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JInarHocTuKa M Koppekuus xese3omedunutHeix cocroauuii (JKIC), kak ogHOrO M3 caMBIX pacmpo-
CTPaHEHHBIX MATOJOTHYECKNX COCTOSTHUI B YeJI0BEUECKOH MOIYJISIVH, TO-TIPEKHEMY, ABITAIOTCA aKTy-
aJIbHOI MPO0JIeMOoii MPaKTHYeCcKOol meauaTpun. B crathe oTpaskeHbI COBpeMeHHbIe IIPEICTABIEHUS O
MeTabosu3Me skene3a B opraHusMe, paxkTopax pucka u npuunHax passutua JKJC y mogpocTkosB u
CBA3aHHBIX C HUIMHU 0COOEHHOCTAX Tepaluy IpernapaTaMu jkejie3a. AKIeHTHpyeTcs BHUMaHue Ha TeHe-
THYECKHU 00YCJIOBJIEHHBIX OCOOEHHOCTSIX MeTa00oJIn3Ma Kejie3a B OpraHn3Me, CBI3aHHBIX C TOPMOHOM
remuauaoM. Takske mpencTaBiieHbI JaHHBIE 0 (hakTOpax pHCcKa pa3BuTus Aedunura xexesa (1K),
XapaKTEPHBIX I MOAPOCTKOB M 00YCJIOBIEHHBIX COIMOKYJIbTYPHBIMH 0COO€HHOCTSIMY COBPEMEHHOTO
o6mectBa. IToruepkHyTa Ba:kHOCTH yueTa (hakTopoB pucka u npuuyuH pasputud [[JK npu BeiGope npe-
Imapara JeJje3a, ero JeKapcTBeHHoi (h)opMBI M cIIoco6a BBeIeHU .

Knrouesvte cnosa: nodpocmru, 0eyulku, Memadboiu3m xenesa, Paxmopsv. pucka, KpogomeyeHus, de-
Quyum xceaesa, rxHene3odepuyumuas aHeMUs, 2eNYUOUH, JeyeHue, npenapamal Jxcenesa, xenesa (I111)
2u0poKCUO NOAUMALLMOSHBLIL KOMNLCKC.

Diagnosis and correction of different states of iron deficiency (IDS) as one of the most common
pathological states in human population is still an important problem of practical pediatrics. The
article describes modern concepts of iron metabolism in human body, the risk factors and reasons
for IDS in adolescents, and related treatment options with iron preparations. The key attention
is paid to genetically determined features of iron metabolism in human body associated with the
hormone hepcidin. The data on risk factors for iron deficiency (ID) development, which are specific
for adolescents and are based on their social and cultural features of life, is also presented in the
article. Underlined is the importance to take into consideration the risk factors and the reasons
for ID development when choosing for iron preparation, its dosage and administering forms.
Keywords: adolescents, young females, iron metabolism, risk factors, bleeding, iron deficiency, iron defi-
ciency anemia, hepcidin, treatment, iron preparations, Iron(I111 )-hydroxide polymaltose complex.
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Hedumur xkenesa (JH) — oxmo u3 cambIx pac-
IIPOCTPAHEHHBIX ITATOJIOTUUYECKUX COCTOSHUI Cpenu
Bcero HaceiaeHus 3emian. Ocob0eHHO IIOABEPKEHBI
pucky pasutua [ meTtu mepBbIX 2 JeT KU3HU,
IEeBYIIKNA-TIOAPOCTKH, KEHIIUHBI PEeIpPOIyKTHUBHO-
ro Boadpacta [1-5]. Bricokass pacmpocTpaHeHHOCTh
3K cBasaHa, B mepByIO OUepenb, C TOHKUMH MeXa-
HU3MaMU PEeryjsnuu OajlaHca Kejie3a B OPraHUs-
Me uesioBeKa. JHKesieso BBICTYIIaeT OJHOBPEMEHHO
KaK He3aMeHHMbIII MHUKPO3JIeMEHT, YYaCTBYIOIIUI
B COTHSX BasKHEHWINHMX MPOIECCOB B Opranmsme,
¥ KaK BeIlecTBO, 3aIyCKAaIloIlee B OIIPee/IeHHBIX
YCIOBUSAX T'yOMTEJIbHBIE IJIS BCEX JKHUBBIX KJIETOK
OKUCJINTEJIbHBIE IIPOIECChl. Bajanc Mexay aTUMU
IBYMsI IPOIECCAMHU IIOIIEePIKUBAETCA DBOJIIOIIMOH-
HO CJIOJKUBIIENCS CHCTEMOII peryasaiuu oOMeHa
JKejiesa B oprammame. HapylmeHus make B MeJb-
YaWMINX 3BeHbAX PA0OTHI 9TOI CHCTEMBI MOT'YT IIPH-
BeCcTH Jin0O K M30BITOUHOMY HAKOILJIEHHIO JKeJsiesa
B opranmame, JmO0 (YTO cJaydaeTcs dalle) K ero
medpunury. JKemeso obragaeT croCOOHOCTHIO JETKO
IPUHUMATh U OTIaBATh 3JIEKTPOHBI, UTO IIO3BOJISIET
eMy UrpaTh IVIABHYIO POJIb B TPAHCIIOPTE KUCJIOPO-
Ila ¥ OKUCJINTEIbHO-BOCCTAHOBUTEIbHBIX PEAKIIUAX
[6, 7].

Bananc xenesa B opraHmamMe HACTOJIBKO TOHKO
peryiaupyercs, 4To (pakTOPOB PUCKA U IIPUYUH BO3-
HUKHOBEHUS €ero meUuIluTa CYIIeCcTByeT MHOMKe-
cTBO. Bee ocHOBHBIe mpuunHb pa3dButud K, B T.4.
Yy HOAPOCTKOB, MOYXHO OOBEIMHUTH B CJIEMYIOIINE
TPYIIIbL:

o amumenTtapubii [ (HemocTaTouHOE IOCTY-
IJIeHNe 3JIeMeHTa C MIuIlleil, o0yc/JIOBJIEHHOe Bere-
TaPUAHCKUM WJN MYYHBIM PanMOHOM, HecOaJaH-
CHUPOBAaHHOUN OMETOH, coaep:Kalleil HeJOoCTaTOUHOe
KOJIMYECTBO MSICHBIX IIPOJYKTOB);

