PI'II na ITXB «PecnydiukancKuii UeHMp pa3eumun 30pagooxpaneHus»
Munucmepcmea 30pasooxpanenusn Pecnyonuxku Kazaxcman

L[enmp rxonomuru u OT3

Omoen oueHKU MexHoa02Uil 30PA6OOXPAHEHUA

Hoatep oxenepmusvt u oama Cmpanuya

No 321 om 26.11.2019 2. Tuz2l

Omuem oueHKU MexXHO102Uil 30PA600XPAHEHUA

Kparkoe pe3rome

1. OObeKT IKCNEePTH3bI

AHanu3a moTra B HEOHATaJbHOW JHMArHOCTHKE
MYKOBHCIIHJ03a

2. 3asBUTENb, HOMED, JaTa UCX.IHCbMA

AO «HayuHblit UEHTp MHEIHMATPUM U JIETCKOH
Xupyprau», uex.Ne01-20/106, ot 24 ausaps 2019
roja

3. 3asBIcHHBIE [I0Ka3aHUs K IPUMEHEHHIO

Jluarnoctuka mykoBucuuaosa (E84-Kucrosnbii
¢ubpo3)

4. Komnaparopsl, npuMensiemble B PecnyOmuke
Kazaxcran

B PK B jeiicTByiolmeM IpHKase OnNpejesieH
tapud Ha meton - OnpeneneHHe MyTalMil reHa
MYKOBOCILHA03a B JIHK MOJICKYJISIPHO-
reseruyeckum metoaom (10 009,14 1r). Mertoa
MPUMEHSETCS T10CIIe aHaIN3a XJI0PU/IOB B T10TE.

5.  Kparkoe onucanue,

CTOUMOCTB

npeaBapHTEiibHAA

B OTJIMYHE oT KJIaCCHYECKOI0 =
OMOXUMHUYECKOTO MeTo/1a ['nbcona-Kyxka,
KOTOPBIM  ONpEJEIseTCs  HEMOCPEACTBEHHO
KOHLEHTpalsi  HMOHOB  XJiopa B II0TE
obcnenyemoro  OosnbHOTO, paboTa  MOTOBBIX
aHamm3atopoB  «Nanoduct» — ocHoBaHa  Ha
U3MEPEHHH  [POBOJUMOCTH  HOHOB  IIOTa,
Ha3bIBa€MOM «DKBHBAJIEHTHOW» KOHUEHTpalHeH
XJIOpHIa HATPHS.

Jlnst nosyyeHus pe3y/ibTara HeoOX0AUMMO Beero 3
MKJI 1ota. [IpoaomKuTeIbHOCTE TOTOBOH 1TPOOKI
cocragisier okosi0 10 MHUHYT, U3 KOTOpBIX 2.5
MUHYTbI — 2nektpodope3. Drta  Mojelb
paspaboTaHa JUIS HOBOPOXJIEHHBIX W JICTCH
NEPBBIX  MECALEB  KHU3HM, HO  MOXKET
HCIOJb30BaTHCS B modoM BO3pacTe.
[Inanupyemsie 3aTpatsl Ha | OJHOTO TalMeHTa
cocrasisgeT 30500 renre.

6. Crnemmamacrsl/Ilepconan/Vciosus
NPOBEIECHHS BMEIIATE/IbCTRA

JUTS

[To panneiM  3asButens 17 perMOHaIBHBIX
Bpaueii-nadbopanToB, Ha 6a3e 3 I'/Ib (r. Anmatsl,
r. Hyp-Cynran, r. llleimkent) u 14 OJ1b (Bce
obnacTh)
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Munucmepcmea 30pagooxpanenus Pecnybnuku Kazaxcman
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Omuem oyeHKU MexHo1021l 30pagooXpaHeHun

7. Pesynsratel OT3

AHaIu3 1MoTa, OCHOBAHHBIM HA KOJIMYECTBEHHOM
OIpe/IeieHHH XJI0Opa U HATPUs B IIOTOBOM TECTE
ABTIAETCH «30ITOTBIM ~ CTAHAAPTOM»  JUIA
muarfoctukd MB. MeTo/ibl. OCHOBaHHBIE Ha
HU3MEpPEHHH ITPOBOIMMOCTH 3a cyer
«IKBHBAJIEHTHOW»  KOHLEHTpAMU  XJIOpHIa
Hatpuss B rnore (Nanoduct), comocTtaBUMbl ¢
METOJJaMH  HEMOCPEJCTBEHHOr0  M3MEpEeHHs
XJIOPH/IOB, JYBCTBHTEIBHOCTh MeToaa
cocraenser 100%, crneuudpuynocts — 79-96%.
MCTO,T_'[ MOKET HCIIOJIbL30BATBCAd B KaA4YCCTBC
MpPOCTOr0  TecTa JUIS  UCKITIOUEHHS WM
MOCTAHOBKH JIMArHo3a npu noao3peHuu Ha MB.
IIpu norpaHuyHbIX pe3ysibTaTax aHalau3a [oTa ¢
HCTIONTE30BAaHNEM yKa3aHHOTO MeTo1a
PEKOMEHIYETCS OMPEIEC/IEHHE XJIOPUJOB B NOTE
OMOXMMMUYECKUM METO/IOM H T'€HOTHIIMPOBAHHE.
Meton  wmeer  OnaronpusiTHBIH — npoduIb
OesonacHocTu. OTcyTcTBHE Tapuda B TNepevHe
['OBMIT u OCMC orpanMuuBaeT NpUMEHEHHE
METO/I1a.




PI'IT na ITXB «Pecnyfnukanckuii yenmp pazeumus 30pagooxpaHeHua
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Omoen oueHKU mexHoA02uil 30pagooXpaHeHus

Omuyem oUeHKYU MexXHO102Ull 30pAg00XPAHEHUA

CnucoK HCIo/Ib30BAHHbIX 200peBHATYP H COKPAINEHHH

MB /CF MykoBHCIH103 (KHCTO3HBIH GUOPO3)
JI1 JloBepuTenpHbI HHTEPBAI
CFTR Cystic fibrosis transmembrane conductance regulator
CFNBS CKPHHMHT HA MYKOBHCIIH/I03 Y HOBOPOX/IEHHBIX
NBS CKpHHWHT HOBOPOXKICHHBIX
OMT

1. Onucanue 3ab0/1eBaHHA

1.1. Onucanue, npuuuHbl 3a001eBaHus, (HaKTOpbl pUCKa

Mykosucunnoz (MB) sBnsercs cephe3HBIM TeHeTHUYeckMM 3abosieBanueM (nedexkt B Tak
Ha3bIBACMOM [€HE «TPaHCMEMOPAHHOrO peryasTopa MPOBOAMMOCTH MYKOBHCLHI03a» HWIH TeHa
CFTR xoHTponupyromuid JBUKEHHE BOJAbI MU COJM B M M3 KIETOK Teja), KOTOPOE BbI3bIBAET
CEpbe3HbIC TOBPEKIACHUS JIBIXaTEIbHOH M IMHIIEBAPHUTEIBHOH CHCTEM. DTO MOBPEXKIACHHE HacToO
ABJISIETCS PE3YJIbTATOM CKOIUIEHHs I'YCTOH JIMIIKOH CIM3M B opraHax (mucus—ciu3b, viscidus —
Bs13kuii). Haubonee yacto nopakaemble opraHbl BKJIKOYAKOT B ce0si:

1. Jerkue

2. MOJIKENY/I04HAs Keje3a

3. ne4YeHb

4. KHIIEYHHK

MyKOBHCIH/103 NOPAXKAET KJIETKH, KOTOPBIE MPOM3BOJAAT MOT, CIAM3b M [HIIEBAPUTEIILHBIC
(bEpMEHTLL O6b1yHO 3TH CeKpeTUupyeMbie JKUIOKOCTH TOHKHE H rmaagkKHe, Kak OJIMBKOBOE

macno. Bwmecto Toro, 9TOOBI JIeiCTBOBATh Kak CMaskKad, KHJKOCTH 3a0MBAIOT KaHAJIBI, T]I)YGB‘I %1

NMpoOXo/Isl B TEJIC. .

B nedctByromedd B Hactosmee Bpems «MexIyHapoaHOH cTaTHCTHYECKOH Kiaccuukaiiu
Oonesneil u npobneM, cBA3aHHBIX cO 3710poBbeM» X nepecmotpa (BO3) mykoBciMI03 yKa3aH B
Knacce IV «bone3nn HSHIOKPUHHONW CHCTEMBI, pAacCTpOMCTBA NUTAHHMS W HapyIIeHHs oOMeHa
BEILECTB» M BKJIOYAET N0APYOPHKH:

E84.0 — MyKOBHCIIH/103 C JICTOYHBIMH [POSABJICHUSAMH,

E84.1 — ¢ KHIIEeYHBIMH NPOABICHUIMH,

E84.8 — ¢ 1pyrumMu nposiBieHUsIMH,

E84.9 — neyroynennblii. Haspena HeoOxoaumocts Goniee coBeplIeHHOH KiaccH(UKAIMH, 4TO
Oyner peasmzorano B MKb-XI.

PaGowas rpynnma mno mnoaroropke Takoi kinaccudukaumu s MKB-XI  npeacrasuna
MYKOBHCLH/I03 CJIE/IYIOLIUM 00pa3oMm:

— KJIACCHYECKHH MYKOBHCLH03 C TAHKPEATHYECKOH HEI0CTaTOYHOCTHIO;

— KJIACCHYECKHH MYKOBHMCHHI03 C HEHAPYLICHHOH QYHKLHEH 1MO/DKETy/I04YHOM KEE3bI;

— aTUIHMYHBIH MYKOBHCIIH/03;

— W30JIMPOBAHHAY 00CTPYKTHBHAS a30CTIepMUS™;

! https://www.healthline.com/hcalth/cystic-fibrosis
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Omoen oueHKu mexHo102uil 30pas0oXpaHeHus
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Omuem oyeHKU mexXHo102Uil 30pasooXpPaHeH U

— XPOHHYECKHH IMmaHKpeaTuT*;

~ @JUIEPrUYeCcKUil OPOHXO0JICrOYHBIH acrepruiies™;

— JINCCEMHHHPOBAaHHBIE OPOHXOIKTA3BI™;

— ¢ Gy3HBIH TaHOPOHXHOIUT™;

~ CKJICPO3MPYIOLIUiT XOAHTUT. *

Heo6x01uM0, 4T0ObI 110 Kpalineit Mepe 0/1Ha MyTalus ObL1a uaeHTH(GUIpoBaHa.”

bosiee 15 ner B Poceun ucnonezyercst pabovas kiaccuukalus, rnpeuiokentas npodeccopamu
C. B. Paunnckum u H. U. KanpanoseiM. Knaccudukaius 1 kIuHHYecKas KapTHHA MYKOBHCIH/103a
COrJIacHO 3TOH KilaccuuKauuy, onpeieisiorcs ¢opma Oonesnu, ¢asza M aKTHBHOCTH Ipollecca,
JlaeTcsl XapakTepucTHKa OpOHXOJIETOUHBIX TPOSBICHUH H YKa3bIBAKOTCS OCIIOKHEHHS.

Dopma done3nu

» CMemanHas (JIerOYHO-KHINEYHas ).

» Jleroynas.

» Kumeunas.

DOpMBI BBIIEIIAIOTCS 110 TPEUMYINECTBEHHOMY ITOPAXKEHHIO COOTBETCTBYIOIIHX CHCTEM.

Daza u akmueHoCcMb npouecca

» daza pemuccHu.

P AKTHBHOCTb MaJasi, Cpe/IHss.

» ®aza obocTpeHus (OPOHXHT, THEBMOHHS).

Masbl porecca OTHOCATES K OPOHXO0JIErO4HBIM NPOSBIECHUAM 3a00/1CBaHHUA.

Xapakmepucmuka 6ponxonezouHbIX U3MEHEHUN

Knunuueckan

P BpoHXHUT (OCTPBIH, peLHIHBUPYIOLIHI, XPOHUYECKHIA).

P [THeBMOHMS (TTOBTOPHAS, PELHIHBHPYIONIAS ).

Inoockonuveckan

P OHJI0OpOHXUT  KaTapaibHblif,  KaTapalbHO-IHOWHBIA,  THOMHBI  OrpaHMYEHHBIH W
pacipocTpaHeHHBIH.

