OMyXaHUE PyK W/HIN
HOI (CHMHIpPOM OIyXaHUs pPYK M HOT).  BbDKUBIIME J€TH MOTYT Takxke CTpajaTh
MOBTOPSIOUIMMHUCS U HENPEICKa3yeMbIMU KECTOKHUMH OOJIE3HEHHBIMH MPHUCTYIaMH, a TaKkKe
"CHHIPOMOM OCTPO# 0011 B rpyau" (THEBMOHUS HJIM HH(PAPKT JIETKOTO), HEKPO30M KOCTEH WITH
CYCTaBOB, TPUAMTU3MOM HJIM TIOYEYHON HETOCTaTOYHOCTHIO. B citydyae 60NbIIMHCTBA TAMEHTOB
YaCTOTY BOSHUKHOBEHHMS OCIIOKHEHUN MOKHO CHU3UTH C MIOMOIIBIO MIPOCTHIX 3aLUTHBIX MEp,
TaKUX Kak Mpo(UIakTHYeCKHil MpueM NeHUIUUIMHA B JETCTBE, 3alllUTa OT Ype3MEPHOIL jKaphbl
WIM X0JI0/1a U IETHIpaTallii U KaK MOXHO CKOpeHiIiee 00CiieJOBaHUE B CIIELIMATTU3UPOBAHHOM
HEHTpe. DTU Mephl MPEAOCTOPOKHOCTH OynyT Hanbonee 3(hPeKTUBHBI B TOM ciydae, eciu
MOJIBEP)KEHHOCTh ATOW OOJIE3HU YCTAaHOBJIEHA y JETed YyxkKe MPH POXKACHUU. Y HEKOTOPBIX
MAIMEHTOB TH MPOOJIEMBI HACTOJILKO CEPhE3HBI, UTO UM HEOOXOIUMO PETYIISIPHO MEPETHBaTh
KPOBB U IPUMEHATH TEPAIHIO C TOMOIIBIO XkKeJle3a B XeIaToBOM (hopMe. ITa CuTyalus, Hapsy ¢
U3MEHEHHEM XapakTepa [MpOSBIECHUS CEPHOBUIHOKIETOYHONM aHeMuu B  Adpuxe
(CM. MyHKT 4 BBIIIE), CO3JAaET CPOYHYIO HEOOXOJIMMOCTh pPa3pabOTKH THUIIOBBIX BHUOB
MEANKO-CAHUTAPHOMN MMOMOIIH, MOJXOIAIINX 7S JISUeHUs 3TOi 0oNie3HU B cTpaHax AQpuku,
PaCIUIOKEHHBIX K 1ory oT Caxapsl.

JIJEHEHUE

8. B OonbUIMHCTBE CTpaH, I7ie CEPIOBUIHOKIETOYHAS aHEMHUS TIPECTABIIAET COO0M OHY U3
BaXHEHIINUX TPOOIIeM 00IIIECTBEHHOTO 3JPAaBOOXPAHEHHUS, €€ JICUCHHE OCTAeTCs HeaJeKBATHBIM,
HAI[MOHAJBHBIC IPOTPAMMEI OOPHOBI HE CYIIIECTBYIOT, 0a30BBIC YCIIOBHSI JIJIsl BEICHHSI ITAIIUEHTOB
00OBIYHO OTCYTCTBYIOT, CUCTEMaTHYECKHE CKPUHIHT IIPOBOJUTCS HE BCET/Ia U HE BE3JIE, a IMarHo3
0OBIYHO CTaBUTCS B TOM cllydae, KOTJa MaueHT oOHapyKUBaeT cephe3Hble OCI0KHEHUsI. Bo
MHOTHX CTPaHax MPOCTHIE, JICIIEBhIC U BecbMa 3aTpaTodd(heKTUBHBIE MPOIIETYPhI, TAKUE KaK
MCIOJIb30BaHNE TIEHUIIMIUTMHA B HENSIX TPOGUIaKkTUKY UHGEKINN, He BCeTaa JOCTYITHBI.