¢ [IOBBIIIIEHHASA IOTPEOHOCTD OPraHU3MA B JKeJjIe-
3€ B CBSA3H C OBICTPBIM POCTOM pebeHKa, Ype3MepHOI
npubaBKO# Macchkl Teja (meTu ¢ JAuM@PaTHUECKUM
TUIIOM KOHCTHUTYIIUH, IPe- U Iy0epTaTHOro Bo3pac-
Ta);

e CHIKeHHas abcopOIimsa MHUKPOdJeMeHTa B
KHUIIIeUHNKe (Hac/leACTBeHHLIe M IIPHUOOpEeTeHHbIe
CUHAPOMBI MajababCcopOIuM, XpPOHUUYECKHe 3a0oJie-
BaHUS KUIIEYHNUKA, MeJIbMAHTO3bI U IaPasUTO3bI);

e moTrepu Keje3da (OOMJIbHBIE W IJIUTEIbHBIE
MAaTOYHBIE KPOBOTEUEHUS VY YacTHU [eBYIIeK-
IIOAPOCTKOB B IMEPHUOJ CTAHOBJIECHUS MEHCTPYAJb-
HOTO IIMKJIA B IIyOePTATHOM II€PHOJe, SPO3UBHBIE
¥ sI3BEHHBIE IIPOIIECCHI B JKEJIYIKEe M ABEeHANIlaTH-
IIEPCTHOM KUIIKEe, raCTPOMHTECTHHAJIbHBIE IIPOSB-
JIEHUS IUINEBON aJlIEPruM, YacThble HOCOBBLIE KPO-
BOTEUEHUS, TPABMbI, XUPYPrudecKue BMeIIaTesb-
crBa) [8-10].

Oco0ObIli MHTEpec B HACTOAIee BpeMs IIpel-
CTABJIAIOT JaHHBIE O TeHETUUYECKUX NeTePMUHAHTAX
Bo3HUKHOBeHUA [[JK. OTKpBITHE IENTHIHOTO T'Op-
moHa rennugnuaa B 2001 r. mokasajio ero KJjroue-
BYIO POJIb B PEryJIAlY IoMeocTasa skejaesa. Briio
YCTAHOBJIEHO, UTO Ae()UIIAT rel[UANHA IPUBOIUT K
meperpysKe Kejie3oM, a ero U30BITOK — K TAMKeJI0un
skesnesoneduituTHon anemuu (¢KKIIA). B 2008 r. 6611
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OTKPBIT HOBBIH red, TMPRSS6, KOTOPBI KOTUPYET
HETATUBHBIA PETYJATODP SKCIPECCUU TenIuInHA.
ATO OTKPBITHE UMEJO OOJIbITIOe 3HAUEeHWEe, TaK KaK
TMPRSS6 Obl1 IpU3HaH T'eHOM PeryJaAlUN T'eli-
IVHA, MyTaIluu B KOTOPOM BBIBBIBAIOT X POHUUECK VIO
JKIIA [11], monyuuBIIyI0 HasBaHHWe Kesesoped-
pakrepuoit JKIIA (iron-refractory iron deficiency
anemia — IRIDA). [lecaTku uccjaegoBaHUMN TOATBED-
IUJIYA POJb TeNIUANHA KaK KJIUEeBOTO PeryJjsaTopa
Merabom3Ma Keje3a, a IIeueHU (B KOTOPOI Tem-
MUIUH CUHTE3UPYeTCs) — KaK IMeHTPaJIbLHOr0 opra-
Ha CHCTEeMBbI TOMEOCTasa ’KeJyieda. KJIeTKHu IeueHUn
MOJIYyYal0OT MHOTOYMCJIEHHBIE CUTHAJBI, CBSIBAHHbBIE
c OaJaHCOM JKeJsie3a, B OTBET Ha KOTOPbIe OTBEYAIOT
peryasiuyeil TPaHCKPUIIIMKM TOPMOHA TeNIlUAWHA.
ITocnemuuii sBIseTCSA HEraTUBHBIM PEryJIITOPOM
MeTaboJm3Ma JKejaes3a, T.e. IOLABJISAET BBICBOOOIK-
JIeHUe JKeJie3a 13 Makpo@daros, remaToIMTOB U HTE-
pornuTOB (BJUSIET HA WHTEHCUBHOCTL BCACBIBAHUSA
JKeJie3a B KUIIIeYHUKE), IIPU 9TOM CHUIKAETCA HaChI-
menue TtpaHcheppuHa (TP) xemezom u JOCTyI-
HOCTB Kesie3a. [[JK, runokcusa/aHeMusa IpUBOIAT K
CHUI)KEHUIO aKTUBHOCTHY TeIIITUINHA, B TO BpeMs KaK
u30BITOK 2KeJjie3a M BOCIIaJIeHNe — K ee YBeJIUUYeHHUIO.
Mexanusmbl obecrieyeHusA CUCTEMHOTO TOMeocTasa
JKeJiesa TIOJ efiCTBUEM MeUeHOYHOTO TOPMOHA Iell-
MuINHA ITpeacTaBIeHsl Ha puc. 1 [12].

HNurepecHoe Hab0geHre OBLIO ONYOJIMKOBAHO
B 2010 r. M. Cuijpers u coasrt. [13] o 36-meTHeit
mamueHTKe, KOTOPas ¢ paHHEer0 BO3pacTa HEOHO-
KpaTHO moJiyuaJja JiedueHue mo nosony +KI[A, mpu
sTOM d(p(deKTa OT IepopaJbHOTO IIpUeMa KeJel30-
colep:KalllixX IIpenapaToB He ObLIO. ¥ Hee ObLjia
BBIABJIEHA IIOBBINIEHHAS KOHIIEHTPAIlUA TeIIu-
IVHA B CHIBOPOTKe KpoBu. I[lociie MCKJIOUEHUSA
npyrux npuuuH K 0611 cresrad BBIBOJ 0 HATUYNHT
HMepBUUYHOTO nedeKTa B Peryadalluy CUHTe3a Tel-
nunuHa. B pesyabraTe momcka gedeKTa B reHax,
KOAUPYIOIIUX PeryJdallui0 CUHTe3a TeNnuauHa,
y mamumeHTKU ObLjIa BBISIBJIEHA MYTAIlusi B TeHe
TMPRSS6, BciencTBrEe KOTOPOUW KJIETKH II€UeHU
He MOTyT MHTHOWPOBATH HPOAYKIIMIO TEIIUuJuHA
IPpY HUSKOU KOHIIEHTPAIMU CHIBOPOTOUHOTO JKeJie-
3a (CyK). Bricokoe comep:kaHme TeNIUAWHA ITPU-

A

- U36 xenesa
- Bocnanerne

- [lepmunt xenesa

- AKTBHOCTL
3puTpONO33a

LMPKYN-
PYIOLLAA
KPOBb

I T SpuUTpoumTbI

KULLEYHWK
(ANK)

Puc. 1. MexaHusmbl o0OeclieueHHsS CHUCTEMHOTO TOMeocTa3a
sKkeliesa o AeicTeueM remumuauHa (uut. mo [12]).
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BOAWJIO y IANWEHTKU K HAPYIIEHUI0 BCACBIBAHUS
JKeJie3a B KUINIEUHUKE, BCJIEACTBUE Yero OTMeYasics
IJIOXOU OTBET Ha IIePOPaIbHBIN IIPHEM IpelapaToB
JKejesa. B momoOHBIX ciydyasgx HeoOXOAMMO pac-
CMaTPUBATL BOIPOC O BHYTPUBEHHOM BBeIeHUU
mpemnapaTos keJjesa [13].