DyHKuuoHanbHaA

» Tun napymennii (06CTPyKTHBHEIH, peCTPHKTHBHBIN, CMEIIaHHBIH ).

» Crenensp Hapywenui (1, I1, T11).

Ocnoxcnenun
ATenekTasbl, abCIECCHL, IMHEBMOTOPAKC, MHOMHEBMOTOPAKC, JICFOYHOE Cepille, KPOBOXapKaHbe,
JICTOYHOE W JKEJIYyJJOYHOE KPOBOTEYCHHE, IalMOPHMT, OTECUHBIH CHHAPOM, LHMPPO3 IEUYCHH,
SKBHBAJICHTbHl MEKOHHAIBHOIO HICYCa, BBINAJCHHS MPAMOH KMIIKM, OTCTABaHHE B (PU3MYECKOM
pa3sBUTHH. B HacToslee BpeMs CyMECTBYeM MHEHHE, UTO LHPPO3 TIe9eHH OTHOCHTCS K MPOSIBICHUSM
MB, a He k ocnokHenusm 3aboneBanus (6-if HauuoHansHbIi KOHI'peCC Mo MyKOBHCLH103Y, CaHKT-
IlerepOypr, 2003).

B ykasanHo#i Kiaccudukanuu He yUHTBIBAIOTCH MHKPOOHOTA OPOHXMANLHOTO JEpeBa, FeHOTHII
0oIBHOrO M TsKECTh Mpouecca. [lenecooGpasHo JONOMHATE IHArHO3 YKa3aHHEM Ha BhICCBAEMBbIC

2 https://www.cysticfibrosisjournal.com/article/S1569-1993(01 J00007-8/pdl
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Omoen ouenKu mexnon02uit 30pagooxXpaHeHus

Omuem oUeHKU MexXHO102Ull 30pa8ooXpPaHeHuA

naToreHHble OakTepuw, ompejieleHHeM TsokecTH TedeHus MB u pesynbratamMu reHeTHYeCKOro
MCCJIE/I0BAHUS.

Ouenka maxcecmu 3a601e6aHUA.

P Jlerkoe TeyeHHE (JI0KHBI TPHCYTCTBOBATH BCE MPU3HAKH! )

» Cpe/Hee TeueHHe

P Tsoxenoe Teuenue

Jlns omnpeneneHuss 0o0OCTpeHHMs OPOHXONErOYHOrO MpoLecca HUCHOIBL3YIOTCH JBa BapHaHTa
KpUTEPUEB.

I-it sapuanm (nanuyue 2 npusnakoe us 6):

P> M3MeHeHHe [[BETa WM KOJIMYECTBA MOKPOTBI.

> YcuieHue Kaius.

P [losiBeHHE HEJOMOTAHUSI, YCTATOCTH, COHIIMBOCTH.

P AHOpPEKCHs MJIM NOTeps Beca.

» CHwxenue nokaszaresneit @B/l va >10% w1 peHTIeHOBCKHE H3MEHEHHS.

» YcuneHue ObILIKH.

2-ut gapuanm (Hanuyvue 4 npusnaxos uz 12):

P> Mzmenenne nseta niam o0bneMa cekpera.

P [losBcHHE WM YCHJICHHE KPOBOXAPKAHbSI.

> YcuiieHue Kanuis.

P YcuneHue OJIbIIIKH.

P [losiBNIeHHE yCTAOCTH, COHTHBOCTH.

» Temneparypa Bbiie 38 °C.

P AHOpEKCHS WM [IOTEPS Beca.

» bouib B cCHHYCax.

P l3meHeHHe BBIZCICHUI U3 CHHYCOB.

» HoBble npH3HAKH B JIETKUX NPH (H3HKAILHOM HCCIICA0BAHHH.

» CHwxenue nokaszateseit ®BJ] ua 10% u 6oee.

» Hosbie npusnaku Ha pentrenorpamme (Fuchs H. J., Borowithz D. S., Christiansen D. H. et al.
Effect of acrosolized recombinant human Dnase on exacerbation of respiratory symptoms and on
pulmonary functionn in patients with cystic fibrosis // Chest. — 2002. — Vol. 121 (1). — P. 64-72).2

1.2. [Tonysisinus (XapaKTepHCTHKA, KOJTHYECTBO)

MyKOBHCIH03 ABISETCA PACTIPOCTPAHEHHBIM T'EHETHYECKHM 3a00IeBaHueM CpejH  Oelnoii
nonynasuui B Coenunennsix Illrarax. 3abGoneanne Berpewaercs y 1 u3 2500 n0 3500 Genbix
HOBOPOXICHHBIX. MYKOBHCUH/I03 peKE BCTPEYaeTcss B APYIMX STHHYECKHX TPYNIAX, MOpakas
npumepro 1 13 17 000 appoamepukanties u 1 u3 31 000 amepHKaHIeB a3HaTCKOTO MPOHCXOKIEHHS.
OTO OJHO M3 CaMBIX PaclpOCTPAHEHHBIX HAC/ICACTBEHHBIX 3a00NeBaHMi cpely Kaskasies. QKOO

ahttD://’(:ts‘[r(!tvaru.com/bibliotckaJ‘VoI)()‘Vu9(.‘%DO%A3"Aal)()‘%)‘)f-’\%[)U"/u,‘:)l3.‘,'/»[)0“/092%D0%98%[)0%/—\ 1%1D0%A6%I1)0%98%D
0%94%D0%9E%D0%97 %D0%9E%D 1 %80%D0%BB%DO%BE%DO%B.?%DO%BS%ZO%DO%BA%DO%BE.Ddl‘
* hitps://www.medicinenet.com/cystic_fibrosis/article.htm#cystic fibrosis_facts
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Omoen oyeHKu MexHoa02Ull 30PA8OOXPAHEHUA
Ne 321 om 26.11.2019 2. 6us2l

Omuem OUeHKU MeXHOA02Ull 30pA800OXPAHEHUA

1000 HOBBIX cIy4aeB MYKOBHCLHAO03a AHATHOCTHPYETCS  KaxkKIIbIH ron.” B CoemHeHHBIX

[IITatax crpanaoT okoso 30 000 uenosek.

1.3. PacnpocrpanénnocTh/3a00.1eBaeMOCTh

Yrobsl 3a0051eTh MB, 00a poauTes 10KHBI ObITh HOCHTEIAMH.

Ecnu y IBYX HOCHTENeH ecTh peOeHOK , €CTh:

e 25 npouenrtos win 1 u3 4 waHcos, 4ro y pedenka Oyner MB

e 50 mponenrtoB, uau 1 B 2, mauc, yto pebeHok Oyaer Hocutenem, Ho He Oyaet umetb CF

e 25 mpouenTtoB uiu 1 u3 4 mancoB, 4yTo pedeHok He OyaeT HocuTeneM U He Oynet umets CF

Bonee 10 Munonos amepukaniies HecyT red CF u Hudero ne 3uaror.’
B MHOTOIIEHTPOBOM HCCJIE/I0BaHHH, NTPOBEJEHHOM B 27 eBpomneicKux cTpaHax, 3abosieBaemMocth MB
Obuta ouenena kak 0,073% or obwel yucieHHOCTH HaceneHus. Pasiinunble GakTopsl pHCcKa, TaKkue
KaK pacoBas 4YHMCTOTAa, MMMMIPALMs, pPAacoBas MHTErpaius, MyTallus, a HHoraa M (aKTopsl
OKpYXaroINeH CpeJbl, MOryT pacCcMaTpuBaThcA Kak pa3BuTHe OonezHu. TeM He MeHee, pacripereneHue
Q)ak'ropos PHCKa MOXKET OBITH NEPEMEHHBIM B pPa3sHbLIX I'pyIinax HacCJICHHA. Camble BBICOKHE MOKAa3aTe/JaH B
EBpone n cambie nu3kne B Bocrounoii Asum.

About 1 case in 2000-4500
1 case in 3500
L T 1 case in 100,000-350,000
ARCNC OCEAN
EUROPE !
S 1 case in 2560-15,876
e, PACHIC
1 case in 7056 AFRICA . OCEAN
S0 £ B
matrc AMERICA i
OCEAN
-&1
» 1 case in 10,000-40,000
1 case in 3500-8500
ANTARCTICA

Shitps://www.medicinenct.com/cystic_fibrosis/article.htm#cvstic fibrosis facts
8 https://www.cff.org/What-is-CI/About-Cystic-Fibrosis/

7 https://www.medicalnewstoday.com/articles/147960.php
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Ne32] om 26.11.2019 2. 7uz2l

Omuem oUeHKU MexHo102Ull 30pagooXpaHeHus

CTaTHCTHYECKHI aHaM3 pa3dIM4YHbIX KOHTHHEHTOB B OTHOLIEHHMH pacnpocTpaHeHHoctHn MB
MOKa3a1, 4To B A3WM caMblii HU3KHI IPOLEHT MAllMEeHTOB ¢ 3TUM 3aboneBanueM. COrlIaCHO JIaHHbIM
BcemupHo#t  oprammsamuu  3apaBooxpanenus (BO3), wHer noxppobuoit  umHbOpMammH 0
pacnipoctpaneHHOCTH MB B A3un. X0Ts 9T0 MOKET OBITH CBA3aHO ¢ OTCYTCTBHEM PErHCTPAIMH, T.K.
MHOTHE a3MarCcKHe CTpaHbl HEe MMEIOT HanuoHanbHO# peructpauuu CF. Kpome Toro, mmeromuecs
JaHHble OblIM  coOpaHbl M3 CEPUU  UCCIECJIOBAHMH ClIyuyaeB WM HMHIMBHIYAJIbHBIX OTYETOB
Gonpuuil. McXoas 13 HMEIOUIMXCS AaHHBIX, YHCII0 3aperuCTpUPOBaHHbIX nanuenTos ¢ MB B 3anaauoi
Asun coctaisgeT oquH Ha Kaxkasie 4000-10 000 yenorek, B TO Bpems Kak 4uciio B BocTouHoi Azun
HAMHOTO HUXeE, T.€. oJuH chyvail Ha kaxasie 100 000-350 000 uenosek. Hanpumep, B Mujauu, kax
crpae B 3amananoit Asuu, pacmpoctpaHeHHocTh MB cocrapnsier oaun ciayuyaid Ha 43 321-100 323
gernoeka. Kpome Toro, cratuctuka B SIMOHMM cocTaBiseT (Ha BocTOKe) oJuH ciaydad Ha 350 000
yesioBeK. Cpeu ApYyrux a3uaTrcKUX CTpaH OJMKHEBOCTOYHBIE CTPaHbl HMEIOT OYEHb OTPAHHYCHHYIO
uHpopmaluo. IT0 CHOBA MOXKET ObITh CBA3aHO ¢ oTcyTcTBMeM Hanmonansnoro peectpa CF u / wiu
HENPABHILHOH CHCTeMOM oT4eTHOCTH. KpoMe TOoro, oTCYyTCTBHE MEJUIIMHCKONH OCBEIOMIICHHOCTH, a
TaKKe I[IPEKIAEBPEMEHHAs CMEPTh B  PE3yJIbTaTe€ HE BBISABICHHOTO JIEYEHHS  YXYALIAIOT
cutyanuo. OCHOBBIBAsICh Ha Cpe/IHEM CTAaTHCTHYECKOM aHaynze Ha bumkHem BocToke, y Kak10ro U3
2560 no 15 876 cnyuaes Obln pazpaboran MB. 3aboneBaemMocTs BappHpyeTCs CPe/IM Pa3HbIX PErMOHOB
no-pasHomy. Hanpumep, oauH nauueHT 3apeructpupoBan B baxpeiine 3a mnocnenuue 15
net. Hanporus, 11 nereit ¢ MB coobuminn B tevenne 1 roma B Jlusane. [lokazarens mo WMpany
cocraisan 1 na 100 000. Kpome Toro, Hayunslie ucclieoBaHus BoisiBHIM MyTanuio F508del B rene
CFTR y GonpuuncTBa nmanuenToB ¢ CF. B cBsa3u ¢ atum vyacrora myranuu y F508del B rene CFTR
cocrasuiia 37.5%: 24% u 18-23% B Jlusane, Typunu u Hpane coorBercrsenno. Hccnenosareiu
MPEANOJIOKHIIH, YTO MEKCEMEHHBIH Opak B 3THX PErHOHAX SIBJISIETCS PEIIAOIMM (aKTOPOM PHCKa
passutus MB.
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Omoen oueHKU MEXHO102UN 30PABOOXPAHEH UA
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Omuem oyeHKu mexHo.102uil 30pa6o00XPaAHEHUA

SO00.-9999
10000-49999

8 -s0000

[ICF not recorded

A¢puka. Opunmansnas craructuka BO3 nokaseiBaet, uto Benbimka MyTtaiuu B renax CFTR B
Tynuce u Amxupe cocrasnser 70-79%. CornacHo HccieoBaHuiO, onyOiukoBanHoMmy B (1999),
pacnpoctpaneHHocTh CF cpeau HaceneHus AQpPUKH B IOKHOM perHoHe Oblia BbIIIE, 4YeM Cpeau
0/iel, )KUBYIIMX Ha BOCTOKe M 3amajae Adpuku. [leiictButensho, B teyenne 1998-2000 romos e
OBUIO 3aperncTpUPOBAHO HHU OAHOTO ciydas 3aboneBanuss MB B 3amagHom pernoHe AdQpukn.
Bo3moxHO, B 3TOT neproa OOJBIIHHCTBO OPraHoOB 3/paBOOXpaHeHMs ObUIM BOBIICYEHBI B OOpLOY ¢
HeJoeaHueM, OeHOCTLI0 W / uin GopbbOi CO CMepTelbHBIM paclpocTpaHeHHEM TyOepkyses3a M

BUY-undexuuu.