9. Takum o0Opa3om, camas BakHas 3ajladya COCTOUT B YIIYUIICHHH BO3MOKHOCTEH ISt
MalMEeHTOB, CTPAJAIONIMX CEPIIOBUIHOKIETOYHOM aHEeMHEW, W3 pPa3BUBAIOIIUXCA CTPaH.
OCHOBHBIM  aCIIEKTOM  BCECTOPOHHETO  JICUCHUS  TAIMCHTOB  SIBISETCA  TNPHHATHE
MEIUKO-CAaHUTAPHBIX MEP Ha PAHHEM JTaIle 0 PEIICHUIO MPO0JIeM, KOTOPhIE MOXKHO YCTPAHUTh C
MOMOIIBI0 00€300JIMBAONINX JICKAPCTBEHHBIX CPEJICTB, AaHTHOMOTHUKOB, TMUTAHHS, JOOABOK
(GONMEBOM KHCIIOTHI, MpHUeMa OOJBIIIOr0 KOJWYECTBA JKUIKOCTH. MHOTHE M3 OCHOBHBIX
OCJIOXKHEHUH MOYKHO OCJIA0UTH C TIOMOIITBIO TEPAITMK Ha OCHOBE OKCUMOYEBHHBI. ECTh MaHHEIE,
CBUJIETEIHCTBYIOIINUE O TOM, YTO CKPUHUHT HOBOPOKJIECHHBIX Ha CEPIIOBUIHOKICTOYHYIO aHEMHIO
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B COYETAaHUU CO CBOEBPEMEHHBIM JIMarHOCTUYECKUM TECTUPOBAHNUEM, IPOCBEIICHUEM POIUTENEH
U BCECTOPOHHEW MEIUKO-CAHHUTAPHOW IMOMOILBI) MOXET CYIIECTBEHHO CHU3UTHh YPOBEHBb
3a0051eBa€MOCTH ¥ CMEPTHOCTHU OT ATOM OOJIE3HU B MIIQJICHUYECKOM U PAaHHEM JIETCKOM BO3pacTe.
Jlaske XOpoIlIo OpraHu30BaHHAs 00Ias MOMOIb, BKIIOYAsh KOHCYJIBTAIUIO CIEHUANTNCTa U
JOCTYII K HEOOXOIMMBIM MEIMKO-CAHUTAPHBIM yCIyraM, He3aBUCUMO OT IUIATEKECITOCOOHOCTH
MAIUEHTOB, MOXKET CYIIIECTBEHHO CHU3UTH OpeMs 00JIe3HH M CMEPTHOCTH U YIYUIIUThH KAaYeCTBO
KU3HM JIIOJIEH, CTPAJAIOIINX CEPIIOBUIHOKIETOYHON aHEMUEN B PA3BUBAIOIINXCS CTpaHax.