VY nereii mMOAPOCTKOBOTO BO3pacTa IIUPOKUI
CIeKTP (PAaKTOPOB PHCKA M MPUYUH BO3SHUKHOBE-
Husa G obycioBieH (pu3MOJOTUUECKUMU U TICHU-
XOJIOTHYECKUMU OcoOeHHOoCcTAMU. I[0APOCTKOBBIM
BO3PACT ABJIAETCA YA3BUMBIM II€PUOILOM B OTHOIIIE-
HUY PUCKAa BOSHUKHOBEHUS HAPYIIIEHUNA MUTAHUS B
CBsSH C YBeJHWUYEHUEM MIOTPeOHOCTEel opraHu3Ma B
mpoIliecce pocTa u pa3BUTUSA. [IoTpeOGHOCTD B KeJjie-
3e BBICOKA M3-3a MHTEHCHUBHOI'O POCTA U PA3BUTUSI
MBIIII] (UTO IPUBOAUT K YBEJIMUEHUIO 00beMa Iup-
KyJUpPYyIONieli KpoBu). ¥ HOIAPOCTKOB COAEP:KaHUE
JKejiesa B OpraHm3Me MOXKeT ObITb HUBKHUM B CBS3U
C HeJOCTATOUHBIM IIOTPeOIeHEeM ero C MUIeill uian
B pesyJibTaTe HeJOCTATOUHOCTH JKeJjesa ellle ¢ MJa-
nenuectBa. OueHb BaKHO 00€CIEUUTH aeKBATHOE
cofiepsKaHe JKejesa C JOCTATOUHOUM OMOJOCTYIIHO-
CTBIO B palimoHe moapocTka [14—16].

BaskHOII 0CO0EHHOCTBIO IIOAPOCTKOBOTO IIE€PUO-
Ia SABJAETCS W3MEHEHNE IUINEBBIX IIPUBBIYEK B
pesyJbTaTe BIUSHUS CBEPCTHUKOB, IOTPEOHOCTH K
CaMOYTBEPIKAEHUIO B CeMbe UJIN B PEe3yJIbTaTe IOBE-
IEeHUYECKUX U COMUAIbHBIX U3MEHEHUA, C KOTOPBIMU
craskuBaioTcsa mompoctku [17]. IlumieBoe moBe-
IeHne CIYKHUT Yy IIOAPOCTKOB B KAueCcTBe CPEeACTBA
IeMOHCTPAI[UU COOCTBEHHOI'O JOCTOMHCTBA, OCO0EH-
HO B C€MbSIX, B KOTOPBIX HE HAJAMKEH AUAJIOT MEXIY
POOUTENSIMU W IeTbMH. B IIOAPOCTKOBOM BO3pacTe
paccTpoiicTBa IMHUINEBOr0 IIOBENEeHUsS MOTYT BbIpa-
JKaThbCsA B BHUE IIOJIHOTO OTKa3a OT €Ibl, MCI0JIb30-
BAHUS HEKOHTPOJIUPYEMBIX OUET IJIA IMOXYJIAHUS C
IIpoIIycKaMy HpueMoB mnuinu. I[aHHOe IOBeIeHUe
3a4acTyIo ObIBAeT CBA3AHO C HEIOCTATOYHBLIMU 3HA-
HUAMU IIOAPOCTKOB O KYJIbTYPe IUTAHUS, & TAKIKE C
HEBEPHBIM IIPECTABJIEHNEM 00 «MIeaJIbHOM TeJje»B

pes3yJbTaTe HeHaIJIeKalllell pPeKJIaMbl B CPEICTBaxX
MaccoBOU mHGpOPMAIIMK W KYyJIbTa KpaliHe XYIbIX,
YacTo CTPAfAIoIUX OT HemoemaHus mopenen [14,
15]. Kpome Toro, B HacTosAllee BpeMs CPeIu MOJIO-
Ie}KY yBEeJIWYUJIaCh 3aBUCUMOCTH OT ITHIIHU, KOTO-
pas MoKeT ObITH OBICTPO M IIPOCTO IIPUTOTOBJIEHA.
«@DacT-hyaoM» SIBJISETCS IMIOTEHIINAIBHO OMACHBIM,
TaK KaK II0400HAas IINIIa BLICOKOKAJIOPUITHA, COIep-
SKUT OOJIBITIOE KOJIMYECTBO JKUPA U HATPUS B coUe-
TAHUU C HUBKUM COJePyKaHUeM MUIIEeBbIX BOJIOKOH,
BUTAMUWHOB, KaJbllud U Kejesza. CiaemoBaTesbHO,
ayera IOAPOCTKOB (DOPMUPYETCA YACTO HA OCHO-
Be HeaJeKBATHBIX COIHAJbHO-dKOHOMUUYECKUX U
COIMAIbHO-KYJIbTYPHBIX ITEHHOCTEH, NCKAMKEHHOTO
MOHMMAaHUSA O KPacoTe Teja, B pe3yJbTaTe HU3KO-
TO0 MaTepuaJibHOTO MOCTATKAa CEeMbU, ITUTAHUA BHE
noMma, «(act-pyras», a TakKe BINAHUA CBEPCTHUKOB
U CPEeICTB MAacCOBOM MH(MOpPMAIUN. BOJBIINHCTBO
9TUX (PaKTOPOB IPUBOIUT K HUSKOMY IIOTPEOJICHUIO
sKeJiesa c murei [14—-16].

Cpenu MMOAPOCTKOB-CIIOPTCMEHOB pPacIpocTpa-
menuocTs I[JK cocrasmuser ot 5 mo 7,5% . Ouu upen-
PAaCIIOIOKeHbI K PA3BUTHUIO TAK HA3BIBAEMOM «CIIOP-
TUBHOW aHEMHUU», KOTOPAs MOYKET ObITH CBA3aHA C
pasauuHbIMU (haKTOpPaMU, BKJIOUYAA IICEBIOAHEMUIO
pasBeleHNs, MeXaHHUYECKUU BHYTPHCOCYIHCTBIN
reMoJiu3 ¥ morepu xejesa [18—20].