Cesepnas Amepuka. Yactora MB B CeBepnoit Amepuke cocramiser 1 Ha kaxasie 2500
yejoBeK. TeM He MeHee, CYIIECTBYIOT pa3djIM4Msi B €ro pacIpe/elCHHH [0 aMEpPHKaHCKOMY
KoHTHHEHTY. PacripoctpanenHocts MB B CIIIA cocraBnser 1 Ha xawasie 2900 nereii. B Kanane
IaHHbIC COCTABNAIOT | Ha Kaxbie 2500 neteit. D10 MOXKET ObITh CBA3aHO C PA3JIHYHAMH B STHHUYECKOH
HJIH pacoBoii mpuHayiexkHocTH B CeBepHoii Amepuke. benble pachl Bblie, yem Jpyrue packbl, T. €.
KOpEHHBIC aMEPHKAHIIBI, JJATHHOAMEPHKAHIIBI M YepHbIe, W TIOCKOJBKY Oellbie pachl HMeIOT Oolee
BBICOKYKO PacoBYKO YHCTOTY, OHH MOryT ObITh Oojee CKJIOHHBI K pasBuTHio MB, uto TpeGyer
JIJIbHEHIIErO U3YYECHHUS.

HOxknas Amepuxa. [OkHas AmepHka Kak KOHTHHEHT C OTPOMHBIM PACOBBIM HEPABEHCTBOM
UMEET OOJIBIIOE KOJIMYeCTBO nanueHToB ¢ MB. Benbliiku Ha KOHTHHEHTE ObLTH B 3aBUCHMMOCTH OT
PETHOHOB M CTpaH mnpoxkuBaHus oT | ciayuas sa 3500 o 8500 uenosek. Bosbuiee uuciio
pacmpeenenne CF oTmedaercs B ceBepHOM permoHe (Mekcuka), Ha tore (ApreHTHHA), 3aTeM Ha
BocToke (bpasumus) u 3anaze (Yuium). B To ke BpeMs, OH NOKa3bIBAET CaMblii BBICOKHI YpOBEHB
3arpsisHeHus B FOxnol Aprentune. HeGnaronpusitHble 5KOHOMHYECKHE yCIOBHUS, TAKHE KaK BbICOKAS
CMEPTHOCTE OT GoJIe3HEH, OTCYTCTBHE NPAaBHIBHOTO JHATHO3a H BCACHHA PECTTMPATOPHBIX HH(EKLMI
ABIIAIOTCA (paKTOPaMH, BIHSIONIMMHI Ha WU PLI 110 paclpocTpaHEeHHIO HTOro 3a00JIeBaHHs.
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Espona. [lo cpaBHeHWIO C JpYrHMHM KOHTHHEHTaMH, B [EBpore camplii BBICOKHH YPOBEHb
CF. Beicokas pacnpoctpaHedHHocTs MB B EBpone BbIHYKIA€T CTpPaHbl KOHTHHEHTa [POBO/IMTH
CEpbEe3HBIC MPOrpaMMbl CKPHHHUHIa Ha 5Ty Oone3nb. CylIeCTBYIOUIME NPOrpamMbl, TaKHE Kak
CHHJIPOM HOI'TH-KOJIEHHOW YallleuKW AJIs CKPHHHHTA TeHeTHYECKHX 3a00JIeBaHuM, TOMOTIIH TIPHHSATE
sto pemenne.—C co3nannem Esponeiickoro obmectsa CF (ECFS) B 2004 romy mnpouece
ycKOpHJICS. BBICOKHI ypoBeHb MOXKeT ObITh pe3yabTaTOM IPABUIbHOH PETHMCTPAlMM M BbICOKOM
KJIMHUYECKOH ocBeoMiIeHHocTH. B EBporne cymiecTByeT oueHb XOpOIIO OpraHH30BaHHas CHCTEMa
perucTpaiuu, Kkotopas nojuepxusaercs ECFS. Tloayuennsle JaHHbIE M3 HalMOHANBHbBIX peecTpoB CF
u otenbHEIX nenTpoB CF OyayT nocTynars B CHCTEMBI Ha peryJisipHOi ocHOBe 1o Beel EBpore.

Kak nokazano B Tabmune, pacnpenenenue CF sBisiercs Oonee jpamMaTHYHBIM B CEBEpHOM, ceBepo-
3anajiHol W leHTpaibHO#H EBpone.

JleiictButenbho, Farrell ef al . 8 2007 r. cooOmanock o camoi Beicokoi poxkaaemoctd MB (1 Ha
1353 uyenoseka) B Mpmangun. Omgnako B ['epmanun ¢ 82/425 nammenTtamMu ObUTo caMoe OoJbinoe
KOJIH4eCTBO nauueHToB. Cpeau cTpaH, paclosioKeHHbIX B ceBepHOM perunoHe EBponsi, Ounnsanaus
MoKasajia camblii HU3KHH ypoBenb 3aboneBaemoctd MB (1 na 25000 yenosek). C apyroii cTopoHsL.
BCE OCTAIbHBIE YacTH EBPOIBI NMPUMEPHO OJUHAKOBEI B 9TOM OTHOLICHHH. JTO, BEPOSTHO, CBA3AHO
MEX/Iy pacaMu M pacoBbIM cMelneHueM MakTHYeCKH, UCCIeJ0BaHUs MToKa3anu, 4yTo MyTtauus F508del
B rede CFTR sBnsercs Oonee yacroii (70%) cpenu eBponeHCKMX MALMEHTOB CPEM €BPONEHCKHX
NalHeHTOB.

Country Population Prevalence Estimated
CF incidence

Denmark 5413 0/761 1:4700(78.52]
Finland 5215 0123 1:25000175:531
France 60.424 0750 1:4700I17¢]
Germany 82 425 Q/829 1:33001L7¢-83]
Ireland 3970 2:98 1:13530%
Italy 58.057 0872 1:42380#
Netherlands 16.318 0:781 1:4750I83]
Porrugal 10.524 0271 1:6000037!
Spain 40.281 0/546 1:37500%
United Kingdom 60.271 137 1:238104

CF: Cvystic fibrosis
Oxeannn. Kak 1 pacoBble pa3iuyus B ABCTPa/IMM, H4acTOTa M paclpeIe/icHue MaluenTos ¢ MB

BappupyioT. Camas BBICOKas pacnpocTPaHEHHOCTb B ABCTpaJiM  CBA3aHA C OPHMTAHCKHMH
MMMHrpanTamMd, ¢ 1 ciyuaem na kaxaple 2021 poxaenue. XoTs I JPYTHX TOHOK CKOPOCTb
cumxaercs B 2,5 pasa.-Kak nokaszano, 3HaYHTEIbHOE KOJHYECTBO CTPaH, 0COOEHHO pacroiOkKEHHEIX B
Adpuke, yacTax Asun n dacTax HOxHoli AMepHKH, HE HMEIOT HJIH HMEIOT OFPAHHYEHHYIO CHCTEMY
perucrpaiuu. [ToHsTHO, YTO Opranbl 3ApaBOOXPaHEHHs ITHX CTPAH He UMEIOT PYroro BIOOpa, Kpome
Kak HWrHopupoBath MB, 4To cBA3aHO ¢ APYrHMH BaXHBIMH M TPHOPUTETHEIMH 3aJa4aMu B
OOIIIECTBEHHBIX  BOIPOCAXx, HalpUMep, TIpaXKJaHCKOH BOHHOH, OeOHOCTBIO, HEAOCOAHHCM H
BCIIBILIKAMA HMHPEKIHOHHBIX 3aboeBaHHii, TakuX Kak TyOepkynes. [lonuTHKa B STHX permoHax
HyXIaetes B nepecMorpe. CorylacHo coOpaHHOM HH(POpMALIMK, MOKHO YTBEP:KIATh, 4To Golee 50%



PI'IT na ITXB «PecnyiukauHckuii ueHmp pazeéumus 30pasooXpaHeHus»
Munucmepcmesa 30pasooxpanenua Pecnyonuxu Kazaxcman

Henump sxonomuxu u OT3

Homep axcnepmuzet u oama Cmpanuya

Omaoen oueHKu mexHon02uil 30pasooxXpanenus
No 321 om 26.11.2019 2. 10 u3 21

Omuem 0UeHKU MexXHO102Uil 30pA80OXPAHEeHUA

CTpaH Ha pa3HBIX KOHTHHEHTax He mMetoT nHpopmanmn. Kak cnencrsue, BO3 yxke nepeuncimna CF
KaK BaKHOe 3aDojieBaHHME M IMONPOCH/IA BCE CTPaHbl OOHOBHTH CBOM JIAHHBIE M OTYETHI 1O CIIydasM
CF. DTo B KOHEYHOM MTOI€ 3aCTAaBMT CTpaHsbl M1aHkupoBaTe Hannonanbuelii peectp CF.

Ecmum B 2015 r. B Kazaxcrane HacuuteiBasio 73 nauueHTta ¢ MB, u3 kotopsix 68 jgereii u 5 crapiue
18 ser. ® Ilo manubiM AO «HayuHblii 1eHTp neauaTpuu M aeTcKoil xupypruu» (2019), ceiuac B
PecnyOnnke Kazaxcran ¢ 1MarHo3oM MYKOBHCIM/03 3apeructpuposano 106 gered u 11 B3pocibix. C
KOKIBIM  TOJOM YHCIO CTpajalolMX JIeTed ¢ 3TOH narojorued  yseauwuusaercs. U
MPO/IO/HDKUTENILHOCTD AKHU3HH MOKa JOCTHraeT MakcuMyM 22 JIeT, TOrja Kak Ha 3amaje ceryac crajo
BO3MOXKHO Mpo;yieHue x)u3uu nojei ¢ MB o 50 ner.?/ 19

1.4. locseacTBHA 1A 00IecTBA, HATPY3Ka HA OK/IKeT

Myxkoeucunao3 (MB) MokeT ObITh ONACHBIM JUIs KU3HH, M JIHOAM € 3TUM 3ab0JieBaHHEM, Kak
IPaBHJI0, HMEIOT MPOJIOJDKHTENILHOCT )KH3HH MeHblle HOpMaibHOH. [llecThecsaT Jier Ha3ax MHOTHE
aetd ¢ MB yMupanu 10 JOCTHXKEHHS BO3pacTa HaYaaIbHOH K06l CpenHuil BO3pacT BbKHBAEMOCTH
Vv My»K4HH Bble, yeM y sxermun.'' B 1997 roxy B ['epManuy cpe/Hsis COBOKYIHAS BBIKMBAEMOCTh
cocraBisina 29,3 roga. DToT mMokasaTteslb OB CONMOCTAaBHM C IOKa3aTelsiMH B JIPYTHX €BPOIEHCKHUX
crpanax.'” Ilo mgamnbiM MranesHckoro peectpa Mykosucnmmosza (2018), 176 nammento MB
(cpenuuii Bospact 32 roaa; 81 my:xumHa u 95 xenumH) ymepau B nepuoja 2011-2014 rr.”* B 2012
rogy u3 111 denosek, ymepmux ot MykoBHcuujposa: 105 Opun B Bo3pacte 15-64 net; 4 Obim B
Bo3pacte 0-14 ner; 2 Obutn 65 u Bbiwe. Ilo Beeit BenukoOpuranuu (2019) B 2008-12 roaax 285
MYKYHH U 313 JKEHIIUH yMEPIM 0T MyKOBHCIIH/103a.