10. B Tedenue npomeamux 10 et nporpecc ObUT JOCTUTHYT TI0 TIEJIOMY PSITy HallpaBIICHUH:
JOJITCOCPOYHOE JIEYEHUE C TOMOIIBI0 OKCUMOUYEBHUHBI IT03BOJIUIIO CHU3UTh PACIIPOCTPAHEHHOCTh
00JIe3HEHHBIX MPUCTYIOB M yAYUYIIUTh KAa4€CTBO KU3HU MAIIUEHTOB C CEPIIOBUIHOKIETOUHOMN
AHEMHEHN; JUArHOCTUYECKAS BU3YAIM3ALMS MOXKET IOMOYb ONEPATHBHO JICUUTh CMEPTEIBHO
OTIaCHBIE OCTIOKHEHUS, TaKKe KaK UHCYIIBT U CHHJIPOM IPYJHOU 00JIH; CEprIOBUIHOKIETOUHYIO
aQHEeMHIO MOKHO BBUICYHUTH C TOMOIIBIO TAKUX CIIOCO0O0B, KaK TPAaHCIUIAHTAIUS KOCTHOTO MO3Ta,
XOTs 3Ta olepanus HeOe30macHa M BOCIIOJIb30BAaThCSA €0 MOTIYT HE BCE MAlMEHThI; s
Mpo(UIAKTUKHA OCTIOKHEHUN MOXHO HCIIOJB30BaTh MPOrPAMMBI PETYISPHOTO MEpeTuBaHus
KpPOBH B COUETAaHUU C TEpaIrell Ha OCHOBE JKeJle3a B XeNaTOBOM (opMe; yCIEeNIHYI0 IPOBEPKY Ha
KUBOTHBIX MOJEIISAX TPOIIJIa TeHHasl Tepars, OJIHAKO OHAa elle He Obla TMPOBEPEHA B XOJIe
KJIIMHMYECKUX HUCHbITaHU Ha moasx. Kak ciencteue, ceilyac CyliecTBYeT BO3MOYKHOCTh
MTOBBICUTh KaY€CTBO JKU3HU NAIMEHTOB C CEPIIOBUIHOKIETOYHOM aHEMHUEH, a B HEKOTOPBIX
CIIy4asix ¥ OKOHYATEITbHO U30aBUTh MX OT 3TOM Oosie3Hu. OJHAKO 3TH Pe3yJbTaThl, KOTOPHIC B
OCHOBHOM NPUMEHUMBI B CTPAaHaX C BBICOKUM YPOBHEM PECYPCOB, K COKAJICHHIO, €1lle OOJbIIe
YBEJIMYWIN Pa3pblB B KAUECTBE KU3HU MEX]y MAlMEHTaMU U3 PA3BUTHIX U PA3BUBAIOIINXCA
CTpaH, U COKPaTUTh 3TOT Pa3pbIB MOXKHO JIUIIb 32 CYET OOIIETO COBEPIICHCTBOBAHUSI CUCTEMBI
MEJIUKO-CAaHUTAPHBIX CIYT.

ITPOPUITAKTHUKA

11.  CepnoBuIHOKJIETOYHAS aHEMUS 1To1aeTcst mpodunakTuke. CynpysKecKkue napsl, B caydae
KOTOPBIX CYIIECTBYET PUCK 3apAKEHUS JI€TEH, MOKHO YCTAHOBUTH C IIOMOIIBIO HEJOPOTUX U
Ha/IeKHBIX AHAJIU30B KPOBM; B MOpPsSAKE JAOPOAOBOrO AMAarHo3a MOXHO Opare mpoOy Ha
XOpHaJbHbIE BOPCHHBI HAauWHAs C JIEBATOW Henenu OepeMeHHOCTH. lIpuHSATHE Takux Mep
JIOJDKHO CONPOBOKIAATHCSI MEAUKO-CAHUTAPHBIM IpocBelieHneM. OHaKo T0pOIOBbIN AUAarHO3
MOJKET NPUBECTU K BOSHUKHOBEHHIO ITMYECKHUX BOIIPOCOB, OTHOUIEHHE K KOTOPBIM B Pa3HBIX
KYJIbTypax MOXeT OBITh HEOAMHAKOBBIM. OIBIT CO BCEH OYEBUAHOCTHIO MOKA3bIBAET, UTO
KOHCYJIbTUPOBAHHE MO0 F€HETUYECKOMY acIlleKTy 3TOH MpoOJIeMbl B COYETAHUU C JOPOJOBBIM
JIMAarHO30M MOXKET ITPUBECTH K CYIIECTBEHHOMY CHU)KEHUIO POXKIAEMOCTH JIETEH, OIBEP>KEHHBIX
3TO# O60se3Hn. ONacHOCTh 3apakeHUs AeTel MOKHO OOHAPYKUTH 10 Opaka nin OepeMEHHOCTH.
OpnHaxo 1715 TOro Hy’KHa COOTBETCTBYIOLIAs IPOrpaMMa CKPUHUHTA HOCUTENEN. boraTslil onbIT
paboThl TaKUX MPOrpaMM HAKOIUIEH B CTpaHaX KaK C HU3KHM, TaK U C BBICOKUM YPOBHEM
noxonos. Hampumep, B ciydae npodHIakTHKKA TaTacCEMUU JHILAM, HE COCTOSILIMM B Opake,
KoTOpble npoxuBaioT B MoHpeane (Kanaga) u Ha MansauBckux OcTpoBax, npejaiaraercs
MPONTH CKPUHUHT; J100pauHblii CKpUHUHT TaKXKe IPOBOJUTCS B HAIIMOHAJIBHBIX MaclTabax Ha
Kurmpe u B Ucnamckoii Pecrybnuke VpaH, a CKpuHUHT 10 pOKIeHHS peOeHKa HACTOATEIBHO
pexkoMeHayeTcst NpoxoanuTh B I'penuu n Utamuu. DTy nmoaxons! ciieqyeT NPAaKTHUKOBAaTh B
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COOTBETCTBUH C TPEMsI OCHOBHBIMH MIPUHIIUIIAMU METUIIUHCKON T€HETUKHU: MPABO OTIAEIBHOTO
YelloBeKa WJIM Taphl Ha CAMOCTOSATEIBHBIM BHIOOpP; MPaBO Ha HAMISKANYIO H IOJHYIO
uH(bOpPMaIIMIO; U MAaKCUMAJIBbHO BBICOKHI YpOBEHb KOH(GUACHIINATHLHOCTH.