He meHee BaskHYyI0 posb B passutuu [[JK y mox-
POCTKOB UTPAIOT IIOTEPU KeJjie3a 3a CUeT ImapasuTap-
HBIX 3a00JIEBaHUU KeJIyNOUHO-KUIIEUHOI'0 TPaKTa
(Entamoeba histolytica, Necator americanus, Asca-
ris lumbricoides, Schistosoma mansoni, Trichuris
trichiura) [21], 9pO3UBHBIX U SI3BEHHBIX IIPOIIECCOB
B JKeJIyAKe U IBeHAAIATUIIEePCTHON KUIITKe, TacTPO-
MHTECTUHAJIbHBIX ITPOSIBICHUN NUIIEBOU aJIJIePTUH,
YaCThIX HOCOBBIX KPOBOTEUEHUI, TPABM, XUPYPTHU-
yecKuX BMeIaTeabeTs [8, 9]. ¥V meByIek-moapocTt-
KOB oueHb yacTo K JHI[A mpuBogAT amoOMaJIbHBIE
MaTOYHBbIe KDOBOTEUEHNA B COUETAHUY C HeaJleKBaT-
HOU mgueTroi (Tabda. 1).

Tabauua 1

Hawu6oxaee BaskHbIe (paKTOPBI, cioco0cTBYIONUE pa3sutnio KA y mogpocTkoB (ut. mo [14])

IIpuunna

OcoGenHOCTH

«BepHas» yKeIe3oM IUIa

HeraBI/IJII)HLIe IIUIIEBbI€ IIPDUBBIUYKU

JlexapcTBa/ena

Vcnonb3oBaHMe IeKapCTB U IPOSYKTOB IUTAHUS,
NIPENATCTBYIONNX BCAChIBAHUIO JKejesa

M36biTOuHAA Macca Tesga u OXXUDPEHUEe

IToBhITIIeHHBIE TOTPEOHOCTHU B JKeJjiese

Maunbsabcopbiiusa

IIpu mopakeHun CAU3UCTOM 000JIOUKY ABEHAAIIATUIIEPCTHOMN
KHUINKY HAPYIIIaeTCs BCACBIBAHUE JKeJle3a

3K, cBA3aHHBIN CO CIIOPTUBHOMN
aKTUBHOCTBHIO

«CropTuBHaA aHEMUA» CBA3aHA C PA3JINYHBIMEU (haKTOpaMu,
BKJIIOUAs IICEBJ0aHEMUIO Pa3BeJeHN s, MeXaHUIECKUN
BHYTPUCOCYJUCTBIN reMOJIN3 U IIOTEPH Kesiesa

OcTpas iy XxpoHUYecKas KpoOBOIIOTEPS,
TPaBMBbI, JOHOPCTBO

HcTommenne 3amacoB keJje3a B CBA3U € PeT'yJIAPHON IoTepeil KpoBU

Hapyi1meHus co CTOPOHBI JKEJIYLOUHO-
KUIIIEYHOTO TPAKTa

Ilenuakus, sisBeHHasi 60JIE3Hb KEJTYAKA U JBEHAAATUIIEPCTHON
KHUIIKY, BOCHAJIUTEJbHEIE 3a00I€BaAHNSA KUIIIEYHUKA,
napasurapHble 3a00JIeBaAHUS

ITorepu xesesa B cBA3U C
3a00JIeBAaHUSMHU MOUEBOM CHCTEMBI

Onyxo0JIb MOYKY, TJIOMEPYJIOHe(GPUT, TaPOKCU3MATbHAST HOUHAS
TeMOTJIOONHYPUA

Hapymienusa MmeHcTpyasbHON DYHKITUN

O0uIbHBIE MEHCTPYAJbHBIE KPOBOTEUECHU ST

BepemeHHOCTD, POJBI

IToBwInieHHASA HOTpe6HOCTI> B JKeJie3e, IIOTeEPHU KeJjiesa

XpOHI/I‘-IecRI/Ie 1 OCTPEIE 3a60JIeBaHM s
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Ma’repnanm 1 MeTOIbl MCCJIeTOBAHUS

Hawmu 0b1n o6ciemoBansl 130 yuammuxcs: (Bos-
pact 11-17 met) 006Imeo0pPasoBaTEJIbHOMN IITKOJIBI
MoCKBBEI ¢ 11eJIbI0 BBIABJIEHUS PACITPOCTPAHEHHOCTH
sxeneszonedunurabix cocrogamuil (VKI[C) y mogpocrt-
KOB, & TaK)Xe YTOYHEHUA JaCTOThl BCTPEUaeMOCTU
daxTopoB pucka passutusa [[JK y manHoii Bo3pacTt-
HOU KaTeropuu.

Bcem mogpocTkaM, BKJIIOUEHHBIM B KCCJIeLOBaHUE,
OBL BBIIIOJIHEH OOIUII aHAJIN3 KPOBU C OIpejAeseHUeM
kounenrparnuu remorsaobuna (Hb), remaroxpura (Ht),
konmuectBa spurponutoB (RBC), spurpomuTapHBIX
uHAEKCoB (cpeguuit o0bem apurporura — MCV), cpenuee
comepsxkanue Hb B spurporiure — MCH, cpenusis KOHIIeH-
rparus Hb B spurporniure — MCHC, mupuna pacupemese-
HUSA 3PUTPOIUTOB 1Mo 00bemy — RDW, orpaskaroras cre-
HeHb aHMU30IIMTO3a), KojmuecTBa peTukrygonuToB (Ret)
u comep:kanusa Hb B perurymonure (CHr). Taxoke GbL
BBITIOJIHEH OMOXMMUYECKUI aHAJIM3 KPOBU C OIIperese-
uueM KoHienTpanuu CHK u o61rei Ke1e30CBA3bIBAIOIIEH
crioco6rOoCcTu chiBoporKu (OMKCC). Koapduiument Hacwi-
menus TP xemezom (HTH) paccunrsiBanau mo popmyJie:
HTH=CH/OKCC-100%.

3a aHeMuIio npuHUMAaIU KoHIeHTparuo Hb 120 r/x
u menee, 3a jgarertHerit K (JIOMK) — HTWK 16%wu
meHee npu KounenTtparnuu Hb 6omee 120 r/a. IIpoBoguan
(pUBUKATBHBIA OCMOTD IOLPOCTKOB C I[€JIBI0 BHISIBJICHUS
CUMIITOMOB aHEMUU U CUJEPOIEHUU, TAKKe IIPOBOJUIN
aHKEeTUPOBaHUE C [[eJIbI0 BEIABJIEHNE IPUUNH U (DAKTOPOB
pucka passurtusa K.

