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BBEJAEHHUE

AKTYaJIbHOCTb T€MbI HCCJIEIOBAHUS

MyxkoBucuuno3 (MB) octaeTcss OTHUM U3 CaMbIX CIOKHBIX HACJIEJICTBEHHBIX
XPOHUYECKUX MYJIbTUCUCTEMHBIX 3a00JI€BaHUM, KaK y B3POCIHbIX, TaK U y aeteil. MB
HACJIEAYETCS 10 ayTOCOMHO-PELECCUBHOMY THUITY U IMPUBOAUT K PAHHEU M CTOMKOU
WHBAJIMIU3AUA pEOCHKA MPAKTUYECKH C POXKICHHUA, M3-3a TSIKEIOr0 MOPaKEHHUS
JErKUX W KEITyJOYHO-KHMIIEYHOrO TpPaKTa, C BOBJIECYEHHEM B  MPOLECC
MOJKEITYOYHOM JKEJe3bl, IMEYEHU, NPYrux opraHoB u cucreMm. Ilatorenes MB
0OyCJIOBJIEH MyTallUSIMU B T€HE MYKOBUCIIUIO3HOTO TPAHCMEMOPaHHOTO PEryisiTopa
npoBogumoctd — MBTP (CFTR - anrnr, Cystic Fibrosis Transmembrane
Conductance Regulator). 'en MB pacnosioxkeH Ha IJIMHHOM IjIede 7-M XPOMOCOMBI,
KogupyeT padory Oenka MBTP - xjopHoro kanama Ha memMOpaHax OOJIBIIMHCTBA
AMUTENUANbHBIX KJIeTOK. ClIeICTBUEM HapyIICHUs IBWKECHHUS HMOHOB XJIOpa uepes
KJIETOYHYI0O MeMOpaHy sBJsieTCs oOpa3oBaHHE BS3KOTO  CEKpeTa  BCEMH
AK30KPUHHBIMHU KEJI€3aMH, YTO MPUBOJUT K HAPYIICHUIO pa0OThl MHOTHX OPTaHOB U
CUCTEM OpraHu3Ma, MpPeJie BCEro JbIXaTeJIbHONCUCTEMBI U KETYI0YHO-KUIIIEYHOTO
tpakTa [17, 24, 57, 58, 113, 173]. B nerkux BSI3KUi CEKPET «IMPUIUIIACT» K CTEHKaM
OpOHXOB, OJIOKMpPYSl MYKOLIWJIMAPHBIM  KIMPEHC, pa3BUBAETCS MYKOCTa3 ¢
MOCJICYIONIUM HH(PUIIMPOBAHUEM U PA3BUTHEM XPOHUYECKOTO OPOHXOJIETOYHOTO
BOCMaJICHUsI. B MOMKenyn04HOM >Kele3e BSI3KUI CeKpeT oOTypupyeT BHYTPEHHHE
KaHaJbl, yMEHbIIAS MOAaqy MUIEBAPUTEIIbHBIX ()EPMEHTOB B KUIIICYHUK U HapylIas
BCACHIBAHWE OCHOBHBIX IUTATEJIbHBIX BEIIECTB. 3aKylOpKa BSA3KOW CIIH3BIO
JKETYEBBIBOSIIMX MYTeH BEACH K Pa3BUTHIO accouuupoBaHHOM ¢ MB 0omne3nu
MEYEHU C UCXOA0M B OmHMapHslid uppos [117].

MB sBnsieTcsi ogHMM M3 YaCThIX 3a00JIEBaHHM cpeau peakux/ophaHHBIX
oose3nert (wactora HaciemoBaHus 1:10.000 HoOBopoxaeHHbix B Poccuu). B
neauaTpuueckord mnpaktuke MB dWacto mackupyercs moa pasiuyHble 00Je3HU
OpPraHOB JbIXaHUS, MEYEHU U MOJKETyI0YHOM kene3bl, nmatojoruto JIOP opraHos,
ocTpble nH(pEKIMOHHbIC 3a00sieBanus u ap. [17, 36]. BBeaenue B PO HeoHataabHOroO

ckpuHuHra B 2006 roay mo3BOJIMJIO Yalle M CBOEBPEMEHHO AUarHoctupoBaTs MB



JaKe N0 MOSABJICHUS KIMHMYECKUX CHMIITOMOB (B MJeaje B Bo3pacTte 1 mecsina) u
BOBpEMSI Ha3HA4YaTh KOMIUIEKCHYIO Oa3uMCHYIO Tepanuio. Y MHOTHX NallMeHTOB
MYKOBUCIIHJIO3 TMPOTEKAeT TKENIO, TpeOyeTcsi TOCTOSHHOEC  KOMIUIEKCHOE
MEJMKAMEHTO3HOE JIeUeHUEe, KUHE3UTeparus, UHAUBUAYaIbHBIN 10oa00p (hepMeHTo-
3aMECTUTENIbHON Tepamnuu, AUEeThl W JjeueOHoro muTanus. B 21 Beke mpowmsoren
KOJIOCCAJIbHBI TPOpPhIB B IUIaHEe JedeHus MB B CBs3M C MOSABJICHUEM Tak
Ha3bIBA€MOMW TapreTHON Tepanmuu (KOPPEKTOphl M moTeHIMaTopsl 0enka MBTP) s
OOJIBHBIX C OINpPEJEICHHBIM KPYroM MYTallui, YTO B KOpPHE JOJKHO HU3MEHUTH HE
TOJIBKO TOAXO/bl K BBIXQXKUBAHUIO STUX OOJIbHBIX, HO TOBBICUT KAYECTBO UX KU3HU
U J1acT OJaromnpusTHBIM MPOTHO3 UX Oyaymiemy. OJHaKO B HACTOSIIIIUA MOMEHT Ha
MPAKTUKE OJIHOW W3 CaMBIX BAXKHBIX LEJIEd B KOMIUIEKCHOM JieueHun MB ocraercs
3aMeJIeHuEe MPOrpecCUpOBaHUs OPOHXOJIETOUHBIX HAPYIICHUH, TaK KaK yXY/AIICHUE
GyHKIUYU JETKUX TMPEXKIE BCETO BENET K CHUYKEHHUIO Ka4eCTBA U MPOJOJKUTEIIBHOCTH
JKU3HU 3THX O00JbHBIX [69, 70, 98, 174, 175]. HenoctarouyHOCTh MUTAHWs, HApaBHE C
HapylieHueM (DYHKIUNA JIETKUX, SIBJISIIOTCS OCHOBHOM mpobsiemoit 0oiapHbiXx MB. B
MaToreHe3e HapylIeHWs TUTAaHUS TPU MYKOBHUCIHJIO3€ MOXXHO BBIACIUTH 3
COCTaBJISIFOLIHE: YBEIIMUEHHBIE  DHEPre€TUYECKHE  TOTEPH, MOBBIIIICHHBIE
HHEPreTUYECKUE MOTPEOHOCTH, HEIOCTATOUYHOE NMOTPeOIeHHE KaJlopHil [76].

OyHKIUs JTETKUX 00a5HOTO MB HampsiMyro KOppeIupyeT ¢ €ro COCTOSHHUEM
nutanus. [loaToMy ucciegoBaHMe M KOHTPOJIb HYTPUTHMBHOIO CTaTyca M COCTaBa
Tejda y O3TUX MALUWEHTOB, MOAOOP MHAMBUAYAJbHON aJeKBATHOM HYTPUTHUBHOMN
MOJIJIEP>KKU Ha MPOTSIKEHUU BCEHM KU3HM SIBIISIETCS BA)KHOM 3aJ1a4€dl COBPEMEHHOM
KOMILIEKCHOU Tepanuu [61, 161, 175].

JIns KOMIUIEKCHOM OLEHKH HYTPUTHMBHOTO CTaTyca MalMEHTa C Pa3IM4YHOMN
MATOJIOTHEH 3apyOeKHBIC CIICIIUATMUCTHI IMUPOKO UCTIOIB3YIOT aHAJU3 COCTaBa Tea ¢
MOMOILBIO JIBYX?HEPreTUYeCcKOl peHTreHoBcKkoM abcopoumomerpun (DXA) wunu
Oonee MOCTYMHOW OMOMMIIETAHCOMETPUHU. AHAIW3 COCTaBa Teja MalleHTa JaeT
MPEACTABICHUE HE TOJBKO O COOTHOIIIEHHH MBIIIEYHOM MaccChl M TOIIEH MaccChl Tena,
HO U O HEJOCTATOYHOCTH OEJIKOBOI0 KOMIIOHEHTA MHUTaHus B paiuoHe [63, 83, 95,

98, 122, 133]. Yto xacaercs O0IHHBIX MYKOBHUCIIHIO30M, TO €IMHOTO MHEHUS B 3TOM



BOIIPOCE, OCOOEHHO B MeAuaTpUYECKON MpakTHhke, He cymecTByeT [48, 109]. CocraB
TeNa JeTe ¢ MyKOBHUCIIMIO30M U MPUUKHBI €T0 JucOasaHca Majao U3y4YeHBI.

VY nereii ¢ MB 0CHOBHOI MpUYHHON ManbaOCOpPOIMH MPU3HAHA XPOHUUYECKAs
BHEIIIHECEKPETOPHAsL [MaHKpeaTUyecKass HEeJOCTaTOYHOCTb. HO Ha mpakTuke,
HECMOTPS Ha MOJHOIEHHYIO 3aMECTUTENBHYIO (PEPMEHTOTEPAHIO, Y OOJBHBIX YaCTO
COXpaHSIOTCS Juapesi, B3AyTue U O0JH B KUBOTE, KOTOPbIE MOTYT OBITh CIEACTBUEM
JaKTa3HOM HeN0CTaTOYHOCTU. [10100HBIE CUMIITOMBI  OIMIMOOYHO MPUHUMAIOTCS 32
racTpouHTecTuHalbHble nposiBiieHuss MB [90]. Ilo HEKOTOpbIM JaHHBIM, YacTOTa
TUIIOJIAKTa3uu  y  jgered ¢ MB  goBomsHO  BbicOka (mo  45%) [151].
JuarnoctupoBannas JIH, kak komopOuaHoe coctostHMe y aered ¢ MB, momxHa
CBOEBPEMEHHO KOPPEKTHPOBATHCA HA3HAYEHUEM JIeU€OHOM JIIMMUHALIMOHHON JUETHI.
Ho Bompoc o pomu JIH B gopmupoBaHuu cuHapoMa ManbaOCOpOLMHM Yy JaHHBIX
NALMEHTOB OCTAETCSI OTKPBITHIM U TPEOYET YTOUHEHHUS.

[IpoGneme rpyaHOro BCKapMIIMBAHUS JETEH C Pa3IMYHbIMU NATOJOTUSIMHU B
P® na coBpemeHnHOM dTane yaensiercs: Oonbiioe BHUManue [5, 6, 12]. EBponeiickoe
obmecteo MB (ECFS) pexoMenayer rpyaHoe BCKapMIIMBaHHE IS MIIAJCHIIEB C
MB kak MEIHHMYM B T€YEHHUE NEPBBIX 6-TH MECALIEB )KM3HU, HE3aBUCUMO OT TSKECTH
cocrossuua [153]. Hecmotps Ha oOwmenpusHaHHbIl (akT HEO0OXOAMMOCTU
COXpaHEHUsl TPYJHOIO BCKAPMJIMBAHMS, B HAUIEl CTpaHE TPEBOXKHBIM CHUTHAJIOM
SBJISIETCSL YacTO€ HEOOOCHOBAHHOE €ro HCKIIIOUEHHE M3 palMOHA MUTAHUs JeTeil ¢
MYKOBUCLIUJIO30M, Cpa3y MOCJE€ MOATBEPKACHHUS JAHHOIO IUArHo3a. AKTyaJbHOU
npo0JieMOil OCTaeTCsl OCYIIECTBICHHE HYTPUTHUBHOM MOIAEPKKH JIeTed IEepBOro
roja >Ku3Hu ¢ MB, JIHIIEHHBIX BO3MOXHOCTH TOJIy4aTh I'PYAHOE MOJIOKO, BBUIY
OTCYTCTBHS CIELMATU3UPOBAHHBIX UISI JAHHOM BO3PACTHOW KATETOPUU U JAHHOU
NaTOJIOTMH MOJIOYHBIX CMECEH.