12. TlposBrneHuss CepHOBUAHOKICTOYHOW aHEeMHHM Topa3fo Ooyee HempeacKazyembl U
pazHooOpa3Hbl, HEXENU MPOSBIEHUS TalacceMUuu. BMecTe ¢ TeM, MHOTHE JIIOH, 3aTPOHYThIE
9TOM 00JIe3HBIO, BEIYT HOPMAJIbHYIO KH3HB, a B HEKOTOPHIX 4acTax mupa (baxpeiine, Unauu,
BOCTOYHOM yacTu FOxHON ApaBun) cepbe3HOCTb TOr0 HAPYIICHHUS MO>KHO CHU3UTH C TIOMOIIBIO
JIOTIOJTHUTEIBHBIX TeHETHYeCKUX (akTopoB (reHoB). JlopomoBast JMArHOCTHKA ITO3BOJISET
MPUHSTH MPOCTHIE 3aIIUTHBIE MEPHI, BKJIIOUas HHOOPMUPOBAHKUE POIUTENEH, MPOPUITAKTHKY C
MOMOIIIIO MEHULIWJUTUHA U TPOTUBOMAIIAPHIHYIO TEPAINI0, KOTOPAast BO BCEX CIIy4YasiX MOBBIIIAET
KauyeCTBO KU3HM 3aTPOHYTHIX JIeTeil. BmecTte ¢ TeM, 1opo1oBast [MarHOCTHKA I10JI€3HA TOJIBKO B
TOM cllydae, KOr/ia IIpy 3TOM €CTh COOTBETCTBYIOIIAs CUCTEMa KOHCYITUPOBAHUS POJIUTENICH U
aJieKBaTHas MepBUYHAs MEIMKO-CaHUTAapHasi TOMOIIIb JIJIsl T€X, KTO MOJIBEPIKEH ITOM OOJNE3HU.

13. Hanuuue AMArHOCTUKHM U JICUEHHE HEU30EKHO BEACT K YBEIUUYCHHUIO YHCIa JIIOJEH,
KOTOPBIE HYKJIAIOTCS B MEIUKO-CAHUTAPHOW TMOMOIIH, TIOCKOJIBKY B 3TOM CJIydae MalueHThI
JKUBYT foJiblie. Eie ogHO 0O0BIYHOE MOCIEACTBUE 3aKII0UAETCS B YBEITUUYCHUU €XKETOTHBIX
pacxoJioB B pacueTe Ha MalHeHTa, YTO MOXKET UMETh CEePhE3HbIE MOCIEICTBUS ISl CTPaH, B
O0COOEHHOCTH JJIS T€X, Y KOTOPBIX PECYPChl OTPaHUYEHBI.