PesyabsraThl M UX 00Cy:RIEHUE

JIITJK Obia BeisABIIeH v 24,6% yuamuxcs, JKITA
-y 3% (puc. 2). Cpenu neByIIEK-IIOJPOCTKOB pac-
npocrparernnocts JKIIC cocrasmia 28,4% , cpenu
roHomrer — 18,4%.

Cpenu o6caemoBaHHBIX YUYAIIUXCS pPaciIpocTpa-
HEHHOCTBb BererapuancTsa cocraBuiaa 3% . Ilo gau-
HBIM aHKETHUPOBaHUA, IPDUYMHAMU BereTapuaHcTBa
Yy HOAPOCTKOB CTaIu yOEXKAEHHOCTh B €r0 I0JIb3e
IJIsT 300POBbsI, JUOO 0COObIe JKU3HEHHBIE IIPUHILN-
mel. Kpome Toro, 10% o6cienoBaHHBIX IOAPOCTKOB
yIOTpeb A MACO peske 2 pas B HEJEJIO B CBA3U C
pagauuyHbIMU TpuynHamu, 30% yuamuxcs pery-
JsipHO ymorpebnasiu «dact-pya». ¥ 3% pecroH-
JE€HTOB 6BIJII/I BBIABJIEHBI MCTOUHUKN XpOHI/I‘{eCROﬁ
KPOBOIIOTEPU — HOCOBbIE KDOBOTEUEHUS, ¥ IEBYIIIEK
— 00MJIbHBIE MATOYHBIE KPOBOTEUEHUS.

3-3%

1-72,4%

Puc. 2. Yacrora JK/IC y mogpocTKoB-y4amuxcs odueo6paso-
BaTeJbHOIH MKOJbI MOCKBBI.
1 — smopossle, 2 — JIIIK, 3 — JKITA.
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& HpOﬂOﬂXMTEﬂbHOCTb NeYeHNA KNMHUYECKN BbIDAXEHHOTO ged)wuwa xenesa (xeﬂesoned)wumuow aHemwm) cocTasnAeT
. 3-5 MecALes 0 HOPMan3aLuit CORePXaHA FeMoroouHa'. .
= ﬂﬂﬂ NauneHToB ¢ XEHEBOJJEWMMTHOVI 3HEMUEW, NaTEHTHBIM ﬂE'i)MLWITOM XKenesa 1 NoBbILWEHHON HOTpE6HOCTbK} B Xenese'.

1. UHeTpyKuma 10 MEAULIMHCKOMY NPUMEHEeHUIo npenapara ManhTO €]
B o S O peg R Hpnrodcp

COKpaLLEHHaA MHCTPYKLUA N0, NPUMEHEHI0,

ToproBoe Ha3saHue: Manbmrize * (Maltofer”). MHH wnw rpynnuposoyHoe Haasakue: xenesa (Ill) ruapokeug nonumansrosar
AKTUBHOE BELLIECTBO: Xene3a ‘Ilﬁ TUPOKCHYL MONMMANLTOAT. JleKapcTBeHHaA (OpMa: KanA AnA rpvema BHYTDb. [lokasaHua
K npuMeHeHuio; Jledenvte aeduuTa Xenesa be3 aHemu (aTeHTHOTO AeULTA KeNesa) U NeHeHIe KNMHMHECKM BbIDAXEHHON
xenesoneduuutHon anemwt (KIJA); TpodunakTika nequuyTa Xenesa B0 BpeMA OEPEMEHHOCTV M B NEpUOA rPyAHOro
BCKAMAVBAHHA, Y XEHUWH JETODORHOTO BO3DACTA, Y [ETeW, B MOADOCTKOBOM BO3DACTE W Y B3DOCBIX (HAMDUMED,
BETETAPUaHLIEB W NOXWLIX Niofev). TIpOTMBONOKa3aHMA: ritNepYyBCTBITENLHOCTL K MI0OOMY 13 KOMTIOHEHTOB Npenapara;
NEPErpy3ka XeNe3oM; HapylleHve YTUNU3ALMM Xenesa; aHeMWd, He CBA3AHHaR C [eqULATOM Xenesa; fequuT
Caxapasbl/M30Ma/lbTasb, HENEpeHOCUMOCTb (PYKTO3bI, IMIOK30-ranaKToaHaA ManbaocopoLuta. Criocob npUMEHeHMA i A03bl:
[InA npvema BHyTpb. CYTOYHYIO A03Y MOXHO Pa3fienTb Ha HECKOMbKO MPUEMOB WM MPUHUMMATD 33 ofiuH pa3. MansTodep
creayer npmwmmr B0, BPEMA WM CPasy Xe nocne Mpuema MM, [N TOYHOTO OTMEpUBAHUA [03bI Mpenapata
ﬁnaxowkomwuep (Tyby) crienyer AepxaTb BepTUkanbHo. CyTodHan 033 npeniapara 3aBuCHT OT CTeneHy Ae(uuiTa Xeresa.
leyeHue JieTei 1 B3POCBIX: NeYeHe 10 [OCTUKEHUA HODMAbHOTO COfepXaHuA remornobua (HD) 3aHumaeT
NIUONU3UTENbHO 0T 3 0 5 MecALie. [ocne aToro neyeHwe cnienyer NPOROMKNTS B TeYekite 1-2 MecALIes B 03, ONMCaHHOM 1A
cnyyan feQULUTa Xenesa 0e3 aHeMuw, C LENblo BOCTIONHEHNA 3anacos Xefe3a. Jledenme BO BPEMA OepemMeHHoCTH:
TIeYeHue CrenyeT NpoAoXaTb 0 HOPManU3aLuu coaepXaHua remornobuya (Hb). MMocne aToro feveHue caenyer NpoAoAXUTS
KaK MUHIMYM /10 KOHLLa 0BDEMEHHOCTH B 1038, OMUCaHHO ANA CNYYaR AehULMTA Xene3a 063 aHeMVH, C Leblo BOCTIONHEHNA
3aNacoB Xenea W YAOBAETBODEHWA_BO3POCWMX B CBA3M C OEPEMEHHOCTbIO MOTPEOHOCTEN B Xenese, JleweHwe
npeaynpexzieHie Aet{!muma Kenesa 6e3 aHeMuw: 3aHUMaeT npuonM3UTeNnbHo 1-2 mecAues. [0604HOe [eliCTBUe: 0YeHb
YacTbIe: U3VIEHEHHE LIBET Kala; YacTbie: [1MapeR, TOLIHOTA, [IMCTENICHA; HeacTble: roN0BHaA DO, PBOT, 3anop, 00/b B XVBOTe,
W3WEHEHHe LigeTa aMani ay608, coinb, 3y, OcoBbie ykasakwa: TTpeanonaraerc, 4ro npuew npenapara Manstodep” He fonxer
0Ka3blBaTh BIMAHUA HA CYTOUHYIO MOTPEGHOCTb B UHCYNMHE Y MALMEHTOB C CaXapHbIM AUGOETOM. 1 MA Kanenb COREpXUT
0,01 xnebHbIX enuHuL. Tlpenapar cofepXyT caxapody. BCMIOMOraTENbHbIe BEUIECTBA HATDUA METMNNPArufpOKCHOEH30AT
HATPUA NPOIMNNapAraPOKCHOEH30aT MOTYT Bbi3blBTb aneprudeckue peakLk (BOIMOXHO, 3aMe/NIeHHOrO Tina).