VY psana 6osee cTapuiux MaueHTOB € TSHKENBIM TeueHrneM MB u kpuTuuecku
HU3KOM MAacCOW Tejla HE YHAeTCs YIY4YIUUTb HYTPUTHUBHBIM CTaTyC, HECMOTps Ha
PETYJISIPHOE JOMNOJHUTEIBHOE NMHUTAHHE BBICOKOIHEPIE€THUECKUMHU IMHTATEIbHBIMU
cMecsMu. B Takux ciaydasx NpUMEHSAIOTCSA arpeccuBHble MeToAbl koppekunu HC c

MOMOIIbI0 HOYHOM THUNEPATMMEHTALMKA 4Yepe3 racTpoCTOMy. 3a pyOeKoM TaHHBIN



METOJ UCIIOJIb3YETCA Y B3pOCIBbIX U ieTed ¢ MB Heckonbko aecsatwieTuu, B PO —y
B3POCJIBIX TAIMEHTOB C XOPOIINM TOJIOKHUTEIbHBIM ddextom [46]. ¥V nereit B PO
no 2015 roma MeToA HOYHOM TMIEPATIMMEHTALMH JJIsl KOPPEKUUU HYTPUTHBHOTO
craryca He npumensics. Otaanennbsie pe3yibTaThl kKoppekuuun HC y 6onbabix MB,
0COOEHHO B JIETCKOM BO3pacTe, MPH MOMOIIY TUIIEPAIMMEHTAIIH Yepe3 TaCTPOCTOMY
SBJIIOTCS TIPOTUBOPEUMBBIMU M HYXKJAIOTCSI B JalibHeeM u3ydenun [117, 118,
175].

N3ydenune AOMOJHUTENBHBIX MPUYUH HAPYIICHUW HYTPUTHUBHOTO CTaTyca y
neteit ¢ MB  pasnuyHOro Bo3pacta U TSXKECTU TEUEHHsI 0O0JIE3HM, METO/Abl TOYHOM
onenkn HC u ontumuzanuu HYTPUTUBHOM TOAAEPKKU Il STUX MAIlUEHTOB
OCTAIOTCSI BEChbMa aKTyaJbHbIMH, YTO OOYCIOBMJIO LE€Jb MW 3aJa4d HAIEro
VICCJIEIOBAHHSI.

Crenenb pa3padloOTaHHOCTH TeMbI

[lo ganHBIM  ToOcHenHero  omyOiukoBaHHOro  Peructpa  OOJBHBIX
MyKOBHCI1030M B Poccuiickoit denepannu (3a 2019 r.), mokazareynu HyTPUTUBHOTO
cTaTyca B JETCKOM MOMYJSIUU HE JOCTUIJIM KEJIAEMbIX, HO BIIEPBbIE 3a TPHU rojaa
yBeIMUWINCh. [IuTanne OOJBHBIX TO-TIPEXKHEMY OCTAETCS CEphE3HON MPOOIIEMOH,
TECHO CBS3aHHOU C COCTOSHHEM JIETOYHOM (DYHKIIMHU U IPOJOJKUTEIbHOCTBIO KU3HU
nanueHToB [36]. HecMoTpss Ha mMpoBOaMMYI0 0a3MCHYIO TEpalii0 U COBPEMEHHBIC
JIEKapCTBEHHBIE TEXHOJIOTHH, y psga OonbHBIX HOpMmanu3oBaTh HC He ymaercs.
[TprunHAMU TaKUX COCTOSTHUN MOYXET ObITh U COMyTCTBYIOMmAs natoyorus [71, 107].

OO000IIEeHHBIM aHAIU3 HAy4YHOU 3apyOeHOW M OTEUECTBEHHOW JIUTEPaTypbl
MOKAa3bIBAET, YTO Y 3TOM MPOOJIEMBI OCTAETCS PSAJl CIIOKHBIX HEPEIIEHHBIX BOIPOCOB.
DTO [aeT OCHOBaHME JIJISl UCCIIEIOBAHUS, HAIIPABICHHOTO HA U3YUYEHHE BO3MOMHBIX
MPUYUH HAPYIICHUS HyTPUTUBHOTO CTaTyca nereid ¢ MB, a taike miis pa3paboTKu
nuddepeHIUPOBAHHBIX MOIX0I0B K ONTUMHU3AIMA HYTPUTUBHOM MOJACPKKHA ITUX
MalKeHTOB.

Heanb padorei: O60CHOBATh U pa3pabOTaTh aNTOPUTMBI HYTPUTHBHOM TMOICPIKKH

JJIs1 HCTCﬁ C MYKOBHUCTIA0O30M PA3JIMYHOI'O BO3paCTa.
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3agaum UccJaeI0BaAHNA:

1. IlpoBecT KOMIUIEKCHYIO OIICHKY HYTPUTHBHOTO CTaTyca JeTeil OOJbHBIX
MYKOBHUCILI030M I'PYJTHOI'0 BO3pacTa M MAMEHTOB CTapIlle OJHOIO roja.

2. Onpenenutb MH(GOPMATUBHOCTh PA3IMYHBIX METOJOB TUATHOCTHKHU JIAKTA3HOM
HEJIOCTATOYHOCTH Y JETEN ¢ MYKOBUCLHAIO30M.

3. OueHuTh BIMSHUE TPYJHOTO BCKapMJIMBAaHUSI HA HYTPUTHUBHBIN CTATyC U TEUEHUE
MYKOBHCILIHJI03a Y JI€TEH.

4. Pa3paboTaTh anrOpuUTMbl HYTPUTHUBHOM MOJJCPKKUA JETEH C MYKOBHUCLHUIO30M
pa3IMYHOTO BO3pacTa B 3aBUCHMOCTH OT TSDKECTH TE4YeHMsI 3a00ieBaHMs U
BBIPQKEHHOCTU HYTPUTUBHON HEJOCTATOYHOCTHU, OLICHUTh X 3P (HEKTUBHOCTD.

5. OueHutb 3(PEKTUBHOCTH  METOJa HOYHOM  TUIEpATMMEHTAllMM  4Yepe3
HU3KOIPO(PUIBHYIO TaCTPOCTOMY Y JETEH € TAXKEIBIM TEUEHUEM MYKOBHUCIIMI03a U
BBIPKEHHBIMU HAPYILIEHUSIMHA HYTPUTHBHOT'O CTATYyCa.

Hayuynast HOBU3HA

BnepBbie y OOJBHBIX MYKOBUCUUAO30M YCTAHOBJIEHO TIOJIOKHUTEIbHOE
BJIUSIHUE TPYAHOTO BCKAPMJIMBAHUA U €r0 MPOJOLKUTEIBHOCTH Ha (PU3MYECKOE
pa3BUTHE, TEUYEHHE OPOHXOJErOYHOIO IpOolecca U YacTOTy OCJIOKHEHUH, B TOM
YHUCJie HAPYIICHU TOJIEPAHTHOCTH K TJIFOKO3€ B 00Jiee cTapileM BO3pacTe.

BnepBbie pazpaboTan cnoco0 BCKapMJIMBaHUS JIeT€H paHHEro BO3pacTa
OOJBHBIX MYKOBHUCIIMI030M CIIELUATU3UPOBAHHON CMECBHIO JJIsi HEIOHOLICHHBIX U
MaJIOBECHBIX JI€T€W C YACTUYHOM 3aMEHOW BOJBI I €€ Pa3BEICHHs CTEPUIIBHBIM
dbusunonornyeckum pactopom (0,9% pacTBop XJopuja HaTpUs) B 3aBUCUMOCTH OT
Macchl Teja peOeHka H Temmeparypsl Bo3ayxa B nomenieHud (IlateHT Ha
nzooperenrie RU 2639450 C1 ot 21.12.2017).

BriepBpile B OTEYECTBEHHOW IEIMATPUYECKOM TMPAKTUKE Yy JETEeH ¢
MYKOBHUCLHUI030M NPOBEAECH CPaBHUTEIBHBIA AHAJIN3 METOJOB HM3Y4YEHHS COCTaBa
Tena - OMOMMIIEAHCHOTO aHaliM3a W KaJWIEpOMETPHUM, IOKa3aHa HMX BBICOKas
3¢ (HEeKTUBHOCTh U B3aUMO3aMEHIEMOCTh, & TAK)KE€ BO3MOXKHOCTb MCIIOIb30BAHUS IS
MOHUTOPUHIA 3a TEYEHHWEeM OOJIE3HM U COCTaBJICHHUS MEPCOHU(PULIMPOBAHHOM

IIPOTPaMMbl KOPPEKIIMU ITUTAHUS.
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YCTaHOBIIEHO, YTO JKCIPECC-METOJ OINpeNeTeHHs JIAKTa3HOW aKTUBHOCTH B
owornrtare CIAM3UCTONM  OOOJIOYKM TOHKOM  KWINKH  SIBISIETCS  JOCTATOYHO
YyBCTBUTEIBHBIM, HO MajocnenuuyuasiM. [Ipu yMepeHHOW THIOJIaKTa3uud TI0
pe3yibTaTaM 3KCIpecc-TecTa, ToJbko B 20% ciydaeB JIakTa3Hasi HEIOCTATOYHOCTb
MOATBEPIKIANACH C TIOMOIBIO HATPY30YHOTO TVIMKEMUYECKOTO TECTA C JIAKTO30M; TIPH
TSDKEJION THUIOJIAKTAa3HH, BBISIBJICHHON YKCIPECC-TECTOM, HEIEPEHOCUMOCTh JIAKTO3BI
MOJITBEpXKIanach B 3 pasa yamie u TpeOoBaja COOTBETCTBYIOIICH MHUETOIOTHICCKON
KOPPEKITUH.

Brnepsbie 1 geTeit ¢ MyKOBUCIIUA030M CTapIe Tojia pa3paboTaH U MpuUMEHEH
AITOPUTM HYTPUTHUBHOU TIOJIJTCPIKKH, BKJTFOYAFOTITHHA WCIIOJIb30BaHUE
CHEIUATN3UPOBAHHBIX BBICOKOKAJOPUUHBIX BBICOKOOETKOBBIX CMECEH Ha OCHOBE
HEIbHOTO U THAPOJM30BAHHOTO MOJIOYHOTO O€JIKa, C Y4E€TOM TSKECTH TEUEHUs
3a00JIeBaHUS U BRIPAKEHHOCTH HAPYIICHUH HYTPUTUBHOTO CTaTyca.

Brnepsbie uzyuena s3ppekTUBHOCTh METOZa HOYHOM TUIEPATIMMEHTALIUU Yepe3
OQJUIOHHYI0O HM3KONMPO(DWIBHYI0 TacTPOCTOMY Yy JETe C TSKEJIbIM TeYEeHUEM
MYKOBUCIIH/I03a W KPHUTHYECKH HHU3KHUMHU TIOKa3aTelIIMH HYTPUTHBHOTO CTaTyca.
[TokazaHO ero MOJIOKHUTEIHHOE BIUSHUE HA MAacCCO-POCTOBBIC IMOKA3aTelid, COCTaB
TeJla U CHW)XEHHUE YacTOThl OOOCTPEHHM OPOHXOJErOYHOro mpoiiecca y Haubosee
TSDKEJIBIX TTAI[UEHTOB.

TeopeaneCKaﬂ H NPpaKTHYeCKasd 3HAYUMOCTD

VY CTaHOBJIEHO, YTO TPYAHOE BCKAPMIIMBAHHUE UTPACT BAXKHYIO POJIb B TEpAIUU
MYKOBHUCIIH103a, MPOPUIAKTAKE PAHHETO U TIO3JHETO Pa3BUTHS €ro OCIOKHEHHM,
oOecrieunBaeT OJIATONPUSATHBIA TPOTHO3 3a00JieBaHUS W aJCKBaTHOE pa3BUTHE
pebeHka, 4YTO JOJHKHO YUYWUTHIBATBCS HAa BCEX OJTamaxX OKa3aHUs MEIUIIMHCKON
MTOMOIIIY, BKJIFOUAsi CTAllMOHAPHBII.