[TosToMy mporuo3 naveHToB ¢ MB 3aBHCHT OT paHHell JMarHOCTHKH W PEryispHOro yxoja. U3
HOBBIX JHarHo3oB 75% crassarcs y aereit B Bozpacte 10 2 jer. ITocTaHOBKA NMPaBHIILHOIO JMArHO3a
MO3BOJMT M30€XKaTh HEHYXHBIX TECTOB M CIKOHOMHTH pecypchl 3/paBooxpaHenus. Eciu amarnos
TIOCTABJIEH BOBPEMSI, MOXKET OBITh HA3HAUYEHO COOTBETCTBYIOIIEE JIeYeHHE, CIIOCOOCTBYIOIIEE JTyUIIEMY
pesyabraty. B nacrosiuee Bpems Her siekaperBa ot CF. Jleyenue obecriedyrBaeT BBHICOKOE Ka4e€CTBO
KH3HM ~ NAMEHTA, INPEeNyNpeskJaeT M  JIeYHT OOOCTPEHHs] XPOHHYECKOIO0  MH(EKIMOHHO-
BOCITJIMTENIEHOTO TPOIIECca.

2. CymecrByomue MeToabl JHarioctuku B Kazaxcrane
2.1. JlexapcTBeHHas Tepanus/Xupyprodeckiue MeTo/Isl/podee

AJNrOPUTM  JUIs  TOCTAHOBKM MPABHIBHOrO JMarHo3a spisieTcss Haubonee dh(PEeKTHBHBIM
€nocoboM 1o3BOIMT M30€XKaTh HEHY)KHBIX TECTOB H COKOHOMHTH PECypChl 37paBooxpaHenus. Eciu
MHAarHo3  TOCTaBJIEH  BOBPEMs, MOKET OBITb  HA3HAYEHO  COOTBETCTBYIOINEE  JICYEHHE,
CIIOCOOCTBYHOIIEE JIyYIeMy pe3yabTaTy. B IMarHoCTHYECKOM alropuT™e KIMHHYECKOro MpOTOKOIa

% http://archive.ws-conference.com/wp-content/uploads/1007.pdf

? https:/forbes.kz/news/2019/01/12/newsid 190495

10 hitps://jmd.amjpathol.org/article/S1525-1578(15)002 16-0/fulltext

' hitps://www.medscape.com/answers/1001602-3 1223/what-is-the-prognosis-of-cystic-fibrosis-cf
12 https://www.ncbi.nlm.nih.gov/pubmed/9842699

15 https://www.nebi.nlm.nih.gov/pubmed/29506377

14 hitps://statistics.blf.org.uk/cystic-fibrosis
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o Mykosucuuozy M3 PK (2018r.) B nabopaTopHOM HccleI0BaHUH MpH 11o103peHun Ha MB mocne
KOHCYJBTAIIHH Y3KHX CICLHAJIMCTOB MEPBbIM JTANOM JHArHOCTHKH SBISETCA OINpEACICHUE
XJIOPUJIOB B MIOTOBOM JKUAKOCTH 3-X KpaTHO (npoba MUHOPA) ¥ TOJNBLKO MOC/IE 3TOT0 BTOPBIM 3TalloM
npornucansl: MonekynspHo-reneTHdeckuii ananus reHa CFTR (nonroscumensnsiit) ¥ ONpeJIeIieHAE
MaHKpPEaTHYECKOM dJ1acTa3bl B KaJe (pesko chuoicena). T.e. NEPBBIM ITANoM THArHOCTHKH H €IMHCTBEHHBIM
ABJAETCS ONpeJie/ieHHe XJI0PU/I0B B IOTOBOM KUKOCTH, KaK X BO BCEM MHPE.

2.2. CroumocTs/3aTparsl
B npukaze Munuctpa 3apaBooxpanenus Pecnybanku Kazaxcran ot 28 uions 2019 roga Ne

KP JICM-98 O BHeceHMM H3MeHEHHMH B mnpuka3 MuHHCTpa 37paBooxpaHeHus PecnyOiawku
Kasaxcran ot 5 centsiops 2018 roga Ne KP JICM-10 "O6 yrBepx/aeHUH Tapu(PoB HA MEAMIIMHCKHE
YCIIyTH, OKa3blBa€Mble B PAMKAX ApPaHTUPOBAHHOIO 00beMa OecIIaTHOH MEJIMIMHCKOH NOMOIIU U
B CHCTeMe 0053aTeIbHOr0 COLHAJIBHOTO MEIMIMHCKOrO CTpaxoBaHHs' MpeacTaBleH METOH -
Onpenenenne myrauui reHa mykoucuuaoza B JIHK MonekynsipHo-reHeTHYeCKHH METOIOM,
croumocts — 10 009,14 tenre (Kox K3I' B09.788.017). CornacHo ajroputMy AHArHOCTHKH,
Ipe/ICTaBIIEHHOMY B KIIMHHYECKOM IPOTOKOIE 10 MYKOBHCIIH/IO3Y, 9TO JHATHOCTHYECKHH METOT
BTOPOTO psifia U IPUMEHSAETCA MOCIIC ONpPEAC/ICHUS XJI0PHIOB B 10TE. B KIMHMYECKOM MPOTOKOJIE
0 MYKOBHCIK/I03y MNponucaHa 1norosas npoda sHa MB. B neiictByromem tapudukarope norosas
npoba He mpezactasieHa. CTouMocTs | mpoObl, corilacHo JAaHHBIM 3asBuTeNs coctaBaser 30500
TEHTE.

3. BMemarebcTBO
3.1. HeobxonumocTh BHEIPEHUS

bONMLIMIAHCTBO MIOJIEH € MYKOBHCIMIO30M Y3HAIOT O OONE3HH MO3/HO, KOTAa yXyALIaeTcs
COCTOSIHHE BIUIOTh 10 CMEPTENILHOIO HCXO0/1a B MOJIPOCTKOBOM MITH B3pOCioM Bo3zpacte. [TalMeHTs! ¢
MB u ux ceMbs J0/KHBI 3HaTh 0 OOJIE3HH, YTO KIET HX B OyAylleM Ha NPOTSHKEHUH BCEH SKHU3HH U
caenarth )KH3HCHHBIA BBIOOD, B TOM YHMCJIE ONPENETUTHCA ¢ TeM, KakK M Korja oHu ympyt. [TosTomy
JIMarHOCTHYECKME METO/Ibl OYEHBb aKTyalbHbl H HEOOXOAMMBI /ISl PAHHETO Pacro3HaHHs OOJIE3HH H
NPOJUICHHUS MPOJODKUTEILHOCTH JKH3HH 3a CYET CBOEBPEMEHHOIO U COOTBETCTBYIOILETO JIEUCHHS.

3.2. Onucanue BMEMATE/IbCTBA, MOKA3aHHS, IPOTHBONOKA3AHHS, CPOK YKCILTyaTANHM

Onpeﬂeﬂeﬂnu KOJIHYECTBa XJIOpH/Ja HATpHA B ITOTEC JUJIS BLISABJICHHUS MYKOBHCIH/J03a CYHTACTCA
«30JI0TBIM ~ CTaHJIapToM». TeXHOIOrHS BBIABJIEHWS T[OTA HA CErOJHAIIHWH JeHbL Ooliee
YCOBEPIICHCTBOBAHA.
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Hukakol crenuanbHOM TOJITOTOBKH JUIS ATOTO TECTa HE
TpeOyeTcs. YUacTOK KOXKH Ha pPyKe YMCTbIH M cyxoi. B
X0/ aHaIM3a Koka oOpabarbiBaeTcs mpenapaTom (JUCK ¢
nuwiokapnuHoBeiM — reniem  (Pilogel),  nexapcrtBom),

= CTHMYJIMPYIOIIHM MOTOOT/IEICHHE. [Tosepx
. — 00pabOTaHHOrO y4YacTKa KOKH [PUKPEILISIoTCs 2
Kw ool 3JIEKTPO/Ia PEMHSAMH, CTUMYJIHPYIOIUIT MOTOOTACNICHHE
: HeOOJIBLINMH pazpsiiamMmu TOKA. Crumynsius

IPOJOJIKACTCS HECKOJIBKO MUHYT, BO BpeMsl KOTOPbIX Ha
KOXe MOMKEeT TOSBIATLCH YYBCTBO [MOKAJILIBAHUS WM
Teria. 3aTeM IEKTPOJl YAUIAT U COOMPAKOT NOT (BCEro
3 MHKpOJIMTpAa [10Ta) ClIeLHaIbHLIM YCTPOHCTBOM JUis

cbopa nmorta 3areM NPHKpENIgeTcss K YUCTOH MOBEPXHOCTH KOXKH B O0JACTH CTUMYISIIHU TTOTOBBIX
#ene3. OH MpHKIeeH K Koxke, 4ToObl He Aath eMmy ABHUrarbesi. COOpaHHbIA MOT CTAHOBHTCA CHHHM,
KOIJla OH BXOJMT B KOHTaKT ¢ CHHHM KpacuTeleM BHYTPH KOJUICKTOpa, Jelias €ro BH/IMMBbIM JUIA
TEXHHYECKOro crenuanucra. [locine Toro, Kak A0CTATOYHOE KONHYECTBO IOTA TOMANET B TPYOKH
BHYTPH KOJUIEKTOPA, €r0 yJalfi0T H MOMELAoT B aHaau3aTop nora. Koxa pebenka Moxer ocraBarbes
KpacHOH M IPOIO/DKAaTh IMOTETh B TEUEHHE HECKOJIBKMX YacoOB MOCJIE TecTa. ITOT TecT O0JIe3HEHHBbII,
XOTSI HEKOTOPBIE JIETH YyBCTBYIOT JIETKOE MMOKAJIBIBAHHE WJIM NIEKOTKY, KOT/Ia 2JIeKTPOIBI MOJAK0T TOK
Ha KOXY.

[Ipo10/BKUTEILHOCTE IOTOBOM MPOOBI COCTaB/ISET 0KOA0 10 MHHYT, M3 KOTOPBIX 2,5 MHHYTHI —
anekTpodopes.
Peil}IJ]bTaTLI aHajli3a IMnoTa Ha MYKOBHCHHIO3 CUHTAIOTCA IOJIOKHTEIILHBIMH npH CJICAYHIICM
COJICPIKAHUM XJIOPU/Ia HATPHUS:
ey JieTeit 10 6 MecaneB — Boite 30 MMOJIB/THTD
* y JeTei crapue 6 mecsieB — Bbiine 40 MMOJIB/THTD.
HopmanbHble noka3aTesn Beerjia HuKe yKa3aHHbIX BO3PACTHBIX 3HAYCHHIA.
[lo nmanuemM Instruction/Service Manual, pesymstater Nanoduct oneHeHbl €O CCBUIKOH Ha 93TH
JIManasoHsl, 1718 JeTel 10 16 ner, B HopMe ot 0 10 60 MMoub / 11,
coMHUTENBHBIH 0T 61 10 80 MMoub / 1 1 CF Boime 80 mmons / i (sxBuBaient NaCl).

KoHCeHCYCHBIH KOMHTET PEKOMEH/IYET CIeAYIOIIHE KOHTPOIBHBIE THAMA30HBI:
COJIepKaHHs XJIOPUCTOrO 110Ta /Ul JETEH B BO3pacTe /10 6 MeCsLEB:
HeT auarHo3a MB, eciu 3HaueHus < 29 MMosnb / 13
IIPOMEXKYTOUHBIH, €CIIM 3HAYEHUS HaxXoaaTcs B auanasone 30 - 59 mmouns / 1;
3Havyenud ykasbialoT Ha CF, ecitm onm > 60 MmMmouts / 1.
Jlns neteid crapiie LIECTH MeCsLEB JAMAnas’oHbl cocTaBiasior: < 39, 40 - 59 u > 60 mmons / n
COOTBETCTBEHHO.