TonHan WhopMaLIA N0 NpenapaTy COREPXUTCA B UHCTPYKLIMN 11O MEAMLIMHCKOMY MIPUMEHEHMIO.

COKpAILIEHHAA UHCTPYKLIUA 110 NPUMEHEHIIO.

Toprosoe Haasanve: Manstodep® (Maftofer’). MHH ww rpynnuposodroe Hassakue: xenesa (I} ruapokcup nonumansrosar
XUMUYECKO Ha3BaHve: Xenesa élllb TUAPOKCHA MONMMAnbTo3ar. JlexapcTeeHtan dopma: cupon. [1okasaHuA K NpUMEHEHMIO:
JledeHe JedUUMTA Xenesa 0e3 aHEMUW (MATeHTHOTO AEMUMTA Xenesa) W N1eYeHMe KIMHUYECKM BbIDAXEHHOM
XenesopeuuutHo areman (KIIA). TMoBbilieHHaR NOTPEOHOCTb B Xenese BO BPeMA OEPEMEHHOCTI U B NEPUOZ] TPyAHOrO
BCKAPMIMBAHVA, [OHOPCTBA KDOBM, WHTEHCUBHOTO Hm' BETETAPUAHCTBA U MOXWNIOT0 BO3pacTa. [poTiBOMIOKa3aHw:
YCTaHOBNEHHaA  rinepuyBcTBuTenbHocTb K Xeneaa (ll) rppokcuy nonuMansrosary inu K Mi00OMY BCMOMOTATENbHOMY
BEWECTBY; NEPEpY3Ka XENe30M; HapyLUEHUe YTUM3ALM KENe3a; aHEMMA, HE CBAIAHHAR C AEHUUMTOM Xenesa; AeduuuT
Caxapa3bl/M30Manbrazel, HENepeHoCUMOCTb (PYKTO3b, IMIOKO30-TanaKTo3HaA Manbabcopbuya. Criocob npuMeHeHvA i osbl:
[InA Npitema BHYTPb. CyTO4HYH0 703y MOXHO Pa3IeNuTh Ha HECKONbKO NPUEMOB W MpHHMMATb 33 OAUH pas. [Tpenapar creqlyer
TIDUHAMETL BO BPEMA /A CPasy Xe Nocne npviema nLM, TOYHyIo A03y npeniapaTa MOXHO OTMEHTL C MOMOLLbI0 MEPHOTO
Konnaska, npunaraemoro K npenapary Mansrogep* cupon. Cupon MOXHO CMELIMBATb C (PYKTOBbIMY M OBOLLIHbIMH COKaMM, WM
C JIETCKOM MIMLIeR, WA ¢ HEaNKOroNbHbIMI HANKTKaMi. CyTO4HaA [03a npenapara 3aByCHT OT CTeneHy AeQULUTa Xenesa.
Jleyenue Y fieTeil W B3POCAIX: NledeHite [0 AOCTAXEHUA HOPMAbHOTO CopepXanuA remornobuHa (Hb) 3aHumaer
TIPYONU3UTENbHO 0T 3 70 5 Mec. [oce aToro nedeHye Cneayer NpofJOKUTL B Te4eHHE 1-2 Mec. B 03¢, OMUCAHHOM ANA CNyyan
JequuuTa xenesa 6e3 aHemui, C Lienbio BOCTIONHEHUA 3anacos Xenesa. Jleverme B0 BPEMA OePeMeHHOCTIL NeyeHve
CNEAYET NPOJOMKaTb 0 HOPManu3aLuu coaepxarua remorno6ua (Hb). Mocne aToro Nieyerue cneayer NpOJONXWT, Kak
MUHIMYM, 710 KOHLIA OEPEMEHHOCTY B [103€, OMIMCAHHOV /1A Cy4aA AeMLMTa Xene3a 063 aHeMMH, C LIENbIO BOCONHEHHA
3aNacoB Xenesa W YAOBAETBODEHWA BOPOCIMX B CBA3U C_OEDEMEHHOCTbIO MOTEOHOCTEN B_XKenese. JleweHue
npeynpexienme AeduLMTa Xene3a Ge3 aHeMuM: 3aHuMaeT npuBAM3UTENbHO 1-2 Mec, TT060YHOE ATICTBUE; 04eHb YacTble:
U3MEHEHVE LIBETA Kala; YacTble: Aapes, TOLIHOTA, MCNENCUA; HeYacTbie: ronioBHaa 6oflb, PBOT, 3anop, Gonb B XVBOTE,
V3MeHeHWe LiBeTa aMany 3y00B, Chinb (BKMIO4aA ak3akTemy), 3y, OcoOble ykasaHWA: CyToYHaR /103a npenapara ConepxuT
ataHon B konudectse ot 0,008 40 0,1 . Tlpy HasHa4eHM NpenapaTa naLueHTam ¢ CaxapHbiM AUaOETOM CREAYET YHUTbIBaT, YTO
1 mn cvpona conepxuT 0,04 xneOHbIx enuHuLL, penapar CORepXyT caxapoay.

TonHas uHGOPMaLIMA 110 NPenapary coAepXYTCA B MHCTPYKLIWM N0 MEAMLUHCKOMY NPUMEHEHMO.