Hayyno o6ocHOBaHa HEOOXOIUMOCTh MPUMEHEHUE METO/Ia OMOUMIIETAHCHOTO
aHaju3a JJisl OIpeIeNIeHHs] COCTaBa Tejia y JETel ¢ MyKOBHUCIIMA030M, YTO MO3BOJISET
pa3paboTaTth TEPCOHU(DHUIIMPOBAHHYIO TPOTPAMMY KOPPEKIIMH HEIOCTATOYHOCTH

ITUTaHHA.
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JUIsL BBISIBICHUS JIAKTA3HOM HENOCTATOYHOCTH, KOTOPAsl 4acTO COILyTCTBYET
MYKOBHCLIHJIO3Y, II0Ka3aHa LEJIecCO00pa3sHOCTh HCIIOIb30BAHUS TITMKEMHUYECKOTO
Harpy304HOro TeCcTa C JIAKTO30M, YTO T[03BOJIIET CBOEBPEMEHHO IPOBOJUTH
KOPPEKILIUIO TMEThl B CIydyae KOMOPOMIHOCTH 3THUX COCTOSIHMM. DKCIpPECC-TECT Ha
JaKTa3HYI0 HEJOCTaTOYHOCTh MOXKET OBITh HCIOJB30BAH B KAYECTBE CKPUHUHTA.

Jig neteil ¢ TsDKENIbIM T€YEHMEM MYKOBHCLHMIO3a B COYETaHUM C OEIKOBO-
HHEPreTUUECKON HEJOCTaTOUYHOCTBIO TSDKEIONW CTENEHU BBICOKOAI(P(PEKTUBHBIM U
Oe30macHbIM SIBJISIETCS METOJI HOYHOM THIEpaJTUMEHTAaluu 4Yepe3 OauIOHHYIO
HU3KOIPO(PUIBHYIO TaCTPOCTOMY.

Pa3paGoTanHple alropuTMbl HYTPUTHBHOM TOMJEPKKH Y OOJBHBIX C
MYKOBUCLHJIO30M - JETel MepBOro Troja >KW3HU C COXPAaHEHUEM TIPYyIHOIO
BCKapMJIMBaHMs, ONTHMH3AUMENd HUCKYCCTBEHHOI'O BCKAapMIIMBAaHUS U  CXEMBI
BBEJICHHUSI NPUKOPMA M MAI[MEHTOB CTaplle roja 3a CYET BKIIIOUYEHHS B JICUEOHYIO
JUETY CHELUAIN3UPOBAHHBIX BBICOKOKATOPUMHBIX BBICOKOOEIKOBBIX CMeEcCEe Ha
OCHOBE II€JIBHOTO M THUIPOJU30BAHHOIO O€NKa - MOryT ObITh PEKOMEHJIOBAaHbI K
MPUMEHEHUIO B MEIUATPUUECKON MPAKTHKE.

MeTo0a0J10THsI M METOABI MCCJIEIOBAHUS

[IpoBenen aHaiM3 COBPEMEHHBIX HAy4YHBIX JIaHHBIX 3apyOekHOU U
OTEUECTBEHHOW JIMTEpaTypbl MO MpoOJeMe COCTOSHUS HYTPUTHBHOTO CTaTyca u
BO3MOXXHOCTEl €ro KOPpPEeKUUH y TAUUEHTOB C MYKOBUCHUAOM. [l BBISBICHUS
JOTIOJIHUTENBHBIX TPUYMH HAPYLIEHWs HYTPUTHUBHOIO craryca y aered ¢ MB,
CBSA3aHHBIX HE TOJILKO HEMOCPEICTBEHHO C caMUM 3a00JieBaHUEM, HO H C
KOMOPOUHBIMU COCTOSIHUSIMH, Je(PUIIMTHBIM THUTaHHEM ObLIO oOciegoBaHo 225
MaiMeHToB B Bo3pacte oT | wmecsma go 17 nmer 11 wmecsneB. OueHka
aHTPOMIOMETPUUECKUX JAaHHBIX Tena jAeTeil ¢ MB Obuta mpoBeneHa ¢ MOMOIIBIO
nporpammbl - «Who-AntroPlus»y. CoctaB Tema ObLT  HCCIIEIOBAaH C  MOMOIIBIO
oreuecTBeHHOTo aHammzatopa ABC-01 «Memace» ¢ wucnosib3oBaHueM 0a30BOU
koMmrbroTepHO mporpamMmmbl ABC01-0362. Ananu3 pacnpoCTpaHEHHOCTH JIAKTa3HOM
HEJIOCTATOYHOCTH y Aereld ¢ MB mpoBoauics ¢ MOMONIIBIO CPAaBHUTEIBHOM OLIEHKU

JIBYX METOJOB: IOJIyKOJIUYECTBEHHOTO JKcmpecc-tecta «Lactose intolerance quick



13

testy B OumomnrTaTe CIM3UCTONM OOOJIOYKM TOHKOM KHILKH, MOJYYEHHOM BO BpeMs
OI'’IEC u Harpy304HbIM TIJIMKEMHUYECKUM TECTOM C JakTo30i. C MOMOLIBIO
AHKETUPOBaHUs Mareper nere ¢ MB 1poBeleH pEeTPOCHEKTUBHBIM aHAIU3
IIPOJIOJKATEIBHOCTH TPYIHOTO BCKAapMIIMBAaHUS Ha IIEPBOM TOJYy JKM3HU U €ro
BJIMSHUS HA HYTPUTUBHBIM CTaTyC TMAlMEHTOB, TEYEeHHE OO0JIe3HH, KIMHHUKO-
nabopatopHble Mokazatenau B Bo3pacTe 1 u 3 roma. Ha ocHOBaHMM MOITYy4YEHHBIX
JaHHBIX, B 3aBHUCHUMOCTH OT Bo3pacTa pebeHka ¢ MB, pesynpraToB ananusa
AHTPOIIOMETPUYECKUX  IIOKA3aTeJIed, COCTaBa  Telda, HalW4yusd  JIAKTa3HOU
HEJ0CTAaTOYHOCTH, JETH ObUIM pa3lieleHbl Ha 4 Tpymnmbl, Kaxaas M3 KOTOPBIX
noJiy4yajia JIONMOJIHUTENIbHOE IHTAHUE BBICOKOKAJOPUUHBIMU BBICOKOOEIKOBBIMH
CMECSIMM Ha OCHOBE LIEJIBHOTO MOJIOUHOTO WM Tuaponusata Oenka. IIpoBeneHa
OLIEHKAa MEPEHOCHUMOCTH W KIMHUYECKOM 3(P(PEeKTHBHOCTH AAHHBIX NpoaykToB. Ha
OCHOBAaHHMH OIIEHKM AHTPONOMETPUYECKHX HHIHEKCOB M COCTaBa TeEJa BBIICIICHA
rpynmna JAeted ¢ MYyKOBHUCUUAO030M, KOTOPbIM Oblla HEO0OXOJMMa YCTaHOBKa
racTpOCTOMBI ISl POBEJAEHUSI HOUHOM runepanuMenTanuu. Ouenka appekTuBHOCTH
JAHHOT'O METO/1a KOPPEKIMU HYTPUTUBHOIO CTaTyca MPOBOJANIIACH B TEUCHUE 2-5 JIET.

CrarTucTHyecKuid aHaJIu3

CTaTUCTHUYECKH aHaMW3 PE3yNbTaTOB  HMCCIECIOBAHUS TPOBOAMICS C
ucrob30BanueM makera mporpamm IBM SPSS Statistic sv24 u Microsoft Office
Excel (2016). Jlns 00paOOTKM TOJYYEHHBIX JaHHBIX TNPUMEHSIHNCh METOJIbI
OMHMCATEIIbHON CTaTHCTHKU C OCHOBHBIMU KPUTEPHSIMHU: CpefHee apu(MeTHUeCKOoe
MIPY HOPMAJILHOM pacIpeiesIieHnH, CTaHIapTHOE OTKJIIOHEHUE (JUCTIEpCHs), MeINaHa,
OTpEeNIeJICHUE JOBEPUTEIBHBIX HHTEPBAIOB 95%, 99%, 99,9%. Koaddumuent
KOppessiuu ObUT paccuuTaH ¢ mnomousio Gopmynsl [lupcona. Pacnpenenenue
CTpI0IcHTa PUMEHSIIOCH B Cydae HeOOJBIION BRIOOPKHU MaIueHToB. [lomydueHHbIC
pe3yibTaThl CUMTAIUCh CTATUCTHYCCKU: 3HauuMbiMu mnipu  p<0,05; BbICOKas
sHauuMocth npu p<0,01; mpu p<0,001 — paBHoit 99,9%. Cuna kKoppeIsAIUU
cuuTanack cinaboi mpu r= 0-0,299; cpenneii npu r= 0,3-0,699; cunpHoi 1ipu 1= 0,7-

1,0.
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OcHoOBHbBIE MOJIOKEHUS AUcceprTanuu, BBIHOCUMbBIC HA 3alIIUTY

JIns OLlEeHKWM HYTPUTHMBHOTO CTaTyca JIETEM ¢ MYKOBHCUHU030M HEIOCTATOYHO
MCMOJI30BaTh TOJBKO MOKA3aTENN aHTPOIIOMETPUU. AHAIU3 COCTaBa TeJa JIETEH ¢
MB noxkazan Hanuuue aeuirTa Tolel Macchl Tejla, akTUBHON KJIETOYHON MacChl
U JIONM AaKTUBHOW KJIETOYHOW Macchl 0OoJjiee, 4YeM Y TIOJOBUHBI JIE€TeH C
MYKOBHUCIIMJIO30M, HMMEBIINX HOPMaJbHbIM U Jaxe CHWxeHHbiW HMMT, npu
HOPMAJIbHOM yYPOBHE KUPOBOM MaCChl T€JIa, YTO YKAa3bIBAET HA HEJIOCTATOYHOCTH
0€JIKOBOr0 KOMIIOHEHTA palioOHa U HU3KYIO0 (PU3UYECKYIO AaKTUBHOCTD.
buoumrienaHcHbIM aHAJIM3 CcOCTaBa Tela MW KaJUIEPOMETPUS  SBJISFOTCS
B3aMMO3aMEHSIEMBIMH JIOCTYIIHBIMA METOJAMU HCCIEAOBAHUS COCTAaBa Tela W
PEKOMEHAYIOTCS K MCMOJIb30BAHUIO JIJIA OLIEHKHM HYTPUTUBHOTO CTaTycCca y JETEH C
MYKOBHUCIII030M.

DKCIpecc-TeCT Ha JIAKTa3HYI0 HEJIOCTATOYHOCTh B OMONTATE CIIU3UCTON 000JIOUKH
TOHKOM KHIIIKK 00JiaaeT HeAoCcTaTouHoH crnenuduarocThio. Cpeau marueHToB ¢
YMEPEHHOW THUIIOJAKTA3UeW IO pe3ylNbTaTaM JKCIIpecc-TecTa, TOJabko B 20%
CIy4yaeB YCTAHOBJICHA HEMEPEHOCUMOCTH JAKTO3bl, y OOJBHBIX C TSKEION
TUIIOJIaKTa3uel JJaKTa3Has HEJOCTATOYHOCTh MOATBEpKAeHA B 72% cily4yaes.
Hannuune rpyaHOro BCKapMIIMBAaHWSI HA TEPBOM TOAY JKM3HM TNALHMEHTa C
MYKOBHCITUIO30M OIpeeliser Oojiee OJaronmpusTHOE TEUYCHHE 3a00JIeBaHUS U
CIIOCOOCTBYET YJYUIIICHUIO €r0 IIPOTHO3A.