14. Cyderom MacmTaboB CEPIIOBHIHOKIETOYHON aHEMUH, KOTOpast MPEICTABIISAET COO0I OTHY
U3 MpoOJeM OOIECTBEHHOTO 3PAaBOOXPAHEHHUs, CPOYHO HY)KEH KOMILJICKCHBIN MOJXO0X K ee
npoduIakTUKe U Ie4eHnt0. B HacTosiee BpeMs 3HaUNTeIbHAs 1O apUKAHCKOTO HACeNICHHUS,
CTpaJaromIero 3Toi 60JIe3HbI0, HUKAKOTO BHUMAHUSI WM MEIUIIMHCKOM TOMOIIIM HE MOTyYaerT.
Kak u B cinyyae Bcex XpOHMYECKUX HApYIIEHUH, YIYy4IlIEHUE CUCTEMBbI JICUEHUS PUBOANT K
YBEJIMYEHUIO COBOKYITHOTO CIpoca Ha yCIyrd. Mepsl MO 3MHUIHAA30PY U MPOCBELIECHUIO
HEOOXOJUMO TPHUHUMATh Ha YpPOBHE OOUIMHBI MO JMHUM CUCTEMbl MEPBUYHON MEIUKO-
CaHUTAPHOM MOMOIIH, C TEM YTOOBI NOBBICUTH OCBEIOMIIEHHOCTH OOIIECTBEHHOCTH 00 ATOM
npobiieMe U NPOJIUTh CPOK KU3HU JIFOJIEH, 3aTPOHYTHIX 3TON O0JIE3HBIO.

PEKOMEHIYEMBIE JEACTBHA

15. OOpa3en HaIMOHAIHHON MpPOTrpaMMbl OOPHOBI, pa3pabOTaHHBIN B CTpaHaX C BBHICOKUM
YPOBHEM PECYpPCOB JUIsl YCIOBUN C OTPAaHMUYCHHBIMH PECYpCaMH, He MOAXOIUT. Bmecre ¢ Tem,
CEpPIIOBHTHOKIICTOYHBIC HAPYIICHHSI CIICYET BKIIFOUUTh B KAYECTBE OJTHOTO U3 KOMIIOHCHTOB B
NpoIecC TUTAHUPOBAHHS MEIHKO-CAaHMTAPHOTO OOCIY)KMBaHHS BO BCEX CTpaHaxX, I/Ie ITH
HapyIICHUS pPaclpoCTpaHEHbl. Bce KOMIIOHEHTHI MPOQWIAKTUKA W JICUCHHS CJEIyeT
paccMaTpuBaTh B COBOKYITHOCTH, CYIIECTBYIOIIME WHHUIIMATUBBI CIECIYET MOJICPKUBAThH, a
CHCTEMY COOTBETCTBYIOIIMX YCIYT CIIEYyeT BHEAPATH MOCTENICHHO, HAYMHAS C TEX PallOHOB, T/IE
ATOT JIeT4e BCETO OCYIIECTBUTh Ha mpakThke.  ClieayeT OKa3bIBaTh COJICHCTBUE B
cucTeMaTuyeckoM coOope uHbopmanuu o Hambosee 3aTpaTodd(EKTUBHBIX TMOIX0JAX K
npopUIaKTUKE U JICYeHHI0. B 3TOH CBSI3M OCHOBHBIE 00JIaCTH paOOTHI JIOJKHBI OXBATHIBATh
NpOoQHUIAKTUKY H KOHCYJIbTHPOBAHUE, paHHEE OOHAPYKEHHE U JICUCHHE, STTUTHA/I30D U HAyYHbIC
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HCCIIEIOBAaHMsT U MacCCOBO-IIPOCBETUTENLCKYIO pabOTy M CO3[aHHE MApTHEPCTB HA YPOBHE
coo011ecTBa.