[Ipn moxrotoBke K TMpOBeNEHWIO HCCICIOBAHUS CIIEyeT W30€raTh HAHECEHWs Ha KOXKY
KOCMETHYECKHX CPEICTB 3a 24 yaca J10 UCCIeI0BaHMS.

JT1a MOJieNb paspaboTaHa Uil HOBOPOXKICHHBIX M JIETEH IEPBLIX MECAIEB KH3HH, HO MOJKET
WCII0JIb30BaThCs B TIFOOOM Bo3pacre.
MeTo HMeeT CBOM NPEeUMYIIIECTBA U HELOCTATKH.
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OcHOBHBIE IPEUMYINECTBA METOA:
- TpeGyercst HeOoIIbLIOE KOJTNYECTBO MOTa- 3 MKIL.
- HenpepbIBHO-IIPOTOYHBINH METO/] aHAJIH3a CO/IEPIKAHUS JIEKTPOJIMTOB.
- OrcyrcTBHE OTCNIBHOM (askl cOopa nora.
- BpeMsi cTUMYJISLIMH TTOTa COKpamaercs 10 2,5 MUHYT (MOHO(DOPE3 ¢ TMUIIOKAPITHHOM ).
- HauanbHas ckopocTh NOTOOT/IEIEHUS PACCYHTHIBACTCH aBTOMATHYECKH.
- Jleprxaten J1eTKO MPHKPETIISIOTCS K KOHEYHOCTH pedeHkKa.
- «HanomakTy - npubop He TOJIBKO JUIst HOBOPOXKACHHbIX.

Henocrarku:
* TEXHHYECKHE HETOJIA/IKH,
* pazjpajxeHHe KOXKH WM 03KOTH, CBSI3aHHBIX C TECTHPOBAHHE IIOTA, TAK KAK HEKOTOPbIE NALMEHTDI
pearupyroT Ha 3JeKTPOCTUMYIIALHMIO (TOK HoHTO(ope3a Ooee 4 MA) M Ha MTHJIOKAPIIHH.

[TokazaHus K TECTHPOBAHMIO 110Ta

CymecTByeT MHOXKECTBO JIBIXaTEIBHEIX, KeyI0YHO-KHIICYHEIX U MeTabOIMIECKHX TTOKa3aHuH s
TECTUPOBAHMS 10Ta. MJIaJICHIIbI U MAJIEHBKHUE JIETH MOTYT HUMETh CIICAYIOLIEE:

*[lonOXKUTENBHBIH ~ CKPMHMHIOBBI  TecT  HOBopoxkaeHHoro  Ha  CF  (moBblueHHBII
uMMyHOpeakTuBHBIH TpuricuH, IRT) ¢ mocnenyromum BeisiBienneM o1HO#M umn 1Byx myrtanuii CF.

* B yTpobe 3XOreHHbIM KUIIEYHHKOM WJIH KHIIEYHOH HENPOXOAUMOCTH HOBOPOXK/IEHHBIX.

* ﬂJII/ITeJ'IbHaH HeOHaralbHas XXeJITyXxa.

* Cemeitnas ucropuss CF wmm crarye Hocutens CF.

* PeniuBupyromme MHGEKUUH JAbIXaTeNIbHBIX MyTeH.

* bponxoskras

* XpOHHYECKHH Kallelb

* XpOHHYECKHE XPHITBI

* Creatopes

* HocoBoii monun

* Brinagenue npsamoi KHILKH

* Kynbrypa MOKpoThI nofoxkutenbia A1 CF poJIcTBEHHbIX NATOI€HOB.

* PeltMIMBUPYIOIUH OCTPBIH NAHKPEAaTHT HIIH XPOHHYECKHH MTaHKpeaTHT.

* MouuTtopunr tepanuu MBakapropom unu apyrumu moaynstopamu CF

[To maHHBIM 3asgBUTEIIS, IPU UCIIOJIB30BAHMH JIAHHOH HOBOHM TEXHOJIOTHH HEIOCTATKOB HE BEIABIIEHO.

HpOTHBOHOKﬂBaHH}I
* HoBoposk/ieHHbIE B Bo3pacTe /10 48 4acoB: 1MOCKOJIBKY BBICOKHE KOHIICHTPAITHH SJICKTPOITHTA MOTYT
ObITh OOHAPYKEHBI B IMOTE B MEPBbIE IHH KH3HH.
s rHHep‘IyBCTBHTEﬂbHOCTb K IMTHJIOKapIIMHY.
« He MNpOBOAHTCA aHalI|3 I10Ta, ACTAM, MNOJIYYAIOIIHM KHCJIOpPOA ¢ IMOMOIOBR) OTKprTOﬁ CHCTCMBEI
JIOCTABKH. DTO HE OTHOCHTCS K MJIQJICHIIaM, HAXOAAIIMMCS B KIOBE3€.
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Mepsl ITpeI0CTOPOKHOCTH TIPH MPOBEIEHHH TECTA Ha I10T.
CymecTByeT HeOOIbIIONH PUCK OCIIOKHEHUI IPU MPOBEICHHH aHa/IN3a 110Ta.
» HyXHo Mcmonp30BaTh TOJNBKO CHCTeMy HOHTO(oOpesa ¢ OarapedHbIM NHTAaHHEM (C 3aIMTHBIM
BBIKJTHOYATEIIEM ).
ITpu sKcryaTallid MEIWITMHCKOH TEXHHWKH HEOOXOJAMMO INPOBEPHUTH IEKTPOOE30MAacCHOCTh BCEX
MCTOYHHUKOB [THTAHKS HA MPEIMET YTEUKH HAMPSKEHUs U TeKYLIUH KOHTPOIIb (€5KET0IHO)
2 PeI[KHe, HO HE3HAYUTECIBHBIC OCJIOXKHECHHSA MOTYT BKIITFOUATE IMOKPACHEHHE KOXKH, 06pa3013aHHe
Ny3bIpeil UK 0KOTH, HO OHH MOTYT OBbITh CBE/IEHbl K MUHHMYMY € OMOILBIO OCTOPOKHON TEXHHUKH.
» Ajlepruyeckas peakiiis Ha MHMIOKApIUH BCTpedaeTcs KpaiHe penko. OnHaKko, nNpH BOCHANCHHH
KOXKH M KpalMBHHIlE, HEMEIIEHHO MpPeKpaTHTh NPOLEIYpPy H IPEINPHHATH COOTBETCTBYOLIYHO
MEIUIIMHCKYIO IIOMOLIb.
* Bce o0pasiibl nanMeHToB SBISIOTCS IOTEHIHAIBHO HH(PEKIIMOHHBIMH H JI0JDKHBI 00pabaThiBaThCs B
coorBeTcTBHH €O « CTaHJIAapPTHBIMH MEPaMH IIPe/IOCTOPOKHOCTH Y.

3.3. Ucropus co3aaHusA, pa3IHIHbIe MOJETH/BepCHH/MOTHPHKALMH

Bpauy Jlopotu Anaepcen (1938r.) mpunuceBarOT 0JIHO U3 NEPBBIX MATOJIOTHYECKHX ONHCAaHUH
3a00J1eBaHKs, Ha3BaB €ro «MYKOBHUCIH/I03 MOKETYIOYHOH Kee3bl». ITO onucaHue ObU10 OCHOBAHO
Ha HaIM4YUM pyOLIOBOM TKAHM M KMCT B IIO/DKEIYJOYHOH JKee3e, KOTOpble ObUIM OTMEYEHbI MpPH
BCKPBITHH TAIMEeHTOB ¢ 3aboneBanueM Jjerkux. CBsi3b aHOM@IWH IOTOBOIO 3JEKTPOIHTA €
MYKOBHCI{M/I030M ObLa YCTaHOBIEHa BO Bpems skapsl 1948 rona B Hewo-Mopke. B 1956 roay
[[Ipaxman u ['am HMCHOAB30BANIM AHAIM3 IEKTPOIMTA IMOTA JUIA JIMATHOCTUKH B CBOEH KIMHUKe. B
1959 roay nokropa I'mbGcon u Kyk onucain KOJMYECTBEHHBIH TECT Ha HOHO(OPE3 B MHIOKAPITHHE
(QPIT), Taxke WM3BCCTHBIA Kak «TecT Ha mnoT» s amarHoctuku CF. Drta MeTomosorus
TECTHPOBAHHKS /10 CHX MOP OCTAETCA 30JI0THIM CTaHAapToM s auarHoctukd MB.'%/ 7 C cepeunbl
80-x romoB XX BeKka B NMpPaKTHKE BCE MHPE MCITOIB3YIOTCS anmapaThl 118 CKPUHHHT-IHArHOCTHKH
MB, coueraromue cucteMy 3mekTpodopesa, cbopa MoTa U ONpeIeIeHUs COAEPKAHUS TCKTPOTIHTOB
B HeM (Macroduct 1 Nanoduct amepukanckoii pupmbl Wescor).'®

3.4. Kaaposslii moTeHnMa/j, MaTepHaJIbHO-TEXHHYeCKoe oDecrieyenne 1Jisi BHeJPEHHN B
Kaszaxcrane

[To nanubiM 3asBUTENS TOATOTOBIEHBI |7 pernoHaIbLHBIX Bpadeii-nabopanTos, Ha 6aze 3 ['/lb
(r. Anmarsl, 1. Hyp-Cynran, r. Illsimkent) u 14 OJIb (Bce o6nacTH) 118 NMpOBEACHHS JaHHOM
TEXHOJIOTHH.

ITo pexomenmaumum MHcTHTyTa KiIMHHYeckuX W naboparopuelx crangaptoB (CLSI) mo
TECTHpOBaHHID moTa: Bee TecThl IOMKHBI OLEHHMBATHCA JUPEKTOPOM LEHTPA H JIHPEKTOPOM
nabopatopuu (CLSI 2009)."

IS hitp://www.schn.health.nsw.gov.au/ policies/pdf/2013-1001.pdf

19 https://www.labee.com/spg793917_history_of cf and_diagnostic_testing.aspx

7 https://www.ncbi.nlm.nih.gov/pme/articles/PMC1320177/

Bhitp://ostrovaru.com/biblioteka/%D0%9C%D0%A3%D0%9 A %D0%IE%D0%92%D0%98%D0%A 1 %D0%A 6%D0%98%D0%94
2%D0%9E%D0%97 _%D0%9E%D 1 %80%D0%BB%D0%BE%D0%B2%D0%B8%20%D0%BA%D0%BE.pdf

19 https://www.cff.org/Care/Clinical-Care-Guidelines/Diagnosis-Clinical-Care-Guidelines/Sweat-Test-Clinical-Care-Guidelines/
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3.5. Oxunaemerii 3¢pdext or BHeapeHHs,, MoOouHbIe siBjaeHHs (peuensun, JIDK npn
HAJTHYHH)

B jauarmoctdeckux pekoMmeHmanmuax @oHa KHCTO3HOTO (pubpoza pexkoMeHAyeT IPOBOAMTH
TECT Ha XJIOPHA TMOTa TEPBBIM MOC/IE MOJOKHTEIBHOIO CKPUHMHIA HOBOPOK/ICHHBIX Ha
mykosucim103 (MB), win ¢ xinHudeckum nopo3perueM Ha MB unn ¢ 6ecnokoiicTBoM 0 ceMeliHOM
aHaMHe3e, T.K. TECTHPOBAaHHE XJIOPH/Ia T0Ta YaCTO MPUBOIHT K TOUHOMY JHarHosy.”’

3.6. OnbIT HCMO/IL30BAHKUA B MHpeE

AHanu3 1noTa 1A JHarHocTHKH MB sBisieTcs «3010ThIM cTaHZApTOM» JUIS AMAarHocTuku MB.
C cepenunbl 80-x rogoB XX Beka B MPAaKTHKE BCE MHUPE MCMOJIB3YIOTCS annaparbl A1 CKPHHUHT-
nuarHoctHkd MB, coderaromme cucremy anexrpodopesa, cOopa nota U Onpe/eeH|s COAePHKaAHHs
TEKTPOJIUTOB.