CBOEBpEMEHHOE  BBEJACHHE B  KA4E€CTBE  JIOMOJHUTEIBHOIO  NUTAHUA
BBICOKOKAJIOPUHMHBIX  BBICOKOOGIIKOBBIX CMECE Ha OCHOBE IICIBHOTO |
TUAPOJIU30BAaHHOTO OeJika, 000TaIlIEHHBIX CPEAHEIECTOYECYHBIMU TPUTIIUIICPUIAMHU
B palMoH NauueHToB ¢ MB crapmie oaHOro rojaa, MO3BOJISIET YMEHBIIUTH
MPOSIBJICHUS HEIOCTATOYHOCTH MMUTAHUS U IPEJOTBPAIIAET €€ MPOTPECCUPOBAHUE.
VY OonBHBIX € TsDKENBbIM TeueHHeM MB ¢ KpuUTHYEeCKH HU3KUM HYTPUTHUBHBIM
CTaTyCOM HOYHAs THUINEPAIMMEHTAIMS Yepe3 OaUTOHHYIO HH3KOMPOPUIHHYIO
racTpOCTOMY TIO3BOJIACT YIYYIINTh COCTOSHUE THTAHHs, YTO CIOCOOCTBYET

CTAOMIM3AIMKM JIETOYHBIX (DYHKIUN, YPEKEHUI0 OPOHXOJErOYHBIX OOOCTPEHUH,
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YMEHBIIEHUIO MOTPEOHOCTH B KypcaX BHYTPUBEHHOW aHTHOAKTEpUATbHON
Teparuu.

BHeIlpeHHe PE3YIBTATOB HCCJICI0BAHUSA B IIPAKTUKY

OCHOBHBIE TIOJOKEHHS, BBIBOJBI M MNPAKTUYECKUE PEKOMEHIALMUA IJAHHOTO
WCCIICIOBAHUSl  MPUMEHSAIOTCS B KIMHUYECKOW NPAKTUKE ITyJIbMOHOJIOTHYECKOTrO
ornenenus OI'AY «<HMMUL] 3nopoBbs nereit» Munsnpasa Poccuu, B MHPEKITMOHHOM
otnenenuu Ne3 I'bY3 JII'b Casroit Onbru r. Cankr-Ilerepbypra, B neaguaTpuueckoM
otaenennn PJIKb ®I'AY BO PHUMY um. H.U. [Iuporosa Munsapasa Poccum r.
Mocksbl. Pe3ynbTaThl HCClEIOBaHUS BHEAPEHBI B JIEKIIMOHHBIM KypC MPOTpaMm
MOBBIINIEHUs KBanudukanuu 1o cnenuanbHoctn «llemuatpusi» Ha kadeape
MeINaTpUy U JETCKOM peBMATONOrMM KIIMHUYECKOro MHCTUTYTa AETCKOTO 3J0POBbS
nmean H.®. ®unatoBa OPI'AOY BO IlepBeii MIMY um. U.M. Ceuenona
MunsapaBa Poccun (CeueHOBCKUM YHUBEPCUTET) U B MPOTPaMMy TEMaTHYECKOTO
yCOBEpIIIEHCTBOBaHMS it Bpauer «llutanue gereil ¢ MyKOBHCIHMIO30M» Ha 0ase

HMMUI] 3nopoBes nereit M3 PO (72 akaneMudeckux yaca).
CreneHb 10CTOBEPHOCTH Pe3yJabTATOB UCCJIEI0BAHUS

Bricokass creneHp JOCTOBEPHOCTH IMOJYYEHHBIX PE3YyJIbTATOB HCCIEAOBAHUS
ONPEAEIACTCS TIATEIbHBIM BBIIIOJHEHUEM METOAOJIOTUYECKUX CTAHAAPTOB HAYYHO-
000CHOBaHHOW MEIUITMHCKOW MPAKTUKHU: PENPE3CHTATUBHONW BHIOOPKOU MAIMEHTOB;
MPAaBUJIBHO CIUIAHUPOBAHHBIM JU3alHOM MCCIIEIOBAaHUS, B COOTBETCBUM C
MOCTaBJICHHBIMHM  3a/la4aMH; MCIIOJIb30BAaHUEM COBPEMEHHBIX HH(POPMATUBHBIX
METO/IOB JIaDOPAaTOPHOTO ¥ HMHCTPYMEHTAJIBHOTO OOCIEOBaHUS C  OIEHKOU
MOJYYEHHBIX PE3YyJIbTaTOB, NPUMEHEHHEM COBPEMEHHBIX aJE€KBATHBIX METOJ0B
aHanM3a M CTAaTUCTUYECKOM 00paboTku pAaHHbIX. Mcmons3yemble B pabote
MaTepuaibl M METOJbl TMPU3HAHBI MEXIYHAPOJHBIM COOOIIECTBOM JIHETOJIOTOB,
racCTPO3HTEPOJIOrOB, MEXKIYHAPOIHONU U €BPONENUCKON accoumanusamu MB, a Tak xe
POCCHMCKUMHU CHENHAINCTAMU. V3J105)K€HHBIE B UCCIIEIOBAHUN TTOJIOXKEHUS, BHIBOBI
W TPaKTUYECKHE PEKOMEHIAIMA HEOJHOKPATHO ObUTM TPEACTABICHBI Ha

MCXKAYHAPOJHBIX W HAIIMOHAJIBHBIX KOHI'pECCaxX U KOH(I)epeHIII/I}IX.
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Marepuainbl 1 pe3yJbTaThl UCCIEA0BaHUS ObUIH A0J0KeHbl: Ha VI exeronHoi
CeBepo-3amaiHOll HAay4YHO-TIPAKTUYECKOW KOH(PEPEHIIMH 10 MYKOBHCIHIO03Y C
MEKIyHApPOIHBIM yuacTheM «[ eHeTuka, IMarHoCTHKa, OCI0KHEHUS, peaOuJIUTAIUS»
(Cankt-IlerepOypr, 2015); Ha koHpepenuuu « CoBpeMEHHbIE TEXHOJIOTMH JICUCHUS,
peadwinrands M CcOUMalbHAs MOAJEPKKAa JETeil C  OHKOJOTHMYECKHMH,
reMaToJOTHYEeCKUMHU W DPEAKUMH 3a0osieBaHusmu» (Anma-Ata, 2015); na 38th
European Cystic Fibrosis Conference (Brussels, 2015); ma XIX Konrpecce
neauaTpoB  Poccum ¢ MEXKIYHApOIHBIM  yY9acTHEM «AKTyaldbHBIE MPOOJIEMBI
neguatpun» (Mocksa, 2016); na XVIII Coe3ne neauatpoB Poccun «AxryanbHbIe
npobnembl nenuarpun» (MockBa, 2017); Ha 43rd European Cystic Fibrosis
Conference (Lyon, 2020); na Bropom Bcepoccuiickom meauarpuueckoM (Gopyme
CTyJIeHTOB U Moioablx ydeHbiX (MockBa, 2020); na II Bcepoccuiickom ®opyme
MEJIMIIMHCKUX M OOIIECTBEHHBIX opraHu3anuii «OObeIUHUM yCuiIusi B Oopb0e C
mykoBucuumozom» (MockBa, 2020); mHa X OOpa3oBaTelbHOM MEXKIYHAPOIHOM
KOHCEHCYCE M0 pecnupaTopHoil MmenuuuHe B neauarpuu (Bmamgumup, 2021); Ha
Konpepenunn «OcoO0EHHOCTH HYTPUTUBHON MOAACPKKH JI€TEH C MYKOBHUCIIUA030M,
HY>KJIAIOIIUXCS B MHTEHCHBHOM TuTaHum» (MockBa, 2021); Ha XV HanuoHaIbHOM
KoHrpecce «l/IHHOBAaIIMOHHBIE METOJbl JIMATHOCTUKU M TEpPanuu MYKOBHUCIIMI03a.
IIpopeis B 6yaymee» (Cysmans, 2021); ma 8" International Conference on Nutrition
and Growth (JIonmon, 2021).

[Myoimkanuu pe3yabTaroB HccaenoBanus. [lo TemMe auccepTanmoHHON
paboThl OMyOJMKOBaHO 6 TmMeyaTHBIX paboT, W3 HHUX S5 - B KypHaIax,
pekoMenoBaHHbiX BAK MunoOpuayku P® panga nyOnukaiuu — pe3ysibTaToB
JTUCCEPTALIMOHHBIX HCCIEOBAaHUNA, W3 HUX 2 CTaTbM, HHJEKCUpyeMble B 0aze
SCOPUS wu Ilarenr Ha m3obpereame PO Ne 2639450 or 21.12.2017 «Cnocob

BCKapMJIUBaHUS JETEH paHHEro BO3pacTa, O0JIbHBIX MYKOBHUCIIAI030M).
JIMYHBIN BKJIAJ aBTOPA

ABTOp JIMYHO NpPUHMMAJ Y4YacTUE BO BCEX 3Tallax MCCIEAOBAHUS: aHAINU3

OTCUYCCTBCHHBIX M MCKIAYHAPOAHBIX HAYYHBIX HMCTOYHHKOB JIMTCPATYpPhl IIO TCMC
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JMCCEePTallMU U TIOATOTOBKA 0030pa JUTEpaTyphbl, COCTaBJICHUE IJIaHA M JU3aiiHa
ucciaenoBanus, GopMupoBaHue 0a3bl JaHHBIX, HA0Op Marepuana, OOCIeIOBaHHUE H
JCUYCHUE TIAIlMCHTOB, PETPOCICKTUBHBIM aHaIN3 MEIMIMHCKONH JIOKYMCHTAIIWH,
00paboTKa M MHTEPIPETAI[MH MOJYYCHHBIX CTATUCTHUCCKUX JTAHHBIX, HA OCHOBaHUHU
KOTOPBIX OBLIM CPOPMYITUPOBAHBI OCHOBHBIC IMOJIOKCHUS, BHIBOJIBI M MPAKTHUYCCKUE
PEKOMEHIAINN TUCCEPTALIMOHHOM pabOThI, B MOATOTOBKE U HAITMCAHHUHU ITyOIMKAIMA
110 HAyYHOH TeMe, OpOpPMIICHHE HAYYHBIX CTaTeH, y4acTHE B HAYYHO-TPAKTUUCCKUX
KOH(QEPCHIIUAX, BHEJIPCHHE B  KIMHUYCCKYIO  MPAKTUKy  pa3pabOTaHHBIX

MPAKTUYECKUX PEKOMEHIALIUIA.
O0beM U CTPYKTYpa AUCCEPTALUU

HuccepranmonHas pabota u3nokeHa Ha 193 cTpaHWIaX MaMIMHOMHCHOTO
TEKCTa, COCTOUT U3 BBEICHUs, 0030pa JHUTEpaTypbl, TIJaBbl, MOCBSAIICHHON
MaTepuajaM M METOJaM HCCIEAOBaHusA, 3-X TJIaB COOCTBEHHBIX HCCIEIOBaHUM,
00CYXXJIeHHsI PE3YJIbTATOB UCCIIEIOBAHUS, BEIBOJIOB U MPAKTUUECKUX PEKOMEHIAIIHM.
Crmcok mtepaTyphl BKiItodaeT 187 uCTOYHWKOB, U3 HUX 46 oTedyecTBeHHBIX U 141
3apyOeKHBIX aBTOpoB. PabGora comepxkut 53 Ttabmumer, 26 pucynkos, 10

KJIIMHUYECKUX MTPUMEPOB, 8 MPHUIIOKEHUN.