16. B Tex pailoHax, rie cCeprnoBUAHOKIECTOYHAS aHEMUS HOCUT pacpOCTPaHEHHBIN XapaKTep,
HY>KHBI CTIEIIMATTU3UPOBAHHBIE LIEHTPHI 17151 00eCTieueH s a/IeKBaTHBIX YCIIYT MO MPO(UIAKTUKE U
neueHuo. B uneansHOM ciydae 3Ty 60JIe3Hb HEOOXOMMO BBISBIIATH MPH POKICHUH 110 TUHUU
MPOrpaMMbl CKPUHHMHTA WJIM JOPOJIOBOTO JIMAarHo3a U HaCTOSITENIbHO PEKOMEH/I0BAThH JIMIIAM,
MOpaXEHHBIM 3TOM 00JIE3HBIO, MPOXOAUTH MEPUOTUIECKOE 00CTIE0BaHNE B COOTBETCTBYIOIIEM
neHrpe. s oxazaHUs HaaJIeXalleid MeIUKO-CAaHUTAPHOW TTOMOIIM HYXXHBI TECHBIE paboune
CBSI3M MEXKIY YUPEXKIEHHEM, OKA3bIBAIOIIMM IMEPBUYHYI0 MEIUKO-CAHUTAPHYIO MOMOIIb, U
neHTpoM. COTpPYAHHKH LEHTpa JOJDKHBI MOAAEpXHUBaTh I(P(EKTUBHBIE HAI[MOHAJIbHBIC
IIPOrPaMMbl, KOTOPbIE MOTYT OBITh BKJIFOUEHBI B HALIMOHAJIBHYIO CUCTEMY MEIUKO-CaHUTAPHBIX
yCIIyT, pa3palaThiBaTh PYKOBOISIIME NPUHIUNB U WH(GOPMALMOHHO-IPOCBETUTENHCKHIE
MaTepuasbl U HHUIIMUPOBATh CO3/IaHNE HAllMOHAIBHBIX aCCOIMALUN POIUTENEH MallueHTOB U
COTPYJHHMYATh C HUMHU. B 11eN1X COTpyJHIUYECTBA U KOOPAMHALIMY JIEITETbHOCTH TaKUX LIEHTPOB
CPOYHO HY>KHBI pETHOHAJIbHBIE pab0uue rPyMIbl SKCIIEPTOB MO JICUSHUIO CEPIIOBUTHOKIETOUHBIX
HapylieHuil. B Hacrosiee Bpemsl €CcTh JaHHBIE, CBUIETEIHCTBYIONIME O TOM, YTO JaKe B
CTpaHax ¢ OrpaHMYEHHBIMU PECYPCAMU COKPATUTh YMCIIO ClIydaeB 3a00JIEBaHNN U KOJTMYECTBO
MIPEKIECBPEMEHHBIX CIy4aeB CMEPTH OT CEPIIOBUAHOKICTOYHOW aHEMUU MOXKHO C TIOMOIIIBIO
TaKHX OTHOCUTENIBHO IPOCTHIX MEP, KaK KOHCYJIbTUPOBAHUE MAIUEHTOB U pOAUTENEH (BKITIOYAs
MacCCOBO-IIPOCBETHTENBCKYIO PadOTy MO MPOQHUIAKTHKE M MUTAHHUIO), OTIEPATUBHOE JICUCHHE
0011e3Hu, OecruiaTHOe MpeI0CTaBIeHne J00aBOK BUTAMUHOB U MPO(UIAKTHKA MAJISIPUU.