3.7. OnpiT Henoab3oBanus B Kazaxcrane

AO «HayuHblif 1eHTp TeaHaTpuM» IpPUMEHSeT CHUCTeMY aHajlu3a T0Ta B HEOHATAILHOM
nuardoctuke «NANODUCT» ¢ 2013 roga no pa3oBoMy BBO3Yy Ha TeppHTOpHio PecnyOinku
Kazaxcran. Ha nepuoj ¢ 2013 no 2019 rr. stum uentpom Obuin onpesieiensl 1 164 ananu3os nora
¢ cucremoii «NANODUCT ».

B nacrosmmii MOMEHT CHCTEMa aHallM3a MoTa B HeOHATaNbHOH auarHoctke « NANODUCT"
npuMmensiercs B 6-tu obnactsax Pecnybnuku Kazaxcran, a uMeHHO:

1. Ilarnomapckas obnacTHas jieTckas OOTBHHIIA;

2. ObnacTHas jieTcKas KIMHHYeckas 0osibHuL@» 1. Kaparana;

3. AKTIOOMHCKHI MEIMIMHCKHH LEHTP;

4. Jlerckas ropojckas KiMHHYeckas 6oabHHIIAa No2» ropoia AIIMaTHI;

5. ObnactHas aerckas 6onbHuna TypkecTaHckoit o0nacTH;

6. Muoronpodunbaas aerckas 6onpuumna CKO.

B Toxe Bpemsa B 6-Tu oOnactax Pecnybnuku Kaszaxcran, a umenno: [laBiomapckoii 06macTHO¥
JETCKOH OonbHHIE, 00JaCTHOH AETCKOH KIMHMYecKOH OonbHuied r. Kaparanma, AKTIOOHHCKHM
MEJMIMHCKHM ~ LEHTpOM,  00nacTHOH  aerckoit  OonpHuuedn  Typkecramckoit — o0sacTh.
MHoronpoduIEHOH JeTckoii 6onprunel CKO, a Takke IETCKOM ropocKoi KIMHUYecKoH GombHHICH
Ne2 ropojia AnMaThl KOJTMYECTBO 3aIlVIAHUPOBAHHBIX AHATH30B, B 001eM, coctariseT 414 aHannzos.

3.8. 3aTparsl/Croumocts
3asBHTENIb MPEJOCTABHI MH(POPMALMIO O CTOMMOCTH ogHOro Habopa - 196 000 rtenre. B
Habope 6 anamu3os. I[lnanupyemble 3aTpaThl I NpOBEJCHHMS aHAIM3a Ha anmapare
«NANODUCT" ognomy naumenty coctasiser 30 500 TeHre Ha 0HOTO MaI{HEHTA.

3.9. IIpaBosoii cTatyc Ha TeppuTopuu Ka3zaxcrana

%0 https://pediatricsnationwide.org/2017/06/27/sweat-chloride-should-be-the-first-line-cf-test-but-often-isnt/
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MeaumuHCKOe H3/Ie/IHe HUMeeT TOCYJAapCTBEHHYK perucrpauuio B Pecnybiuke

KazaxcraH.
Per. Homep Tun Toprosoe Hazpanue | Jlara ITpousBoauTens Crpana
perucTpanuu
Px-MT- HMH Cucrema  anamuza | 01.11.2018r. Eli techGroup Inc. CIIA
5Ne(018408 norta B
HEOHATAJIbHON
JIMarHOCTHKE
NANODUCT

4. Mouck JA0KA3aTeJbCTB

4.1. Ilouck (Krouessle ciiopa).

[Tpu npoBeneHHH MOMCKA JMTEPATYPbl UCHOJb30BATHCH CIIEAYIOIIME KIIHOYEBBIC ClIOBA: cystic
fibrosis, newborne.

Bce onyGimkoBaHHBIE MCTOYHHKH JIMTEPATYPHl WACHTHQHIIMPOBATHCH B ICKTPOHHBIX Oazax
JAHHBIX JIOKa3aTelbHOH Meauuuubl 4vepe3 PubMed, Medline. Ilo pesynstaram noucka Ges
NpUMEHEHHs (QUIBTPOB KOJIMYECTBO mNyOnukamuii cocraBuino 518 wucrounukos. Taxxke Oblau
BKJTIOUEHBI MEKIyHapOIHbIC KIMHWYECKHe PYKOBOJICTBA, H JaHHBIE, Hall/ICHHbIE C TIOMOIIBIO APYTHX
MOUCKOBBIX CUCTEM Il OOHAPYMKEHHS JIONOJIHHTEIbHBIX HCTOYHHKOB.

Ilpu noucke B KayecTBe OrPaHUYMTENBHBIX (UIBTPOB OBLIM HCIOIB30BaHbI: HCCIIEI0BAHMUS,
NPOBE/JICHHBIE TOJILKO Ha 4YesloBeke u onyOdnuKoBaHHbIe 3a nocieanue 16 mer (¢ 2003 no 2019 rr.),
TOJBKO Ha aHrIMHCcKOM si3bike. IIpu noucke uccnenoBanuii Mo 3KOHOMHYECKOH sddexTuBHOCTH
ObuM oTOOpaHbl HMCClel0BaHUd, onyOiMKOBaHHbIe 3a mociaeanue 15 ner (2004-2018 rr.), na
aHTIIMHCKOM  3BIKE, BKJKOYAKOIIME aHaiu3bl J(QQEKTHBHOCTH M MHHHMH3auMio 3arpar. K
COXAaJIEHHIO, OI'PAHMYEHHOCTh HMCTOYHMKOB HaOmoJanach MO KIMHUYECKOH M 3KOHOMHYECKOM
3¢ heKTUBHOCTH U 0e30macHOCTH JaHHOro Meroja. I11o3ToMy, BBHAY HEJIOCTATOYHOCTH JIaHHBIX
KomuTer 1o cormacoBanuio auartosa ®oH1a MyYKOBHCIIHI03a HE PEKOMEHI0BA HCIIOJIL30BaTh IS
auarnoctukn CF B Hactosmee Bpems yctpoiictBo Nanoduct (Wescor Inc). Bosbimoe BHHMaHHe
MCCIIE/IOBATEIM B OCHOBHOM YJIETHIH Ha CKpHHMHI no MB. A jnaHHas TeXHOIOTHs HIPOBOJMTCH
1ocJIe TOM0KHTENBHOTO pe3ybTara CKPHHHHTA.

4.2. DppexTuBHOCTL H HesonacHocTh (OMHCaHHe HCC/IEIOBAHMIA: IM3AMHH, NONYJISLH, IO
ny0JIMKanMK, pe3y ibTaThl, CPABHEHHE ¢ CYMECTBYHINHMH a1bTEPHATHBAMH H T.].)

B perpocnektupnom ananuse (Caudri D. et al., 2017), 59 netsam npu nocranoBke amarnoza MB
U3MEpSUICsS XJIOpUJ oTa (cp. Bo3pacToM oT 5 Mec. mol3 ner), a 3atrem npoommwiack KT rpyiHoii
KIeTKH (cp. Bospact 14 ner, nmanason 6-18). Xiopua mota ObUT M3MEHEH y TeX, Y KOro OBLIH
3HAYUTENIbHO H3MeHeHbl oOwme nokasarenu KT B BospactHoii moarpynme ot 15-18 sier. ABTopsi
CYHUTAKOT, YTO YPOBECHb XJIOPH/IA [10TA ABJIAETCA BAKHBIM MPEJUKTOPOM THIKECTH 3a00/I€BAHHSA JICITKMX
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npu MB, onpenensiemoii no KT rpyanoii kieTku 1 GYHKIWM JIETKHX Yy JeTeil B Bo3pacTe 10 15 et u
crapiue.’!

Emiralioglu N. et al. (2016) cpaBHuIM 3HaYeHHs XJIOPHJA 0TA, NOdyUYeHHbIE MeTOIOM ['nbOcoHa
Kyka (GC), ¢ IpyrHMu MeTOlaMH aHalli3a I10Ta y TalMeHToB ¢ auarHozom MB u y KoTOphIX ObiN
HCKJIoueH  avarHo3  MB. ABropbl  XOoTenM — ONpEAE]WTb,  MOLYT  JIH  JIDYTHE METO/IbI
aHaJIM3a [0Ta HAJEKHO MAeHTH(GUIUpoBaTh nanueHToB ¢ MB u quddepennnposats X OT 3/10POBbIX
mojei. Konnentpanus xjopuaa Obita u3Mepena ¢ momompio Metoga GC W JIpyrHMH CHCTEMaMH
anaymm3a (Sherwood M926S xjopuaHbiid aHanu3aTop® U CHCTEMBI aHalM3a MOTOBLIX MPO0 (cHcTeMa
c6opa CFA®)). Bbuia cuiibHas MOI0XKATEbHAS Koppensuus Mesxay metoaoM GC 1 apyruMu MeTo/1aMu
TecTa Ha MOT CO CTATUCTHYECKOM 3HaunMocThio (r=0,85) y Bcex cyObekToB. KoHIEHTpalHs XJIopHia B
II0TE M MPOBOJAMMOCTD MOTA JAPYTHMH METOJAMH MOTa BLICOKO KoppenupyioT ¢ MetogoM GC. ABTops
CUHTAIOT, YTO JAPYroe 000opy0BaHUE /IS TECTHPOBAHMS 110TA MOYKET MCIIOIb30BATHCSA TAK JK€ HAICIHKHO,
KaK 1 Kiacchdecknii Metox GC, U IMarHOCTHKM WM MCKTIoderns MB.*

Lezana JL et al. (2003) npoananuzuposaiu o6pasips! oT 3834 nauuentos Ha MB. Cpennuii Bo3pact
nauuentos cocrasun 1,8 roma (JIM or 1 mecsaua no 54 net). Koppemsuua Coupmena mexay
THTPOBAHHEM XJIOpHAA U TpoBoAuMOCThIO Oblia r = 0,60 (P <0,001). Hanmyuriee moporoBoe 3HaYeHHE
nposoauMocTd s auarHocTuki CF coctasiano> uwin = 90 mmonb / 1 (4yBeTBHTENBHOCTE 99,7%,
cnetrpuynocts  100%, NOTOKUTENbHBIE M OTPHLATEIbHBIE I[POTHOCTHYECKME 3HavyeHus MB
cootBercTBeHHO 100% wu  99,97%). MeToa mpPOBOAMMOCTH II0Ka3al XOPOLIYK) KOPPEIsALHI0 ¢
THUTPOBAHUEM XJIOPH/IA U TOYHO pa3sinyai CyObeKTOB ¢ u 0e3 MB.?

ITleckn Det al. (2010) nposenn TecThl Ha [OTOOTAEIEHUE ABYMS crnocodamu nocie NBS. B
Teuenne 3 siet y 487 nereit ¢ MB oOHapyXeHHBIE MMOCIe CKPUHUHTA OBINIM MPOBEJIEHBI 00a MMOTOBBIX
Tecta, HaHOaKT W KJ1acCMYECKHI METO1 MUJIOKApPNHUHA, TPOBEAECHHBIE B TOT K€ JIEHB, B TOM K€ LIEHTpe
CF. ¥ nereit ¢ MB cpeansis npoBosumocts cocragisiia 99,8 = 1,8,8 MMouib/11, a cpe/iss KOHIEHTpalus
xnopunaa - 74,0 + 18,4 mmons/n1. 3nauenus mnanenues 6e3 CF coctaasim 29.8 £ 7,7 mmons / nu 19,2
+ 6,6 MMOJIB/JI COOTBETCTBEHHO. bblla 0OHapyXeHa Xopouias Koppelsuus Mexay o0oMMM TecTaMu
(ypoBeHb nocroBepHocTH 95% (JIM): r = 0.87). Onupasice Ha onblT HAOIIOJCHHUS J€TEH, MPOLLIE/IIMX
CKPHHMHI, OBLIO YCTAHOBJIEHO, 9TO ONTHMAIBHOE IOPOTOBOE 3HAYEHHE JUIA TECTOB IIPOBOJIAMOCTH
cocTariisiio 50 MMOJIB/JI, @ JIIS KOHLEHTPALMH XJIOpHI0B - 34 Mmob / 1 co 100% 4yBCTBUTEILHOCTBIO
v cneunduunocTeio  97.5%. ABtopbl cuurtaror, uto Nanoduct — 3(pdeKTHBHBIA M  HaJEKHbIH
uHcrpyMeHT B mpotokone CF NBS, nosponsiomuii 3pQekTHBHO NPOBOAMTH JHArHOCTHYECKHE W
oOyuaroiue  npouenypsl. OTHOBpEMEHHOE ~ TECTHPOBAHME  JBYMS  pa3fMYHBIMM  METOJaMH
(KOHILIEHTpPALMS M MPOBOUMOCTb) 00ECHIEYUBAET J0MNOIHUTEIBHYIO CHCTEMY KOHTpOIs KayecTpa. !