18

I'nasa 1
CoBpeMeHHbIE METOAbI IMATHOCTHKH U KOPPEKIUM HYTPUTHBHOIO
crarycay jereil ¢ MyKOBHCIHI030M
(0030p s1uTEPATYPBHI)

21 BeK 03HaMEHOBAJICS IIPUXOJOM TAPre€THOM Tepanuu s jJedeHus MB, 4o
KapJMHAIBHO MEHSET PACCTAHOBKY NPO(ECCHOHATBHBIX U IMEPCOHAIBHBIX CHII,
MPAKTUYECKUX W HAYYHBIX BOIMPOCOB. OJHAKO HA CErOAHSIIHUN J€Hb TapreTHas
Tepanusd 3¢PQPEeKTUBHA JMIIb y OTPAHMYEHHOTO Kpyra mnamueHtoB ¢ MB ¢
omnpeAeraeHHbIMU  MyTauusMu B reHe MBTP. ¥V nanHbIX npernaparoB CylIeCTBYIOT
BO3pACTHbIE OTPAHUYEHHUSI, MPOTUBONOKA3aHMS U TOOOYHBIE SBJICHUS, OHU SIBISIOTCA
YpE3BBIBYAMHO JOPOTOCTOSAIIMMM. JledeHWe TakuMu IIpenapaTaMu Jake Y
YyBCTBUTEIBHOIO K HUM NanueHTa OyaeT 3p(PEeKTUBHO TONBKO B CIIy4ae COXPaHEHUS
(YHKIHMOHAJIBHOTO MOTEHIMANA JIETKUX, MOKETYI0YHON KEeJe3bl, IEYeHU, APYTHX
opraoB u cucreM. Iloaromy pa3paboTaHHbIE K CETONHAIIHEMY JHIO MOAXOMBI K
JWarHOCTUKE M KOMIUIEKCHOMY JiedeHHI0 MB moka coXpaHsioTcss B IPEKHEM
o0beMe, 4TO BaXKHO HE TOJBKO JJIA MAalMEeHTa U €ro CeMbH, HO M B LIEJIOM JUIS

9KOHOMMKH B MacIrtabax crpansi [2, 17, 21].
1.1 CoBpeMeHHOE COCTOSIHME MPOOJIeMbI MyKOBHCIIH/1032

MyxkoBucuuao3 (MB) - MOHOTEHHOE ayTOCOMHO-PEIIECCUBHOE 3a00JI€BaHUE C
TSOKEJAbIM ~ TE€YEHUEM M IPOTHO30M, XapaKTEpPU3YyeTCs MOpPaXKEHUEM  BCEX
DK30KPUHHBIX KEJE€3 MXU3HEHHO Ba)XHBIX OpPraHOB M CHUCTEM oOpranu3Ma. Yame
BCTpEYAeTCsl Yy JIMI[ E€BPONEOMAHOM pachl, HO CYIIECTBYIOT JaHHBIE O €ro
PacCIpOCTPAHEHHOCTU U CPEIH MPEACTaBUTENICH pa3IuYHBIX HallMoHaiIbHOCTEH [91].
B P® MB Bcrpeuaercs ¢ yactoroii B cpeneM 1:10000 kxMBbIX HOBOPOKAEHHBIX, YTO
MO3BOJIIET OTHECTH 3a00JIEBaHUE K KaTeropuu oppaHHbIX, TOTJa KaKk Ha TEPUTOPUU
EBpomnetickoro Coro3za u CIHIA pacnpoctpanennocts MB cocrasmsier 0,8 u 0,74 Ha
10000, cootBerctBHHO [88]. IIpoueHT B3pocibiXx B mnonmyiasauuu OonbHbIX MB
CBUJETENBCTBYET O BBDKMBAEMOCTM M KOCBEHHO — O KayeCTBE OKa3bIBAEMOIO

neuenus. KonnuecTtBo OOJIBHEIX B BO3pacCTC CcTapuiec 18 nmet B Poccuu cocrapisiio B
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2019 rony 25,5%, a B CIIIA, ABctpaniuu, EBpone, U3paue - 6onee 50% ot obiiero
yucia 0oapHBIX [36]. C MOMEHTa BHEApPEHHsS HEOHATAIBHOIO CKpuHMHra MB B
Poccun (xonerr 2006 - nagano 2007 roaa) 49,7% mnamueHTOB U3 BHOBb BBISBIICHHBIX
JMAarHOCTUPOBAHBI IMyTeM CKpuHUHTa. CpenHuil BO3pacT IMOCTAHOBKU JUArHo3a
coctaBisier 3,2+6,4 ner, y 3,6% BHepBbie BBHISBICHHBIX MMAIMEHTOB, JIMArHO3
yctaHoBJieH nociue 18 mer. Cpennunii Bo3pact nauueHToB ¢ MB B 2019 roay coctaBun
13,2+9,8 nmer. B Peructp 2019 r. BxitodeHsl ganHbie 3169 6onbHBIX: 3117 KUBBIX,
HaOTIOMAIONINXCS B TEKYIIEM TOAy U 52 yMmepimnx; yactora MmykoBucuumosa (1/100
ThIC. Hacenenus) — 2,5 [36, 104].

Jnst cpaBHenusi, B peructp MB B BenmkoOpurannu Ha 2014 r. BKIIIOYan
9000 yenomek, B CIIIA - ©6omee 30000 [70]. B fAmonuu, xak 1 Bo Bcei HOxHOIM
Asun, MB cunrtaetcs upes3Bblyaiino penkuM 3adosesanreM (1 ma 350.000) [172].

I'en mykoBucimpo3a kaptupoBaH B 1985 romy Ha niuuHHOM 1oieye 7/
XPOMOCOMBI, €ro CTpyKTypa paciudpoBHa B 1989 roay. OH conepKuT 27 3K30HOB U
250.000 map HyksieoTu10B. OYyHKIMS JAHHOTO T€HA COCTOUT B KOJUPOBAHUM O€Jika -
MYKOBUCLHJIO3HOTO TpaHCopTHOro perynstopa MBTP. OtoT Genok npeacraBisieT
co0Ol  XJIOPHBIA KaHal, KOTOPBIA JIOKATU3yeTCs Ha MeMOpaHax OOJBITHHCTBA
AK30KPUHHBIX  KJIETOK, M3 KOTOPHIX C(POPMHUPOBAHBI BBIBOJHBIE MPOTOKU
JbIXaTeNbHBIX IMyTEW, TMOJKETYIOYHOM KeJe3bl, IKETUEBBIBOIALIUX IyTEH,
KUIIIEYHUKA, TIOTOBBIX, CJI€3HBIX, MOJOBBIX Keje3. BenenctBue HapyiieHus paOoThI
XJIOPHOTO KaHajla 3aTPYJHSIETCS Macca)X MOHOB XJIopa, Jajee HaTpus U BOABI BO
BHEKJIETOYHOE MTPOCTPAHCTBO, MPOUCXOAUT CTYIICHUE CEKPETa SK30KPUHHBIX JKEJIE3,
3aTPpyJHEHHE €ro »JBaKyallud, WH(QUIMpPOBAaHWE MW BTOPUYHBIC W3MCHEHUS B
COOTBETCTBYOIIMX opraHax [111, 147].

B mnactosimee Bpemsi m3BecTHbl Oosiee 2000 BapmaHTOB MyTalii B TeHE
MYKOBHCIIMI03a, HO Toibko mmectb u3 Hux (F508del, G542X, G551D, R553X,
W1282X u N1303K) BcTpeuatorcsi ¢ yactotoir 6onee 1%. OctaiibHBIE MyTaluu
BCTpeYaroTcs peako [27].

Bce wusBecTHble MyTanuu JensTcss Ha 6 KIAccoB, B 3aBUCUMOCTH OT

MIEPBUYHOTO MOBpEXAaroniero aedekra [54]:
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1 xrjacc — MyTaruu, KOTOpPbI€ MPUBOAT K HAPYIIEHUIO CHHTE3a CTAOMIIBHOTO OeKa
VI K TIPOYKITUH aHOMAJIBHOTO OeKa.

2 KJacc — MyTallid, KOTOPbIE IPUBOIAT K HAPYIICHHUIO TPAHCIIOPTA OeTKa K
anuKaJIbHON MEMOpaHe KIIETKH.

3 KJacc — MyTaluu IpoBOIUPYIOT cuHTe3 O6enka MBTP, koTopslii, HeCMOTps Ha
MPaBUJIBHYIO €r0 TPACHIIOPTUPOBKY K KIETOYHON MeMOpaHe, He OTBEYaeT Ha
ctuMysinuio HAMO.

4 Kilacc — MyTall# TaHHOTO KJIacca MPOBOIUPYIOT U3MEHEHHS TIPOBOIUMOCTH
XJIOPHOTO KaHaja BCJIEICTBUE COKPAIIEHUS BPEMEHHU €r0 OTKPBITHS.

5 KJacc — MpoBOIUPYIOT CHIKEHUE MPOIYKIIMSI HOPMAILHOTO OesKa.

6 KJacc — NpUBOJAT K CUHTE3Y HECTaOMILHOTO OelKa.

B nocnennue roapl HEKOTOphIE aBTOPHI 0003HAYAIOT 7 KIIACCOB MYTallui,
OTHIEJIbHO BBIAEIAS MyTauuu u3 | Kiacca, KOTOpble MPOBOLUUPYIOT HAPYLICHUS
oOpaszoBanus HekoppekTHoro u-PHK [27, 127].

YcnoBHo wmyrtammu  1-3  kjmaccoB  000O3HAYAIOTCA KaK — «TSDKETBIE» U
COMPOBOXKIAIOTCS  (OPMUPOBAHMEM  BHEUIHECEKPETOPHOM  IMaHKpEaTHU4eCcKou
HEJOCTATOYHOCTH, MYTallMM 4—6 KIACCOB CUMTAIOTCS <JIETKUMK»; 3a00JieBaHUE
MPOTEKAET B MPEUMYIIECTBEHHO JIETOUHOH opMme.

OpnHa U3 cambIX pacnpoCTpaHEeHHbIX MyTauuu sBasercsa c.1521 1523delCTT
(p.Phe508del, F508del), koTopast Obla BrepBbie onucana B 1989 [111, 147]. Ona
AaBysieTca myrtanuend 2-ro kiacca [27, 29]. Ilpm 3ToM MyTanuu OpONyIIEHBI 3
HYKJICOTH/Ia, KOAUPYIOIIHEe MOJeKkyny (deHwnanmanuHa. [Io MUpPOBBIM JaHHBIM, 3Ta
MyTaIus BcTpedaercs ¢ yacrtaroit 6osnee 65% [100].

Ha repputopun P® pasHble MyTanuu BCTPEUYAKOTCA C PAa3jIUYHOM YaCTOTOW B
3aBUCUMOCTH OT PErrMOHa M 3THOCA, KOTOPbIM TaM mpeobianaer. Tak B eBpornenckon
gactu P® mpeobnamaror Bapuantel F508del (50-59%) u CFTRdele2,3 (5,38-8,5%).
B Cesepo-Kapkazckom @O Ttak xe Bcrpeuaercss F508del ¢ yactoroit B 24,8% u
1677delTA - 24,4% [32, 36].

Ceronnst 3HaHue reHoTuna OonpHOTO MB HEO0XOMUMO HE TOJBKO IS
MPOTHO3a Te€YeHUs OOJIE3HU W MPEHATaTIbHOM JMArHOCTUKU B €r0 CeMbE, HO TaKXKe,
YTO OYE€Hb BAXKHO ceiuac, B CBSI3U MPUXOJOM Ha PHIHOK JIEKAPCTBEHHBIX MpernapaToB

TapFeTHOﬁ TCpalumn - MMaTOTCHCTUYCCKOIro JICHCHUA MYKOBUCHOMUI03A4. B
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COOTBETCTBUM C TEHOTUIIOM OOJBHOTO OyJeT mnoaAdupaTbCs TOT WJIM HMHOU
KoppekTop/moTeHmaTop 6enka MBTP.