17. PaGoty no jeueHuto MaueHToB ¢ CEPIOBUIHOKIETOUHON aHeMUEeH ClelyeT CTPOUTh Ha
YpOBHE NEPBUYHOM MEIUKO-CAHUTAPHOW MOMOUIM C AKIIEHTOM Ha MPOrpaMMbl, B KOTOPBIX
UCIIOJNIb3YETCs TPOCTasi, JOCTYIHAS O [[EHE TEXHOJOTUSI U KOTOpbIE MO3BOJISIOT OXBAThIBATh
3HAYUTENIBHYI0  JIOJII0  COOOIIEeCTBa. [Tpumepsl  Takoif  paboOThl  BKIIOYAIOT:
MacCOBO-IIPOCBETUTENIBCKYIO paboTy, OOHapyKEHHE T€HETUYECKUX PUCKOB B JAHHOM TpyIie
HACEJIEHUs MyTeM PErucTpalii CeMEHHOro aHaMHe3a, a TaKXKe B Cllydae KaXKIOro KOHTaKTa
nanueHTa ¢ pabOTHUKAMH CHCTEMBI 3[IPAaBOOXPAHEHUS C YIEJICHHEM JOJDKHOTO BHHUMAaHUS
aHaMHe3y, KOHCYJIbTHPOBAaHUIO TI0 BOIPOCY 3J0POBbSI W TEHETHUYECKMX (DAaKTOPOB U
MMMYHH3AIUHU TPOTUB HHPeKuu. COTpYyIHUKH, KOTOPhIE OKa3bIBAIOT TAKyl MEIUIIUHCKYIO
MOMOIIlb, - 3TO CKOpee BCEro BpayH-MPaKTUKH, paboTaroniye Ha YpOBHE MEPBHUYHOMN
MEIMKO-CAaHUTAPHON TIOMOIIH ¥ TIOJYyYHBIIHE Oa30BYIO CIIEIHATHN3UPOBAHHIIIO TIOATOTOBKY IO
CEpIIOBUAHOKIETOUHOM aHeMuu. [[i1st Toro 4ToObl CyOBEKTHI MEPBUYHON MEANKO-CAHUTAPHOMN
MOMOIIM MOTJM BBIMOJHUTE 3Ty paboTy, Yy HHUX JOJKHBI OBITh HaAJEXKallhe CBSI3U CO
cHelanucTamM, paboTalolMMM Ha BTOPUYHOM M TPETHMYHOM YPOBHSAX MEIUIUHCKOTO
00CITyXKHBaHUS, Y KOTOPBIX OHU MOTJIH OBl MOMYYUTh KOHCYJIbTAIIHIO.

18. Jlnd mutaHMpOBaHMSI M OLEHKH COOTBETCTBYIOIIMX MEIUKO-CAHUTApHBIX MEpP Ba)XHOE
3Ha4YeHUE UMEIOT HayYHBIE UCCIIEA0BAaHUS U AU IHA30D. [ TOKYMEHTaIBbHOTO OOPMIICHHS
BO3JCHCTBUS MAJSIPUM Ha KIMHUYECKUE MPOSBICHUS M HAKOIUIEHUS 3HAHWM, KOTOpBIE
HEOOXOAUMBI ISl Pa3pabOTKU COOTBETCTBYIOIIMX MOJENeH MEAMKO-CAHUTAapHOM IOMOIIH,
HE00XO0IMMO M3YYHUTh €CTECTBEHHBIN X0/ pa3BUTHS CEPIIOBHIHOKIETOYHOM aHemMuu. [1jist cOopa
JAHHBIX B LEJISAX IPUHATHS 00Jiee 000CHOBAHHBIX PEIIEHUH U TEXHUYECKOTO COTPYJHUYECTBA CO
CTpaHaMHu, OCOOEHHO C TEMH, PeCypChl KOTOPBIX OIpaHUYEHBbI, HYXKEH MO3TalHbIN MOAX01 K
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SMUAHAI30DPY 32 CEPIIOBUTHOKIETOYHON aHeMUel U CBSI3aHHBIMU C Hel (pakTopamu prcKa U UX
MOHHUTOPHHT. BCECTOPOHHSS cucTeMa AMHUIHAI30pa TAKKE AT BOZMOKHOCTh TTOJTYYUTh JJaHHBIC
0 BO3JeHCTBUM NPODUIAKTUKH, JICUEHUS U yXO0Jla, KOTOPhle HEOOXOAUMBI B MPUOPUTETHBIX
CIIy4asix, 0COOCHHO B CTpaHaX ¢ HU3KUM YPOBHEM PECYpCOB.