Barben U et al. (2012) nposenu 84 1mersM co CpeIHHM BO3pacToM 24 JIHS € TOJIOKHTEILHBIM
pe3y/ibTaToM CKpMHUHra Ha MB jauardHoctudeckoe wcciieoBaHve aHaiu3za nora ¢ Nanoduct u
Macroduct. Eciu  pesynbrathl TecTa Ha 10T ObUIM IOJOXMTEIbHBIMH, IIOTPAHUYHBIMU WIIH
HeyOeTUTeTBHBIMH, MPOBOIUIH oOmmpHBIH aHamu3 JIHK. B sToM NMUIOTHOM HMCCle/IoBaHMH aHaln3
nora Nanoduct nokasan Jy4iIyi BBINOJHHMOCTb JUIS MCIIOJIb30BaHHMS Y HOBOPOXJIEHHBIX 110

21 hitps://onlinelibrary. wiley.com/doi/full/10.1002/ppul.23739

22 htps://www.nebi.nlm.nih.gov/pubmed/27922233
23 https://www.ncbi.nlm.nih.gov/pubmed/15463838
4 https://www.ncbi.nlm.nih.gov/pubmed/21071339
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cpaBHeHHIO ¢ TecToM Macroduct, riaBHBIM 00pa3oM MOTOMY, 4TO JUIs Hero TpedyeTcs MeHbIIHi 00beM
nora, HeoOX0JUMO HCcleoBaHUe Ha Oosbiuem Habope npod Juist Gosee yOSAMTENBHOIO Pe3ysbTar W
3AKITIOYEHUA .

Rueegg CS et al. (2019) B MHOTOLIEHTPOBBIX UccIe0BaHUSX 118 AMarHocTUKH CF Toxke cpaBHMIM
meton cbopa Macroduct ® u Tect Nanoduct ®.  Jlia  2Toro  aBTOpbl  B3sJIM HOBOPOXKACHHDIX €
[OJIOKHMTEIBHBIM pe3yJbTaToM ckpuHuHra B nepuon mexay 2011 u 2015 ropamu. Hcenbitanus
Macroduct m Nanoduct nmoTta OslIH BBINTOJIHEHE! 0JIHOBpeMeHHO. Pe3zynbsTar nmorosoro tecra ¢ Nanoduct
Obin Gosee poctyneH, yem Macroduct (79 mpotus 60%, p<0,001). Nanoduct Obi1 B paBHO# cTeneHu
4yBCTBUTEIbHBIM, Kak U Macroduct, npu uaestuduxauun HopopoxaeHHbIX ¢ CF (4yBCTBUTENBHOCTD
98 mpotu 99%), HO MeHee crenHpuyHBIM (cnenuduyHocTh 79 npotuB 93%; 3HaueHwe P mpu
cpasHeHuH kpuBbIX ROC=0,033). ABTOpBI Npe/araloT NpoBOANTh AHAarHocTHKY MB n1Bymst meTonamu
KaK JIONOJIHEHHE APYT K Apyry. 2

Vernooij- van Langen et al. (2017) uccnenoamu 108 HoBopokIeHHBIX Ha MB ¢ momomisio
pa3sIMYHBIX METOAOB ompeneHus mnorta. llpoment ycnmexa Nanoduct cocraBimsn  93%, a
Macroduct/Gibson u Cooke - 79% (McNemar, p = 0,002). Nanoduct obHapyxuil Tex ke HalHeHTOB ¢
MB, uro u Macroduct / Gibson u Cooke. ABTOpBI CYHTAIOT, YTO MOKa3aTesib YCHEIMHOCTH ITPHMEHEHHUS
Nanoduct y mnajenues 6bu1 Bbile, o cpapHeHuto ¢ Macroduct, Gibson u Cooke.?’

Desax MC. et al. (2008) 3a 3 roma nporecrupoBanu | 041 nmauueHTOoB, M noayduan 946
pe3ynbTaToB AMArHOCTHKH. Y 95 nereit nmpownsomen cOoi ¢ HAHOMPOBOIOM (YacToTa oTkazoB 9,1%). 46
nauueHToB ¢ MB ObuiM npaBuIIbHO AMArHOCTHpoBaHbl (uyBcTBUTEABHOCTE 100%, 95% JIW: 93,1-100.
39 Obum nokHODOJMOKMUTEIbHBIMU (39/900, 4.3%: cnemuduynocts 95,7%, 95% JIU: 94.2-96.9,
TMOJIOXKUTENIBHOE TIPOTHO3UpyeMoe 3HaueHue 54.1% c 95% JIW: 43.4-65.0). ABTOpBI CYMTAIOT, YTO
Nanoduct MOXKET MCIOJIB30BATLCA B KAYECTBE MPOCTOrO TECTa Y MOCTETH OOJIBHOrO Ui OBICTPOro H
HAJEKHOTO HCKIIOYEHHs, JHAarHOCTUKM uiau npu nojospenun Ha CF. B ciyyasx ¢ morpaHu4Hoi
1poBoAMMOCTHIO (60-80 MMOITb / 11) yKa3zaHbI IpyrHe JONOTHUTEIBHBIE METO/IbI (ONpeieieHHe XJIopHia
M FeHOTHIHpoBaHue)>",

Claudia E. Kuehni et al. (2017) usmepunu nposoumMocts y 260 3/10poBbIX JOHOIIEHHBIX J€Tei B
BO3pacTe YEThIPEX JHEH H elle pa3 uepe3 4eThIpe HeJelIH, YT0Ob! ONpe/Ie/IUTh 00 YCIEIIHBIX TECTOB,
NPOJAOJDKMTEIBHOCTh  TeCTa M HOPMAJIbHbIE  3HAYEHHS IPOBOAMMOCTH MOTA Y HOBOPOKIECHHBIX.
Jlocrarounoe KonuyecTBo nota 6b110 codpano y 159 u3 260 nereit B Bospacte yerhipex jHeit (61%) 1y
225 w3 239 vetwlpexHenenbHEIX Aetel (94%). Cpennss (SD) npoxomkuTensHOCTs Tecta Obiia 27 (5)
25 (5) mun. Cpeanuii AManasoH npoBoauMocTH Obina 53 mmounb / i1 (16, 8-114) B Bo3pacTe ueThipex
AHeH M B BO3pacTe vueTblpex Heaenb 36 mmomb /a1 (9, 12-64). ABTOpEl PEKOMEHJYIOT
OIIPEJIEIATh MIPOBOAMMOCTE T0Ta ¢ moMomblo  Nanoduct B Bo3pacTe deTBIpeX Heleldb, 4YeM
YETBIPEXIHEBHBIM HOBOPOK/IEHHBIM. >

Rabia Gonul Sezer et al. (2013) perpocneKTHBHO pPaccCMOTpPENIH MEIUIMHCKHE 3allMCH BCEX
JeTel, KOTOpbIE TIPOXO/IITH TECTBI Ha MPOBOJIMMOCTE 110Ta ¢ urouist 2006 roga mo Hos6ps 2010 roja.

2sllllns:fferi.ersiournals.com/conlentMO/Suppl 56/P3384
26 hitps://www.ncbi.nlm.nih.gov/pubmed/30609259
7 https://www.ncbi.nlm.nih.gov/pubmed/25678232
8 https://www.ncbi.nlm.nih.gov/pubmed/17436014
2 https://www.ncbi.nlm.nih.gov/pubmed/28442278
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U3 2664 nanuenToB y 16 NMal@enToB OTMEYAIOTCS IMOBBIIIEHHE MPOBOAUMOCTH (> 60 MMoIb / 1) BO
BTOpOM TecTe W KiuHH4eckue mnpossiaeHus MB (P=0,003). Jluarnos Owur noarsepxkaen y 17
[AlMEHTOB C TECTaMH Ha IOTOOT/E/IEHHe, M Y BCeX M3 HHUX ObUIM OOHapy:KeHbl MyTallik IeHa
TpaHCMeMOpPAHHOTO PeryJsiTopa MPOBOAUMOCTH &) iad

PyxoBoactBo NICE no MyKOBHCUH103y OMUCBIBACT CIIEAYIOLIME MTOIXO/bI 10 IHATHOCTHKE:

1. MyKOBHCIIH/103 MOKHO JIMarHOCTHPOBATh HA OCHOBAHUH IOJOXKHTEIbHBIX PE3Y/IbTATOB TECTA
y mojeii 6e3 CHMITOMOB, HalpUMep., CKPUHUHT MIIAJACHIEB (MMMYHOPEAKTHBHBIH TPHUIICHHOBBIM
aHalli3 KPOBH) C TMOCIEAYIOIIHM aHAJIM30M [10Ta U ICHOB JUIS IMOATBEP)KICHHS WIH NPH HATHYUH
KIMHHYECKHX TPOSIBJICHHH, [OATBEPHKJCHHBIC pe3yJbTaTaMH aHajaM3a [0Ta WM TIeHa s
MOJITBEPIKICHHA WM TOJILKO KJIMHHUYECKHE IPOSABIICHHA, B PEAKHX CIIydasx JIOJEH ¢ CHMITOMAaMH,
KOTOPbIE HIMEIOT HOPMAJIbHBIH MOT MJIH PE3YJIbTaThl AHAJIM3A I'CHOB.

2. Ilpu KIMHUYECKOH 11€1ec000Pa3HOCTH BBINOJIHAETCA TECT Ha MMOTOOTAENEHHE (g JeTel
MOJIOIBIX JTFOJIEH) MIIH TECT Ha OTpe/iesieHHe reHa MYKOBHCIIH03a (U1 B3POCTBIX) Y MOACH ¢ Mo0BIM
M3 CJIEJYIOLUX CHMIITOMOB: HaJlM4HM€ CEMEHHOro aHaMmHes3a, BPOK/IEHHas KHIUEYHas arpesus,
MEKOHHMSI WJIEYC, CHUMITOMbI M NPH3HAKHM, YKa3blBAIOIIME HA CHHIPOM [UCTaJIbHOM KHIIEUHOI
HEMIPOXOIHMOCTH, 3aJiepkKa pocta (y MIQJIEHLEB M JeTed MIaIIero Bo3pacta), HeJ0CTATOYHOE
NUTaHHE, PELMIMBHPYIOICE M XPOHHYECKOE 3a00JICBAHHE JICIKHX, TAKOC KakK: PEUMIUBUPYIOLIME
MHDEKIMM HUKHHMX [IBIXATEIbHBIX IIyT€H, KIMHUYECKHE MM PEHTICHOJIOTHYECKHE IPU3HAKH
3a00JIeBaHMS JIETKUX (B YaCTHOCTH, OPOHXO03KTA3WH), MOCTOSHHBIE PEHTTEHOJIOTHYECKAE U3MEHEHHS B
IPYIHOH KJIETKE, XPOHHYECKHH BIIXKHBIH MJIM NPOJYKTHBHBIH Kallellb, XpOHHUYECKas O0JIe3Hb Ma3yx.
0oOCTpYKTUBHAsE azoocrnepMmusi (y MOJOAbIX JHOAEH W B3pOC/bIX), OCTPbIH HIM XPOHHYECKUI
MaHKpeaTHT, pacCTPOMCTBO BCACBIBAHHWS, BBINAJECHUE TIpAMON KWInkW (y Jerei), mncesmo-Bartter
CHH/IPOM.