Knunnueckass kaptuHna MB MHOroo6pasna, 4to OOBSACHSAETCS OOJIBIIUM
KoJmyecTBOM MyTtanuid B reHe MBTP MykoBuCIHI03 MOXET NPOTEKATh IO
MacKaMH Ppa3JIMYHBIX OOJIe3HEH JIeTKUX, T[I€UYCHU, MOKEIYTOYHON IKEJIE3bI.
BceTpeuaroTes manueHTbl ¢ MOHOCUMIITOMATHKOM B BHUJE YIOPHOIO IOJHUIIO3HOTO
CUHYCHUTA WIH B BHUJIE MYXCKoro oecrutoaust y myxkuud ¢ MB. Ho y GonbpiimHcTBa
moner ¢ MB oTMmedaroTcs HapylmeHuss HyTPUTHBHOTO CTaTyCa Pa3JIMYHOM CTEIICHM.
[17, 27].

Jleuenme MB HOCHUT KOMIUIEKCHBIM XapakTep MW COCTOUT U3 JBYX
COCTaBJISFOIIUX MEINKAMEHTO3HAas (MYKOJUTUKH 151 OpOHXOJIUTHKH,
aHTUOMOTUKOTEpANusi,  3aMecTUTeNbHAs ¢epMEHTOTepanus, BUTAMUHOTEpaIlus,
renaTonpoTeKTOPhl, CHUMIITOMAaTUYECKash Tepanus) U HEeMEJAUKAMEHTO3Has YacTh
(kmHe3WTEpanus, aUeToTepanus, (Qu3MUecKas aKTHBHOCTb, IICHXOJIOTMYECKas |
najyiMaTUBHAs TIOMOINb, TPAHCIUIAHTaIUs Jerkux u nedenHu) [17]. OraensHO
paccMaTpUBaIOTCS BOITPOCHI BaKIIMHAIIMU 00JIbHX MB, neTeit u B3pocibIX.

Jist xoppekiuu (GYyHKIMHA TOJKEITYA0YHOM jKele3bl, Ha JaHHBIH MOMEHT
UCIIOJIb3YIOTCSI BBICOKOA((DEKTUBHBIE MaHKpeaTUYeckue (PepMEeHTHl B BUJAE OCOOOMU
JIEKapCTBEHHON (OpPMBI — MHUHUMHUKpPOCHEp C BBICOKOW AKTHBHOCTBIO JIMMA3HI,
aMWJIa3bl U TPUIICUHA, KOTOpPHIE KOMIICHCUPYIOT XPOHHUUYECKYIO MAaHKPEATHYECKYIO
HeocTaTOYHOCTh (10 80%) M KOPPEKTUPYIOT CHHAPOM Malibabcopoumu [17, 175].

YuuThiBas HaIWYUE XPOHUYECKOW OakTepuanbHOM WH(MEKIIMH U YacThIe
OpoHxoJsierouHbsie oboctpeHuss npu MB, aHTHOMOTHMKOTEparusi SBISETCS BaKHBIM
KOMITOHEHTOM B JiedeHuHu [17].

[lo nmaHHBIM peructpa OOJNBHBIX MYKOBHCIHIO030M B P®D, oTmedaeTcs
BO3pacTaHUE YacCTOThI BhICEBA IPaMOTPUIIATEIHLHOM (JIOpHI y MaIlMEeHTOB cTapiie 18
aer. Y gered B Bo3pacte OT 8 a0 12 JeT caMbpIM YacThiM IIaTOIE€HOM,
KOJIOHM3UPYIOIIUM JIbIXaTeNbHbIE MYTH, SBIAETCS S. aureus ¢ gactoroit g0 70%, Ha
BTOPOM MECTE B JICTCKOM BO3pacTe CTOMT P. aeruginosa (XpOHHYECKUil BBICEB) —

32,6%. B mocnenHue rofpl, K COXaJICHHIO, HApacTaeT CTENeHb WHQUIMPOBAHUS
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KpaitHe omacHou B. cepacia, kak y nereii (1o 9,4% B 16 J5ieT), Tak U y B3pOCIBIX
(15,6%) ¢ MB [ 36].

Mykonutnueckass Tepanuss B JiedueHMM MB cocTaBisieT 3HAYMMYIO YacTh:
MEPOPAIBHO, BHYTPUBEHHO WJIM HHTAISALIMOHHO.

JUtst 3aMeqiIeHUs] TPOLIECCOB MOPAXKEHUSI IEYEHU PEKOMEHAYETCS Ha3HAYEHUE
MpenapaToB ypPCOAEC30KCUXOJEBONM KHUCIOTHI Il NpOodUIAKTUKH XoJiecTa3a U
3aMeJieHus1 TMporpeccupoBanus ¢uOpo3a B NEYCHOUYHBIX KIETKaX, B BBICOKHX
no3upoBKax, 1o 30 mr/kr/cyt [15, 17, 71, 178].

Jlist mojaepkuBanusi ogHoro namuenTa ¢ MB tpebyercst MHOTO (pu3nyeckux,
MOpaJIbHBIX W MaTepUAIbHBIX 3aTpaT HE TOJBKO CO CTOPOHBI CEMbH, HO M OT
rocyJapcTBa Ha JUArHOCTUKY, JIeueHUe U peadbmimranno. Ha coBpeMeHHOM 3Tarne B
MUpE JIOCTUTHYTBHI OOJibllIME ycrexu B u3ydeHnn MB M HOBaTOpCKMX METO/OB
tepanuu. [Ipu coBpemeHHOM noaxoae MB M0OXHO yCIIEIIHO JICUUTh U «AEPKaTh MO
KOHTposieM». Bo mHorux eBpomeiickux crtpaHax, B CIIIA, Kanaae HOCTUTHYTHI
3HAUUTEbHBIE YCIIEXH, OJarojaps paHHEeW IUarHOCTHKE, KOMIUIEKCHOM Tepanuu, a
rJIaBHOE - Onarojapsi TapretHod Tepanuu (Moxynsitopam MBTP), xoTopeie He
TOJIBKO YIy4IIatoT (YHKIHMIO JIETKMX, HO BOCCTAHABJIMBAIOT MaHKPEATUYECKYIO
(GYHKUHIO, YMEHBLIAIOT YacTOTY OOOCTPEHUN W MPOIJIEBAIOT >KU3Hb OolbHOTO MB
[54, 157]. K coxalieHuio, Ha JaHHOM JTalle TaKue MpernapaTbl pa3paboTaHbl TOJBKO
JUUIs1 OOJIBHBIX C MyTaIlUsIMU 2-4 KJIacCOB.

Mopaynaropsl MOXHO  pa3eiuTh Ha TPYNIbl, B 3aBUCUMOCTH  OT
npousBoauMoro s¢pdexra [42] 1. MOTEHIIMATOPHI — YBEIUYUBAIOT BEPOSTHOCTH
OTKpPBITUSL KaHaya, 2. KOPPEKTOPbl - YIydlIalT TpaHcrnopt Oenka MBTP, 3.
CcTaOMJIM3aTOpPBl - BIMSIOT HAa Bpemsi npeObiBaHus Oenka MBTP B kierouHoi
MeMOpaHe, yBelIHuuBas €ro, 4. yCWINTETU — YBEJIMYMBAIOT KOJWYECTBO MOJIEKYI
oenxa MBTP [60].

Ha nmanubeiii MmomeHnT B PO npenanpuHUMAaroTCsi KOHKPETHBIE U PELIUTEIIbHBIC
1Iary JUisi BKJIIOUEHHS! CYIIECTBYIOMNX MOAYJISITOPOB B JICUEHHE B3POCIIBIX U JIETEU C
MYKOBHCIIUI030M. 2 jaekadps 2020 roma Ha Ttepputopuu Poccum  Obua

3aperucTpUpOBaH OIWH U3 4-X MOIYIATOPOB — HUBaKapTop+iIroMakadTop
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(«OpxaM0Ou») ju1st 1eTel ¢ 6-TH JIET U B3pOCIIbIX B BUJE Ta0naeToK, a B Mae 2021 rona
3aperucTpupoOBaHa JEKapCTBeHHAs (hopMa 3TOTO MmperpaTa I IeTel ¢ 2-X JeT a0 6-
TU JieT B Buje rpanyin (came). C urons 2021 rona obecrieueHue AeTeil mpenapaTom
uBakagTop-tiromakapTop u HE3apEerUCTPUPOBAHHBIM IpenapaTom
anekcakadTop+resakadrop+uakadrop («TpuxadTar) B3SUT Ha ceost
onarorBoputenbHbid poHa «Kpyr godpay. Okono 600 nereir ¢ MyKOBUCIUI030M C
ONpEIeICHHBIMU T'€HOTUIIAMU TIOJIy4aT NaTON€HETUYECKYIO TAPT€THYIO TEPAIUIO.

CraHOBUTCA TOHSTHBIM, MOYEMY OJHUM M3 CaMbIX Ba)KHBIX HAIpPaBJICHUI B
neyeHun MB cerojiHg octaeTcs BONPOC JAOCTHKEHUS U COXPAHEHUSI ONTHUMAalIbHOTO
HYTPUTUBHOIO cTaryca. Jloka3aHo, 4TO XOpOIIMK HYTPUTHUBHBIM CTAaTyC - 3TO 3aJI0T
Ka4eCTBEHHOU ku3HU nanueHta ¢ MB [175]. Ouens BaxxHo umets xopomnit HC B
JIETCKOM BO3pacTe, YTOOBI MpHU Mepexojie MoJ HaOJIOJCHHE BO B3POCIYIO CETh K
TeparneBTaM y nanueHta ¢ MB Obuio Gosibliie IAHCOB HA JIUTEIbHBIN CTaOUIBLHBIN
mporHo3. B eBpomeickux  railalHax W OTEUYECTBEHHBIX  KIMHUYECKUX
pEeKOMeHAaIUsAX 0003HaueHa HEOOXOIUMOCTh YBEIMYEHUSI CYTOUYHOIO MOTPEOICHUS
kaopud  no  120-150%, B cpaBHEHMM ¢ BO3pPAaCTHBIMM HOPMaMH, C
MIPOTIOPIIMOHANIBHBIM YBEJIMUCHHEM J03bI Oenka 10 20% OT CyTOYHOro Kajopaxka, u
xkupa 10 40% ot cyrounoro kanopaxa [17, 175]. KanopuitHOCTh CyTOYHOTO panuoHa
pacCUUTHIBAETCSI B COOTBETCTBUM C JOJDKCHCTBYIOIIMM BECOM, a HE Kak C
daktuueckum [175]. ns pacdyetra HEOOXOAMMBIX JIOMOJHUTEIBHBIX KaJOPHA
UCIIOJNB3YIOTCS cienyromue 3Hauenus: 1. s neren 1-2 roga — 200 kkai, 2. 3-5 ner
— 400 kkai, 6-11 ner — 600 kkain, crapuie 12 ner — 800 kkan B cytku [15]. dns nerei
IIEPBOIO T'OJIa )KU3HU PEKOMEHIYETCS COXpaHEHUE TPYIHOr0 BCKapMinBanus, [7, 17],
UCIIOJB30BaHME  aJalNTUPOBAHHBIX  MOJIOYHBIX CMece ¢  mpeobiiajaHuemM
CBIBOPOTOYHBIX OE€JIKOB, CBOEBPEMEHHOE Hayaio (DEpMEHTHON 3aMECTHUTEIBHOW U
BUTAMUHO-TEPAIUH, paHHEE BBEICHUE MTPUKOPMA BHICOKOKATIOPUHHBIMU MPOIYKTAMHU
[6, 175].