MHd]OpMaLMH ANA CNeLranucToB 31paB00XPaHEHNA.
dTa BbiNycka Peknambl: aryct 2015
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Tabauua 2

OcHOBHBIE 0COOEHHOCTH JIEKAPCTBEHHBIX (popM npenapatos skenesa (IIT)-T'TIK [26]

dopma BeITyCKA

Copep:xanue xexesa

BospacTHble orpaHUYEHUS IO
npueMy Impemnapara

MaabTodep®, ramiu

B 1 xamue — 2,5 mr, B 1 M
(20 kar.) — 50 mr

Hert orpanuuenwuii, paspemieH B T.4.
Y HEeZIOHOIITEHHBIX HOBOPOKAEHHBIX

MaabsTodhep®, cupon

B1wma-10 mr

Her orpannuenuii

MausbTodep®, :KeBaTeJabHbIE TAOJETKHU

B 1 rabiaerxke — 100 mr

Heru no 12 jer

MaunbTodep® Do, TabIeTKH KeBaTeJIbHbIe
(¢ osnmeBOIt KUCIOTOIT)

B 1 rabiaerxke — 100 mr

Heru no 12 ner

IIpakTruecKkoMy Bpauy HeOOXOAMMO 3HATH (PaK-
TOPBI PUCKA M NPUYMHBl passutus [ B Kamom
KOHKPETHOM BO3pacTe JJIs CBOeBPEMEeHHOM Juarto-
ctuku +KJIC, a Tak:Ke AJa BbIOOpa HamboJee OITH-
MaJbHBIX IO3bI, JIEKAPCTBEHHON (POPMBI U IIyTH
BBejeHuA mpemnapara sxesesa. Tepanus JKIC y moz-
POCTKOB IOJIXXKHA BKJIIOYATH IBA IPUHIININATLHBIX
MOMEHTA: BO-IIEPBBIX, ycTpaHeHue npuuuHbl 3K
(panoHAJIbHOE IUTAHNE, BLISIBJIEHIE U YCTPAHEHNE
WCTOUYHMKA KPOBOIIOTEPU) M, BO-BTOPHIX, HAa3HaUe-
HUe Ipemnapara ’kejesa. Kak mpaBujo, Ha3HaUeHUIe
mpemapara JKeje3a MIPOBOAUTCA OISHOBPEMEHHO C
yCTpaHeHHeM IPUYNHLI HeJOCTATOYHOrO MOCTYILIE-
HUSA JKeJieda € IUINEe, yCTpaHeHHeM KCTOYHUKA
KpoBonorepu u apyrux npuuud [[JK. IIpu BeiGope
crocoba BBefeHUA mpenapara (IepopaitbHo, mapeH-
TepaJbHO) CJIeAyeT IMOMHUTH O BEPOSATHOCTU HAJIM-
uyns gedexTa reHa, OTBEYAIOIEro 3a CHUHTE3 TIell-
nuaAvHa B medyeHU. B caydae orcyrcTBua 3 PerTa
OT IIPABUJIBHO IIPOBOAMMON Tepalny IIePOPaIbHbI-
MU TpelapaTaMu JKeJjie3a, CBUAETEJbCTBYIOIIEro O
BEPOATHOCTHU TOL00HOTO JedeKTa, mamueHTy Heob-
XOAMMO OIIPENe/INTh KOHIIEHTPAIINIO IelIUANHA B
KpoBu. IIpu IOBLIMIEHHON KOHIIEHTPAIIUY Tl I1-
Ha CJIe[yeT PAaCCMOTPETH BOIIPOC O IapeHTePaJTbHOM
BBEJEHNU IIpelapaToB ixejesa. IlapeHTepaJsbHBII
IyTh BBEJEHUS IpPerapaToB ’Keje3a TaKyKe IOKa-
3aH B CJIy4asx IIOCJIE€ PE3EeKIINU JKeJYAKA WU IpU
CHUHAPOME «KOPOTKOM» KHUIIKN, HAPYIIEHHOI'O BCA-
chiBaHUA (OCOOEHHO TIPU IeJUAKWM), OPU BOCIAa-
JINTEJIbHBIX 3a00JIeBaHUAX KUIMEUHUKA (A3BEeHHBIN
KoJuT, 60s1e3ub Kpoma).

B wmambosbitieil cremeHu TpeboBaHuUAM 0e3-
omacHOCTH 1 3()PEeKTUBHOCTHA OTBEUAIOT IIPeIaparThl
skesiesa (IIT) Ha ocHOBe TUAPOKCU IOJIUMATBTO3HOTO
kominiekca— I'TIK (Masbrodep®), 4To moaATBe Pk IeHO
B MHOTOUMCJIEHHBIX HCCJIEHOBAHUSX, IIPOBEIEHHBIX
B Poccum u 3a pyb6e:xom [16, 22, 23]. Kpowme Toro,
MIPeuMYIIeCTBOM IIperapara siBjsieTcsa padnoobpasue
ero JekapcTBeHHbIX (popm (Tabda. 2). K. Erichsen u
coaBT. [22] cpaBHUIU cofepIKaHe MapKepOB OKCH-

MaTUBHOTO MOBPEXKAEHUA TKaHeH IIpU IpUMEHEeHU!
cysabdara Kejesa (MOHHBIN COJIEBOII IIpemapar) u
HenonHoro xenesa (III)-TTIK. O6mapy:KeHO, YTO
sKesiesa cyabdar yBeJIMYNBaeT B IJIa3Me COePIKaHme
MAaJIOHOBOT'O AMAJIbIETH/IA, SABJISIOIEr0C MapKepoOM
TIEPEKUCHOTO OKUCJIeHUA Junumos [22].

TepamneBTruecKasi [03a IMePOPAJBHBIX IIpera-
paroB xenesa (III)-TTIK mampumep, Manbsrodep®
cocraBider 5 Mr/Kr B cyTku npu KA. B cayuae
nuargocTuku y moapoctka JIIMK mpemapaTt HasHa-
YaloT B IIOJOBUHHOI m03e — 2,5 MI'/KI' B CYTKH.
B cayuae mapeHTepaJbHOTO BBENEHUS IIperapara
0 Hayaja Tepamuu [LOJIKeH OBITh 00s3aTesIbHO
oIpefieJieH CTaTyCc TpaHCIOpTHOro (oHIa Kejesa
(CIK, OKCC, HTK) u cbIBOPOTOUHBII (hepPPUTHUH.
Oobmuit 9K B opranmsme paccuuTHIBAIOT IO (op-
mysae Ianzonu [24]: obmuit gedunuT Kejaesa, MT
= Macca Teja 6oabHOrO0, Kr * (Hb Hopm™ma, r/1 — Hb
6onbHOTO, T/M) + 0,24 + memo kemesa, MT, The:
rKoadpumuent 0,24=0,0034 -0,07-1000:

e comep:xkaHue Keyne3a B Hb — npubiusureabHO
0,34%;

e 00'beM KpoBU — 7% Macchl Tesa;

¢ 1000 — mepeBO TPAMMOB B MUJIJIUTPAMMBI.