3. [lanueHTsl ¢ MOJO3PEHUEM Ha MYKOBHCIIH/I03 HANPaB/SIOTCS B CHELHATH3UPOBAHHbBIH LIEHTp
110 MYKOBHCIIH03Y, B CITy4astX: €CJIM Y HUX MOJIOKHUTENILHBIA WM COMHUTENbHBIN pe3ynbTaT NOTOBOTO
TecTa, €C/IM UX KIMHWYECKas OLIEHKA MpPEANnoaraer, YTO y HMX MYKOBHCLMJI03, HO pe3yJbTaTbl UX
TECTOB HOpMajbHblE M B CiIy4asX, €CIM I'€HHOE TECTHPOBAaHHME BbiABIeT | uiau Oojee myrtauuii
MyKoBHCIHIO03a .

4.4. Dxonomuueckas 3pdexTHBHOCTE (OnNHcaHHe HCC/IeI0BAHMI: AH3AHH, MONYJIANHA, [0
ny0/JHKanHH, pe3ybTaThl, CPABHEHHE € CYIIECTBYIOIHMH a1bTEPHATHBAMH H T./1.)
Myxkosucuuaoz (MB) siBnsercs  HacieACTBEHHbIM — 3a0osieBaHHEM, KOTOpBIH  Tpedyer
MOKM3HEHHOrO JICYEHHS 10 Mepe mnporpeccupoBaHus 3aboneBanus. [locneanue MeaMuuHCKHE
JOCTHKEHMS YITYUIIHINH BEDKMBAEMOCTh, HO TakKe YBEJTWYMIIM 3aTpaThl. CpeaHerogoBas CTOMMOCTh
MEJMLUMHCKONH noMoiuu npu jedeHud MB coctaBnser mpumepno 15 571 ponn. CIHIA wHa ojaxoro
nanueHTa B roJ. Pacxonpl [Uis NAauUEHTOB C JIETKUMH, CPEJHUMH M TSDKEIbIMH 3a00JIeBaAHUAMHM
coctaBiaioT 10151 gomn. CLUA, 25 647 gomn. CIHA u 33 691 ponn. CIIA cootBeTcTBeHHO. Pacxoas
Ha MEJIULUHCKOE 00CTy)KUBAHHE B TEUEHHUE BCEH ®U3HU cocTarstoT npumepro 306,332 nomnn. CIIA
(3,5% ckuaka). bounblias wacTe pacxol0B NPHUXOJMTCS Ha CTAllMOHApHBIX OosbHBIX (58%), 3a

30 https://www.ncbi.nlm.nih. gov/pme/articles/PMC3564566/
31 https://www.nice.org.uk/guidance/ng78/chapter/Recommendations
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KOTOPBIMH CJIEAYIOT JleKapcTBeHHbIe npenaparsl (29%), menuuunckue ycuayru (10%), ociioxuenus
(2%) n nquarnoctuyeckue tectsl (1%).

®ownj1 kucroznoro Gpudpo3a CUUTAET, YTO XJIOPHJL 110TA CTOMT OTHOCHTENBHO HEJOPOTO.

[To maHHBIM OIMYOIHKOBAHHEIM B « Mupogom Jcypraie neouampuu», TECTAPOBAHNAE HA COJIEpPKaHHe
XJIOPH/IOB 110TA CTOMT NpuMepHo 250 10/11apoB, a F€HETHYECKOE TECTUpOBaHHE MOXKeT cTtouTh 3000
nosanapoe u bonee. Ha 20 nanuentos Obuto norpayero npudausutensHo 500 000 noanapoB. ABTOpPbI
CYMTAIOT, YTO ecM OBl cHavana OBUTIO TPOBEIEHO TECTHPOBAHWE XJIOPH/A 1OTA, TO HE MPOBOIMIH Obl
HEHYXXHBIH aHain3 myTauui. (18)

4.5. lpyrue acnexktsl (CounaibHbie/IPAaBOBBIE/ATHYECKHE ACTIEKThI)

B MHpe JMarHoCTHKAa Ha COJEpP)KaHME XJOPUCTOrO TMOTa MNPOBOJMTCS B COOTBETCTBMH ¢
YTBEP)KJICHHBIMH METOIMYECKUMH YKA3aHHUSMH OMyOIMKOBaHHBIC B YCTAHOBJICHHBIX MEXKIYHAPO/HbBIX
NpoToKONax, Takux kak PykopojcrBa MHcTHTyTa KIMHHMYecKHX W jabopatopHbiX craHjaapros 2009
rozna. COOTBETCTBYIOLIME NPOTOKOJIA JIUIS BBINOJIHEHHS TECTA HA MOT BAXKHBI JUIS JIOCTHKEHHS TOYHBIX
pe3yJIbTaTOB U CBEJCHUE K MUHUMYMY cOOpa HeI0CTaTOYHOTO KOJIMYECTBA TOTA.

B 2007 rony KomuTeT 1o cormacoBanuio quarHoza MoHaa MyKOBHCIHI03a BBIABUHYII Ha TIEPBBIA
IJIaH HEKOTOpbIE BAaXKHBIC aCMEKThl TecTHpoBaHWUA moTa: [lpoBogMMOCTE mOTa HE J0JIKHA
ucnonp3oBarbes a8 auarHoctukd CEF B Hactosmee Bpems. XoTs onpenesicHHE  Y/eIbHOH
MIPOBOJAMMOCTH TOTa ¢ moMoInbio ycrpoiictBa Nanoduct (Wescor Inc) MoXkeT okaszaTbesi MOJIE3HBIM B
Oyaymem, 10 CHMX TNOpP OHO  CONPOBOXKIAIOCH BBICOKMM  YPOBHEM  JIOKHOOTPHIATE/IbHBIX
pe3ynbTaToB. B HacToslee BpeMs HEJIOCTATOYHO JAHHBIX /s OOOCHOBaHHMS PEKOMEH/IAIMH [0 €ro
HCIIONb30BaHHI0 Tpu  jguarHocTHke MB. CembsaM  MiasieHuneB ¢ JauarHozoM MB  Heobxommmo
NPEJOCTABUTL COOTBETCTBYHOILYIO HH(GOPMALHIO TIPH MIEPBOM JIHArHOCTHYECKOM BH3uTe, TecTHpoBanue
XJIOpHJia NOTa JIOJDKHO ObITh OpraHu3oBaHO A1 Bceil cembu. Kpome Toro, cieayer mnposecTH
reHeTHYECKHH aHaliu3 JUIS 3THX YIEHOB CEMBbH, €CIIM y JHarHOCTHPOBAHHOTO pebGeHka oOHapykeHa
KOHLICHTpaIlKs XJI0pH/a nota <59 mmoss / 1. %

C TouKkHM 3peHHMs COLMAIbHBIX ACNEKTOB, JaHHAsd TEXHOJOTHs OyIeT CrocoOCTBOBATH BBIABIEHUIO
MB, 4T0 npeaocTaBHT BO3MOKHOCTH CBOEBPEMEHHOTO JICUCHHS.

5. 3akinouenne

5.1. BeIBO/IBI O KIIMHHYECKOH 2 (PeKTHBHOCTH

1. AHanu3 norta, OCHOBAHHBIH Ha' KOJIMYECTBEHHOM OIPEJE/ICHHH XJIOpa W HATPHs B MOTOBOM
TECTE ABIAETCS «30JI0TBIM CTAHAAPTOM» /IS JIMarHOCTHKH MB.

2. MeTotel OCHOBaHHBIE HA W3MEPEHHH NPOBOAMMOCTH 3a CYET «IKBHBAIEHTHOW)» KOHIIEHTPALIHH
xjopuja Harpus B nore (Nanoduct), comocTaBUMBI € METOJaMH HENOCPEACTBEHHOTO H3MEPEHUS
xnopuaoB. HysctBurenbHocTs — cocrasiasier 100%, cneuugpuunocts — 79-96%. Metoa Moxkert
MCIIOB30BaThCA B KA4YeCTBE IMPOCTOTO TECTAa JUIS HCKIIOYEHHS WM TIOCTAHOBKM JIHATHO3a MpPH
nopo3peHuu Ha MB. Ilpu norpanM4HBIX pe3ynbTaTax aHaiu3a M0Ta C HCMOJIb30BAHHEM YKA3aHHOIO
METO/la PEKOMEHJIYETCS  OIpe/E/]E€HUe XJIOPUAOB B 1OoTe OMOXMMHYECKHM METOAOM H
TFCHOTHITHPOBAHHE.

32 hitps://www.ncbi.nlm.nih.gov/pmc/articles/PMC28 10958/
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5.2. BeiBoBI 0 KIMHHYECKOH Oe30macHOCTH

C pasBuTHEM JaHHOM IPOLeIYPEI, IPEACTABHIACH BO3MOKHOCTD BHECTH JKEJIAEMBIC H3MCHEHHS C
IeJTBI0 TIOBBINIEHHS 0Ee30MaCHOCTH M COKpAIIEHHS BPEMEHH ITPOBEJCHHs IpoLeAypbl. MeToa uMeeT
COOTBETCTBYIOIIHE TIOKAa3aHHUs, IPOTHBONOKA3aHHs H MEPBI IIPELOCTOPOKHOCTH.

5.3. BeiBosl 00 9koHOMHYECKOH 3 PeKTHBHOCTH

HabmoaeTcss HEJIOCTATOYHOE KOJIMYECTBO HMH(OpPMAIMK I10 IKOHOMHYECKOH 3¢ deKTHBHOCTH
texHosorud. Cama Gone3nb MB ouens 3arpartHas (15 571 gomn. CILIA Ha ogHOro mamueHTa B rof).
[Ipy CBOEBPEMEHHOM BBIIBIEHHH H COOTBETCTBYIOIIEM JIEYEHHH 3arpaTbl OyIyT MEHBIIE, YeM
JIeYEHHE OCJIOKHEHMH, Ha JHArHOCTHKY IpuxouTcs 1% W3 CyMMBI 3aTpaT Ha BEICHHE IALUEHTOB C
MyKoBHCIHI030M. [I1anupyeMsle 3aTpathl Ui IpoBeieHUs aHanu3a Ha annapate «NANODUCT» na
oaHoro narpenTa cocrapnsger 30 500 TeHre Ha OHOTO NALMEHTA.

5.4. IlpeuMy1iecTBa U HEJIOCTATKH METOAA

[IpeumymiecTBa MeTOAA:

* JUISL THAaTHOCTHKHU JIOCTAaTOYHO HeOOIbIIOE KOIHYECTBO 10Ta;

* pe3yJIbTAT NPEIOCTABIACTCS B TEUEHHE |5 MHUHYT.

» n1000e HempeIHAMEPEeHHOE 3arps3HeHHe IMOBEpXHOCTH cOopa maTdyumka OyleT paccesHo [0
0T00paKeHUsI OKOHYATEIBHOTO 3HAYEHHUS

Henocrtarku MeTona:

* TCXHHYCCKHE HEIIOJIaIKH

* pasJpaX€HHE KOXXHW HIIA OXKOrH, CBA3aHHBIE C TECTHPOBaHHEM II0Ta, IIO MPHYHMHE TOI'0, YTO
HEKOTOpPbBIC MALHCHThl PEarHpyrT Ha 3JEKTPOCTHMYIALHIO (TOK HoHOdopesa Oosiee 4 MA) U Ha
nuIoKapmuH. MoxkeT HaOmonaThes Ype3MepHOe IMOTOOTHE/ICHHE B Te4YeHHEe KOPOTKOIrO IepHOza
BPEMEHH I10¢I1e IPOLey Pl

5.5. Konp KT HHTEpecoB

DKcnepTsl HE SBIIOTCA WICHAMH OpraHOB YIpaBjeHHs 3asBHTENs, a TakXkKe pabOTHHKaMH,
COBETHHKAMH, KOHCYJIbTAHTAMH MM JOBEpEHHBIMM JHIAMH 3asBuTend. He mpuHuMaioT yuyacTus B
KaKoH-mu00 JeqTeIbHOCTH, KOTOpas KOHKYPHpPYeT ¢ HHTepecaMt 3asBHTEIIS.

Takum 00Opazom, IpH NPOBENCHHUU 3KCHEPTHU3bI KOH(IMKTAa MHTEPECOB 3apErHCTPUPOBAHO HE
ObL10.

I'naBuplii cnennaauceT-anaanTuk otaena OT3 % Myxamer:kanosa I'. I,
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