19. B pesomounn WHAS7.13 Accambres 3apaBooxpaHeHus oOpaTuiach K rocy1apcTBaM-
YJieHaM C MPU3BIBOM MOOMIIM30BaTh pecypchl Ha paboTy B 00JacTH T€HOMHUKH U 3/I0POBbS B
mupe, a B mae 2005 r. IcnoTHUTEIbHBIA KOMUTET IPUHSII K CBEACHUIO ToKIaa CekpeTapuara o
0oprbe ¢ reHeTHYecKuMU 3aboneBanusmu!. Briocnenacteum Accambiiess AQpUKaHCKOTO COr03a
Ha cBoed msATOM ouepenHorr ceccuu (Cupt, JluBuiickas ApaOckas Jxamaxupus,
4-5 nrons 2005 T.) moaaeprkaa npeioxKeHne O BKIIFOUCHHH CEPIIOBUAHOKICTOYHON aHEMUH B
NepeYeHb TMPUOPUTETHBIX BOMPOCOB B 00JacTH OOMIECTBEHHOTO 3]PaBOOXPaHCHHSIZ.
B nocneanue roasl B Adpuke ObU10 CO3aHO HECKOIBKO HETIPABUTEIbCTBEHHBIX OPTaHU3alINM,
HaIlpuMep TaKKuX, Kak MeXTyHapoaHas Dedepayus accoyuayuii no bopvboe ¢ OpenaHoyumo3om 6
Appuxe, koTopast 00BEIUHIET B CBOEM COCTaBE MHOTHE YUPEKIACHUS, BKIItodass Deneparuio
ki1yooB Hurepuu no 60pb0e ¢ ceprnoBUIHOKICTOYHON aHeMuel. HarmoHnanbHble accormanuu
cymiectBytOT B bennne, bypkune-®aco, ['ane, [ Bunee, Kamepyne, Konro, Kot 1’UByape, Manu,
Hurepe, Hurepuun, Ceneraie, Toro u Yazge. Jliis Toro 4To0b! MpaBUTENbCTBA 3aTPOHYTHIX CTPaH
U MEXTYHAPOIHbIE YUPEKICHHS MO OKa3aHUIO TOMOIIM MOTJIH MIOJIHOCTBIO OCO3HATH MACIITa0bI
9TOM MPOOJIEMBI U YJIETUTH JOJIKHOE BHUMAHUE CEPIIOBUIHOKIETOYHON aHEMHUH, HEOOXOJIMMO
HATAKUBATH JAITBHEUIITNE TAPTHEPCKUE CBSA3H HAa HAIIMOHATILHOM, PETHOHATILHOM U TI100aJTbHOM
YPOBHSIX U MPOBOJUTH MH(POPMAIIMOHHO-TIPOIIATaHIUCTCKYIO pabOTy Ha BBICOKOM YPOBHE.

20. HcnomHuTenbHBIH KOMUTET Ha cBoeli CTO CEMHAIIaTOH CeCCHH OOCYIW BOIPOC O
CEpPIIOBUIHOKIIETOYHOW aHEMUHU U PACCMOTPEN COOTBETCTBYIOIIYIO PE3OJTFOIIHIO.

JTEVCTBUA ACCAMBJIEM 3JIPABOOXPAHEHU S

21. Accambriee 3IpaBOOXpaHEHUS TMPEIaracTcsi pPacCMOTPETh MPOEKT PE30JIOIHH,
coaepxaruiics B pezontonuu EB117.R3.

' TToxyment EB116/2005/REC/1, mpoTOKOJI HEPBOTO U BTOPOTO 3aCeIaHHiA.
2 Assembly/AU/Dec.81 (V).

3 Cwm. noxyment EB117/2006/REC/2, mpoTOKOJ HATOTO 3aCeaHHUs.