VY nereit crapuie | rona mpu HU3KOM HYTPUTHBHOM CTaTyCE€ HCMOJb3YETCS
JOTIOJIHUTENIBHOE ~ MHUTAHUE BBICOKOPHEPIe€TUUECKUMU  BBICOKOOEIKOBBIMU

MUTATEIbHBIMU CMECSIMHU. Takue CMECH MOXKHO pasaciinTb Ha IABC KATCIrOpUU: I -
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CMECH Ha OCHOBE II€JIBHOI'O0 MOJIOYHOTO Oelika; 2 - Ha OCHOBE TMAPOJIM3aTOB Oelika,
KOTOPBIE MCHOJIB3YIOTCS NPH BBIPAXKEHHBIX HAPYIIECHUSAX MUIIEBAPEHMUS, AJUIEPTUU K
OesnkaM MOJIOKA. [[7s ManMEeHTOB € MAaHKPEATHYECKOW HEIOCTATOYHOCTBHIO Ba)KHO
oOoraiieHue KUPOBOTO KOMITOHEHTa cmecei CpellHe-11eTI0YeYHbIMU
TPUTIIMUEPUAAMH, KOTOPBIE YCBAaWBAIOTCA 0€3 y4dacTHsl MAHKPEATHYECKOW JMMa3bl.
[lutaTenpHble cMeCH MOTYT OBITh Kak H30KamopuiliHbIMH (1  Kkaim/mi), Tak u
runepkanopuitieiMu (1,5 kxan/mun), o6nanate pa3IMyHBIMU BKYyCaMH, YTO BaKHO
[P UX [IEpOpaIbHOM NpuMeMeHnuH (cumnunre) [7, 175].
1.2 OueHka HyTPUTUBHOIO CTATyCA

ITon wuytputuBHBIM cTatycoM (HC) noHumaroT pe3yiabTaT BO3JCHCTBUS
XapakTepa MNUTAHUS M TMHUILEBBIX (PAKTOPOB, MPOSBISIIOMUNACSI B OOBEKTUBHBIX
napamMeTpax Teja, ero OMOJIOTMYECKUX Cpel U KOMIOHEHTOB [8]. YV pebeHka c
MykoBucuuozoM HC oTpakaer HE TOJBKO TSKECTh COCTOSHUS MO OCHOBHOMY
3a00JIEBaHUIO, HO SIBJISIETCSI KPUTEPHUEM KOHTPOJS HaJl TeueHueMm Oose3nu [69, 71,
107].

I[lo pgaHHBIM  mocnegHero  omyOnukoBaHHOro  Peructpa  OOJNBHBIX
MyKOBHUCIM1030M B Poccuiickoit @eneparuu 3a 2019 rox, cpenu nereit ¢ MB Huzkoe
sHagenne UMT (MHIEKca Macchl Tella, Macca Tella, KI-/pocT, CM) MepIeHTHIF<2S
HaOmonanock mouytn B 42,1% cinydaeB. MeamaHa TEpIEHTHISI MacChl Tela
coctaBisiia — 37,1, menuana nepueHTwi st pocta — 36,3 ¥ MeAuaHa MEPUEHTHIIA
NMT/Bo3pact — 30,5 npu nieneBom 3nauennu S50 [36].

Huzkuit HC nenmaet 6071pHOTO YS3BUMBIM B TUTAHE XPOHH3AIUU JBIXATEIBHBIX
nyTel maroreHHo MHUKpodIopor. ¥ Takux OOJBHBIX BCTAE€T BOMPOC O (PU3HUECKOU
BO3MOXXHOCTH  BBIIIOJIHEHHUS] ~ KWUHE3WTEpanuu  (CHelUalbHOM  JbIXaTeJbHOU
TUMHACTUKH), 3aHITHH (U3NUECKUMU/CIIOPTUBHBIMUA YIPAKHCHHUSIMHU, TOCCIECHUS
IIKOJIBI U MHOTHE APYTHe MPOOJIeMBI.

CocTosiHHEe HYTPUTHBHOTO craryca pebeHka ¢ MB ompenensercss MHOrMMHU

daxTopamu [15, 175]:

® TCHOTHUIIOM (OJMHAKOBBIE MyTAIIMU WJIK COYETAHUE MyTallui U3 Pa3HbIX
KJIACCOB OMPEESeT pa3IMUHbIi (EHOTHUN TeueHUs 00JIe3HN);
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®  BBICOKMMH DHEPTeTUYECKUMH MOTPEOHOCTSAMH H3-3a OOJBIINX SHEPTeTHUECKIX
HIOTEPb, CBA3aHHBIX C OJIBIIITKOM, KAIIEM, BBIICTICHUEM MOKPOTHI;

® CHCTEMHBIM BOCHAIUTEIHFHBIM OTBETOM U IO/IaBIICHHEM (PaKTOPOB POCTA
HPOBOCTIAJIMTEIbHBIMU IMTOKWHAMY Ha (DOHE XPOHHYECKOTO OaKTEPHATHHOTO
BOCIIAJICHHS B JIBIXaTEIbHBIX MyTSX;

® BHEIIHECEKPETOPHOM IMaHKPEaTHYECKON HEAOCTATOYHOCTHIO M KHIIICUHON
ManbaOCcopOIMel, HeOCTATOYHOCTBIO HE3aMEHUMBIX KHUPHBIX KUCIOT U
KUPOPACTBOPHMBIX BUTAMHHOB;

® CHIDKCHHEM alllIeTUTa U3-3a IJIOXOTO CAMOYYBCTBHSI B MOMEHT 00OCTPECHUS
3a00JieBaHus

AHTpONOMeTpUYECKMe METO/IbI

Hnsa ouenkn HC, noMuMoO KIMHUYECKMX U OHOXMMHUYECKUX METOJIOB,
TPaJMLIMOHHO HCIOJIb3YIOTCS aHTPOIIOMETPUUECKUE (COMAaTOMETPUUYECKHE) JaHHBIE -
Mmacca Tena, poct, uajaekc maccol tena (MMT), koTopsle y neTeil pacCUMTHIBAIOT B
COOTBETCTBMM C BO3paCTOM M TIOJOM 1O LEHTWIBHBIM Ta0luLIaM WU
nepueHTwiIsM/Z-ckop (SD) o nporpammam WHO-Anthro, WHO-AnthroPlus [101].
MHpexkec Maccel Tena SBISIETCS MTOKA3aTENeM, KOTOPbIA TPAAULMOHHO MCIOJIb3YyeTCs
JUISL OLEHKM HYTPUTUBHOTrO ctaryca (abcomtoTHble 1TU(GpPBl [Js  B3pPOCIHbIX,
nepuentwin/ Z-ckop (SD) mns mereit [71, 175].

JUIsl XapaKkTEpUCTUKN YJIOBJIETBOPUTEIBHOIO HYTPUTUBHOIO CTaTyca JETEH C
MB pexoMeHyeTCs HCTIOJIb30BaTh CIEAYIOIINE LIeJIeBbIe oKa3arenu [175]:

—  MJAJCHIIBI U JETH MITajiiie 2 JeT: HyJeBoe cTanaapTHoe otkionenue (0 Z-score,
SD; 50-ii meprieHTHIIb) TTOKa3aTeNe MacChl U JJIMHBI TeJIa OTHOCUTEIHLHO
HOPMATUBHBIX 3HAYCHUH JJIs1 37J0POBOM MOMYIISAIUHA, COOTBETCTBYIOIIEH 10
BO3pACTY.

— netu 2-18 net: HyneBoe ctanaaptHoe otkionenue (0 Z-score, SD; 50-i
nepueHTrIb) nokaszareass UMT oTHOCUTENbHO HOPMATUBHBIX 3HAUYECHUM I
340pOBOM MOMYJISLIMU, COOTBETCTBYIOIIEH 10 BO3PACTY.

Baxxnoe pomonHeHWe: TpH OIEHKE HYTPUTHBHOTO cTaryca pebenka ¢ MB,
HEOOXOJIMMO YYHUTBHIBATh TaKXKe€ OTKJIOHEHHUS TOKa3aTeled pocTa, MOCKOJBKY TpHU
3aJiepKKe pocTa y pebeHKa ¢ JaHHBIM 3a00J€BaHUEM MOXKET OBbITh HOpPMaJbHBIN

UHJCKC Macchl Tena [175].


http://www.who.int/childgrowth/software/ru/
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Onmunako 1neneBblXx 3HaueHnd HWMMT HemocTtaToyHO [UIA  ITOJHOLIEHHOM
XapaKTEPUCTHKH HYTPUTHBHOTO cTaTyca OoipHBIX MB, Tak kak OH He maer
MPEJICTABJICHNUSI O COCTABE TEJIAd, B YACTHOCTH, COOTHOILICHUM MXWUPOBOW M TOLIEH
Macchl Tena [63, 98, 110]

Hopmaneaeiii UMT (Z-score (SD) Onmskmii k 0 MokeT ObITh y peOcHKa ¢
MOBBIIIIEHHON JKUPOBOM Maccod Tejla W HHU3KOM Oe3KHpOBOM Maccoi, KOTopas
BKJIFOYAET MAacCy MBI, KOCTEH M BHYTPEHHHUX OPTraHOB (TEPMHH «OXKUPEHHE C
HopmainbHO UMT» [63].

PaboThl mocieaHHX JIET MOKa3alid, YTO YBEIWYEHUE MAaCChl Tella OOJbHBIX
MYKOBHUCIIUIO30M HE 0053aTEIbHO KOPPEIHUPYET C yiaydlleHUueM (YHKIUU JETKUX.
Oco60 oTMETHMM, YTO BBICOKas >KMpoBas macca Tena* (COOTBETCTBEHHO, HU3Kas
0e3xupoBas Macca Tena) yxyamaeTr nporano3 MB. Tloka3zarenu besxupoBoit maccel
Tena* W CTeneHb MUHEpANU3alud KOCTEH SABJISAIOTCS 0oJiee UYyBCTBUTEIBHBIMU
WHJMKAaTOpaMU HYTPUTHUBHOro ctaryca, udyem HMMT. Hwuszkue 3HaUYeHHS 3TUX
nokaszaresied MOXKHO CUUTATh MPEIUKTOPAMHU YXYAIICHUS (PYHKIIMH JIETKUX, KaK y
JeTeH, Tak U B3pocibix ¢ MB [69, 175].

[ToxazaHo, 4yTO MaIMEHTHI C BBICOKON O€3KUpOBOM (Tolel) mMaccod Tema*
uMenu Oojiee COXpaHHYH (DYHKIUIO JIETKHUX, YEM MAIlMEHThI C BBICOKOW >KHUPOBOM
maccon. [y manuentoB ¢ MB BaxHa geTanbHas OLlEHKA COCTaBa TeJa, TaK KAaK IIpU
HOPMAaJIbHOM MHJIEKCE MACChI TeJa MPOIICHT KUPOBOM MACChl TeIa Y HUX MOKET OBITh
MOBBIIIEH OTHOCHTEILHO TolIeH [50, 63].

Ilpumeuanue™:

* JKpoBas Macca Tejla — Macca BCeX JIMIUI0B OpraHu3Ma.

* 0e3kMpoBas Macca Tejla= Tolllasg Macca Tejla — KOJIMYECTBEHHOE
coJiep KaHNE B OPraHU3MEe METa0OJINYECKA aKTUBHBIX TKAHCH

buosnexkrpuuecknii umneaancubiii anaans (bUA)
JIns OueHKH cocTaBa TeJla B COBPEMEHHOM MHMPOBOM IIPAKTHUKE IIMPOKO
MPUMEHSACTCS  METOJ, 3aMMCTBOBAHHBIM M3  CHOPTUBHOM  MEIMIIMHBI  —
OMOUMITETaHCOMETPHS, KOTOPBIM  SBJISAETCS  O€30MACHBIM, HEWHBA3MBHBIM U

Hemoporum [62, 83, 98, 122, 133]. MeTtox OCHOBaH Ha HU3MEPEHUU Pa3HOCTH
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AIEKTPUYECKOTO COMPOTHUBJICHUS TKaHEH (KUPOBOM, MBIIIEYHON, KOCTHOM) Ha
HU3KUX W BBICOKHX YaCTOTAX CMHYCOMNAIBHOTO TOKa. B BMA B kauecTBe MCXOIHBIX
JTAHHBIX UCTIOJIB3YIOTCA PE3YJIbTAThl AHTPOIIOMETPUUYECKUX U3MEPEHUN U U3MEPEHUM
MapaMeTpOB DJJIEKTPUYECKONW MPOBOJMMOCTH YYAaCTKOB Tela 4YenoBeka. B wurore
MIPUMEHEHUS 3TOW TEXHOJIOTHH TOJTYyYarOT PACYETHBIC 3HAYEHUS NTapaMETPOB COCTABA
TeJa U CKOPOCTH METaO0OJUYECKUX MpolieccoB. Pacuér mpou3BOIUTCSA MpU MOMOIIH
KOMITbIOTEpHOU mporpaMmmel [38].