Iermo sxese3a y mamueHTOB C MACCOM TeJjia:

e menee 35 Kr — 15 Mr/KrT, IiejieBasg KOHIIEHTPA-
mus Hb — 130 r/u;

e gostee 35 kr — 500 Mr, 1esIeBad KOHIEHTPAIU
Hb - 150 r/a.

V mereit mo 2 jer cyTouHas [03a BBOJUMOIO
mapeHTepaJbHO Kejaesa cocrasBiaser 25—50 mr, y
nereii crapiie 2 get — 50—-100 mr [25].

3akaouyeHue

Takum oO6pasoM, 3HaHUE (PAKTOPOB PUCKa pas-
BuTud JKI[C y mOAPOCTKOB Ba»KHO B MPaKTHUKE e M-
aTpa, MOCKOJLKY II03BOJIAET BOBPEMSA BHIABIATH 9TU
TMATOJIOTUYECKUE COCTOSHUSA, YCTPAHATH IPUUUHY
UX PasBUTHA, a TaKyKe MonoopaTh HauboJiee ONMTHU-
MaJIbHBIE 03y, JIEKapPCTBEHHYIO (DOPMY U IIYTh BBe-
IeHUd Ipelapara sxKeJjesa.
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PEMEPATDI

COYETAHHAA TEPAIITHA IIPEITAPATAMH LUMACAFTOR H IVACAFTOR ITAITHEHTOB,
BOJIBHBIX MYROBHCIHUJO30OM C MYTAIJUEH AKTHBHOCTH BEJIKA KUCTOPHBEPO3HOI'O
PEI'YJIATOPA TPAHCMEMBPAHHOM ITPOBOJHMOCTH PHE508DEL

Myrosucyudos ssrsemcs 3a60ae6aHUEM, COKPAULA-
oW UM nPodoNHUMENbHOCb HCUSHU, KOMOPOe Gbl36AHO
depekmHOCMBIO ULU HeOOCTMAMOUHOCbI0 AKMUBHOCU
benKa KUucmo@uobpo3H0z0 pe2ynamopa mpaHcmemopar-
Holl nposodumocmu (CFTR). Phe508del seasemcsa nHau-
oosee pacnpocmpanennoit mymayueit CFTR.

AemopuLnpogesu 08a panOoMUIUPOBAHHBLX, 080U HBLY
caenvlx, naaye60-KOHmMposupyemvix ucciedosanus (3-a
ha3a KAUHULeCKUX UCNbLMAHUIL npenapamos ), KomopbLe
O0bliu paspabomanvl 0N OUeHKu nociaedcmeuil npume-
HeHus npenapama Lumacaftor (paspabamuiéancs nod
K0008bLm Haumernodanuem «VX-809», CFTR-koppexmop )
6 covemanuu c npenapamom Ivacaftor («VX-770»,
CFTR-nomenyuamop) y nayuenmos 6 eospacme om 12
Jem u cmapuie, Komopble uMeLU KUCMO3HbLIL Quopos u
oviiu zomosuzomuvimu no Phe508del-mymayuu CFTR.
B o6oux uccaedosarusax nayuenmuvl 0bliU PAHOOMU3U-
posanbvl Ha npuem aubo Lumacaftor (600 mz odun pas 6
Oenv uau 400 me kaxdvie 12 4 ) 8 couemarnuu c Ivacaftor
(250 mez raxncdvie 12 u), 1ubo coomeemcmayouux nia-
yebo, 8 meyernue 24 nedenv. [lepsuinas KOHEUHAS MOYKA
noxasaaa abconiomHuoe udmeHernue om 06a3060l JUHUU 6
npoyenmax om npozHo3upyemozo 06sema QopcuposarHo-
20 6vidoxa 3a 1 ¢ (FEV;) na 24-U nedene.

Bcezo 1108 nayuenmog 6vliu paHOOMUIUPOBAHbL U
nonyyaau uccaedyemviii npenapam. Cpednuii ucxodrnuLil
FEV; cocmasun 61% om npozro3upyemozo 3HA4EHUA.
B o6oux npogedenHbLx UCCLe008AHUAX ObLAU CYULCMEEH-
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Hble YAYiUleHUsl 8 NepeuiHOoll KOHeuHOl mouke 8 obeux
epynnax 003 Lumacaftor—Ivacaftor. Pasnuya medxncdy
AKMUBHbLM JleieHUeM U naaye60 no OMmHOULEHUIO K cpeo-
Hell abcoNIOMHOU YAYHULEHUS 8 NPOYEHMAX OM NPOZHO3U-
pyemozo FEV | konebanacy om 2,6 do 4% (p<0,001 ), wmo
€00meemcmaeo8aJio cpedHemMy OMHOCUMEeNbHOU PA3ZHOCMU
aevenus om 4,3 0o 6,7% (p<0,001 ). O6sedunennvie ana-
JAU3bL NOKA3AAU, YMO YACMOMA JNeZ0LHbLX 000CMpeHuil
oviia om 30 0o 39% Hudce 6 epynnax Lumacaftor—
Ivacaftor, uem 6 epynne naayebo;, wacmoma coObLmMull,
6edywux K 20CnUmMaaU3AyUU ULl UCNOLb306AHUI 6HY-
MPUBCHHBLX AHMUOUOMUKO8, Oblla HUMNCE 8 ZpYnnax
Lumacaftor—Ivacaftor. Yacmoma nobounwvLx ap@erxmos
6 uenom odunaxosa & zpynnax Lumacaftor—Ivacaftor
u naayebo. Yacmoma npexkpau,eHus npuema npenapa-
moe u3-3a HebaazonpusmuoLx cobbimuii cocmasuaa 4,2%
cpedu nayuenmos, noaywaswux Lumacaftor—Ivacaftor,
npomus 1,6% cpedu mex, Kmo noayia.n naayeoo.
ITonyuennvle uccredosamensamu 0aHHble NOKA3LLEA-
rom, umo Lumacaftor é covemanuu ¢ Ivacaftor o6ecnevu-
AU YaryvweHnue 018 NaAYUeHmMmo8 ¢ KUCMO3HbLM uOpO3oM,
zomozuzomuwrx no mymayuu CFTR Phe508del.

Claire E., Wainwright M.B., J. Stuart Elborn, et al.
Lumacaftor—Ivacaftor in Patients with Cystic Fibrosis
Homozygous for Phe508del CFTR. 2015 DOI: 10.1056/
NEJMoal1409547
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