Meron BUA mmpoko mnpuMeHsAeTcs M OTJIMYHO 3apEeKOMEHJIOBajl ce0s B
cnoptuBHOM Menunuue. B 2004-2009 rr 8 HUW nutanus PAMH 6bu1a npoBeneHa
BepuduKalus JaHHBIX COCTaBa Teja, MOJIYYEHHBIX C IMOMOIIBIO OTE€YECTBEHHOIO
onoumnenancHoro  anamuzaropa ABCOl  «Megacc».  Pesynbrarel  Obuin
COIIOCTaBJIEHbl C JAHHBIMH, IIOJYYEHHBIMHU C IIOMOIIBIK JIBYXIHEPreTUUECKOU
PEHTIE€HOBCKOM abcopOLMOMETpUH U HENMPSAMOU KanopumeTpun. B pesynbrare Obuia
OTMEUEHA BBICOKAs KOPPEJSIMUS 3HAYCHUI JKUPOBOM MacChl Tena, Oe3KUPOBOU
Macchl W 00mier Boabl. JlaHHBIM MeToA ObUT MCHOJIB30BAaH JJIsi CKPUHUHTOBOTO
aHanmu3a cocraBa tena nonyisaiuuu PO B 2010-2012 rr. B mannoe uccnemoBanue
BOIIO Oojiee JABYX MUJUIMOHOB 4YeloBeK B LleHTpax 310poBBS Ha TeppUTOpUU
Poccuiickoii @enepaunn. [loayyeHHble naHHbIE ObUIM MpPOAaHAIU3UPOBAHbBI U ObLIA
JlaHa XapaKTepUCTHKa GU3MUECKOro pa3BuThs HaceneHus Poccuu, riae ObUM yUTEHBI
aHTPOMIOMETPUUECKHE TIOKa3aTeI, IMapaMeTpbl OHMOMMIIEaHCca, COCTaBa Tejla u
sHerpooOMeHa. Ha naHHBIE MOMEHT CyIIECTBYIOT MHOTOYMCIICHHBIE MMyOJIMKAIlUH,
r7ie MOJPOOHO OIMKCaHa TOYHOCTh U BOCIPOU3BOJUMOCTH OMOUMITEIAaHCHBIX OIEHOK
COCTaBa TeJla B CPAaBHEHUU C TPAJAUIIMOHHBIMU METOIUKaMu [38].

JlaHHBIM METO OLIEHKU COCTaBa Telya y aetei 3p(HEeKTUBHO UCIIONb3YETCs MPU
pa3HbIX HO30JIOTHAX, HANPUMEp, JJII OIEHKH COCTaBa Teja Y OOJbHBIX C JETCKUM
nepedpaibHBIM ~ TApajIMdoM M CONYTCTBYIOIIEH  OEJIKOBO-IHEPTeTUYECKON
HEJI0CTaTOYHOCTHIO [31].

B psane uccnenoBanmii ObUTO TTOKa3aHO, YTO pe3yibTaThl BUA y manueHToB ¢
MB no xupoBoil W O€3KUPOBOM Macce Tejla IMOJOXKHUTEIbHO KOPPETUPYIOT C

pe3ylibTaTaM OHLCHKM COCTaBa TCJId, IIOJYYCHHBIMU TPAAUIMOHHBIMU MCTOIAMH
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KJIUTIEPOMETPUH (TOJIIIMHA KOKHOM CKIIQJIKH, OKPY>KHOCTD Ijieya) [48,94], a Takxke
0oJiee CIOXKHBIM U JOPOTOCTOSIIIIUM METOJIOM JABYX3HEPTreTUYECKOW PEHTI€HOBCKOM
abcopouuomerpun [56,72,109]. Ilo pesynapTaram S3TUX HCCIEAOBAHUM, OTMEUEHA
BbICOKass cTeneHb koppemsiuu  (p<0,001) wmexnay BceMH NepeyUuCICHHBIMU
METOJMKAaMU  HW3MEpPEHUs  cocTaBa  Tena  (TOJIIMHA  KOXHOM  CKIIAJIKH,
OMOUMITETaHCOMETPHUS U JIBYXOHEPreTUYecKasi peHTIE€HOBCKas a0CcopOLUOMETpHs).
Orto mnokaszbiBaeT, uro BMA MoxkeT ucnosib30BaThCs [JISi JOCTOBEPHOM OICHKU
HYTPUTUBHOI'O CTaTyca M COCTAaBa Teja NaluueHToB ¢ MB.

CpaBHEHHE HYTPUTHUBHOTO CTaTyca MAllMEHTOB MOXKET OBbITh MPOU3BENECHO,
€CJIM y MAI[MEHTOB MPUMEHSETCS OJIMH U TOT K€ METOJ U3MEpeHus cocTaBa Tena. Ha
OCHOBAHUHU CUCTEMATUUYECKUX 0030pOB M0 METOJIaM OILIEHKH HYTPUTHUBHOIO CTaTyca y
nanueHToB ¢ MB, nposeaennoro B 2018-2019 rr. [70]. ¢ coaBTOpamu, ObLIO CAEIaHO
3aKJIOUYEHHE, YTO JIOCTOBEPHBIMH METOJAaMU C JOCTAaTOUYHBIM KOJIMYECTBOM
UCCJIEIOBAaHUM OBLIM JBYXdHEpPreTHuecKkass PEHTICHOBCKas abcopOuuoMeTpus u
OMoOMMITeTaHCHBIN aHaMKu3 cocTaBa Tena [69, 70, 98].

buoumnenancoMeTpr0 PEKOMEHIYETCS BBIMOJHSITh HATOIIAK, YTO MOXET
OBITh OOpPEeMEHUTEIBLHO I TAIMCHTOB. B  OONBIIMHCTBE  HCCIICIOBAHUI
OMOMMIICITAHCHBIA aHAJIN3 HE BBITIOJIHSJICS MOCIE €/1bl, TAK KaK CYUTAIOCh, YTO ITO
MOJKET IIPUBECTU K YBEIWYCHUIO 3HAYEHUM XKUPOBOW MACChl U CHUIKEHUIO TOLIEH
Macchl [68, 83, 163]. Ognako He ObLIO YETKUX JIAHHBIX, HACKOJBKO HYKHBI TaKHE
CTpOTHE YCIIOBUS TIPOBEJACHHUS aHaM3a B KIMHUYECKOW mpakTuke [68, 81].
Hollander-Kraaijeveld F.M. ¢ coaBropamu (2020) ucciemoBaid HEOOXOIUMOCTh
npoBeneHuss BUA Haromiak U BO3MOXHOCTh MPOBEACHUSI €r0 BHE 3aBUCUMOCTH OT
npuéma nuiu. Y 84 B3pocibix maiueHToB ¢ MB Oblia nmpoBeneHa OlleHKa TOIIEeH U
JKUPOBOM MacChl Tella HATOLIAK M HE3aBUCUMO OT npuéMa nuiu. g oneHku
GbyHKIIMU JIETKUX UCMOdb30BaM mokaszaresib ODPB1  (o6bem (dopcupoBaHHOTO
BbIZIOXa 3a | CeKyHIy, TPHUHSTHIM KaK OCHOBHOW KPUTEPHUM OICHKU (YHKIUU
JeTKuX). Bbpulo MoKa3aHO, YTO pa3HUIA MEXIYy MPOBEACHHUEM OHOMMIICTAHCHOTO
aHaiM3a HATOLIAK W TOCJIe ebl Obljla KIMHUYECKH HE 3HAUMMOM, CBS3b C (PyHKIUEH

JNErKUX OCTaBajach OJMHAKOBOM BHE 3aBUCHUMOCTH OT npuéMa nUIM. Takum
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oOpa3oMm, OBLT clielaH BBIBOJA, YTO OWOWMMIICTAHCOMETPHUIO HE 005S3aTeIBHO
MIPOBOJIUTH HATOIIAK, YTO 3HAYUTEIHHO yI00HEee I MaueHToB [98].

Hccnenosanus cocraBa tena merogom bUA nmpu MB Ha ceromHsmHui 1eHb
HEMHOTOYHUCJICHHBI, OCOOCHHO B JICTCKOW TPAaKTHUKE, W HX pPe3yJabTaThl HOCAT
MPOTUBOPEYMBLIMN Xapaktep. [loaTomy pabora mo u3ydeHuo WHGOPMATUBHOCTU
Metoma BUA u ero meinecooOpa3HOCTH y JETEH ¢ MYKOBHUCITUAO30M B 3aBHCHMOCTH
OT TSDKECTH TEUCHHUs OOJIC3HM, BO3pacTa, (GU3HYECKOW aKTHMBHOCTH, OCIIOKHCHHH U

JIPYruX 0COOCHHOCTEN OCHOBHOIO 3a00J1€BaHUS SBIIIETCS aKTYaJIbHOM.

1.3 Oco0eHHOCTH IMATHOCTUKH U NPOSIBJICHUH JTAKTA3HOU

HEAOCTATOYHOCTH Y JeTen ¢ MYKOBUCHHI030M

B ocHoBe makrtazHoi HepocrarouHoctd (JIH) HaxomuTcs HapymieHue
pacILEIUIEHUs] MOJIOYHOTO caxapa — JIAKTO3bl Ha TJIIOKO3Y M TAJIaKTO3Yy, CBSI3aHHOE C
BPOXKJIGHHBIM  WJIM  TOpHOOpeTeHHbIM  AedektoM  ¢depMeHTa  JIaKTa3bl-
baopusuHruaposiasel. J{aHHBIM (EpMEHT SBISETCS OCHOBHBIM TJIMKOIPOTEHHOM
MeMOpaHbl MIETOYHON KakMbI YJHTEPOIUTA U 00ECIIEYMBACT PACIICIIIICHUE JIAKTO3bI Ha
mroko3y U ranakrosy. ['en LCT, kogupyromuii  J1akta3y, pacrojoXeH Ha JJIMHHOM
mede 2 xpomocombl B mosuiuu 21. 'en MCM6, pacmnoyioeHHbIH MOOJIM30CTH,
BIIMSET HA XapakKTep IKCIPECCUU TeHa jakTa3bl. CodyeTaHue €ro ajieaed MOXKET
OmpeneNaTh Kak JiakTo3Hyto TojiepaHTHOCTh (T/T), Tak um unHtonepantHocTh (C/C)
[45] .

[To nOpouCXOXKACHUIO BBIJACISIOT TEPBUYHYIO W BTOPUYHYHO JIAKTa3HYIO
HEJIOCTATOYHOCTh. IlepBUYHas BhI3BaHA CHIDKEHUEM AaKTHUBHOCTH JIAKTa3bl MIPH
MOP(OJIOTUYECKH COXpaHHOM JHTeporuTe. Bropuunas JIH — cHmwkeHue
AKTUBHOCTH JIAKTa3bl, BBI3BAHHOE TMOBPEKICHUEM SHTEPOIUTA, KOTOPOE MOXKET
BO3HHMKATh MPH BOCTIAIIUTEILHOM WM aTpodUUYEcKOM Tpoliecce B KuieyHuke. [lo
CTEMEHH BBIPAKEHHOCTH BBIACISIIOT YACTUYHYIO JIAKTa3HYH) HEJOCTATOYHOCTD

(rumojiakTa3zuio) M MOJIHYIO (anakTasuio) [26].


https://helix.ru/kb/dict/%D0%93%D0%B5%D0%BD
https://helix.ru/kb/dict/%D0%AD%D0%BA%D1%81%D0%BF%D1%80%D0%B5%D1%81%D1%81%D0%B8%D1%8F%20%20%D0%B3%D0%B5%D0%BD%D0%B0
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KnvHuueckuM  TpOsIBIEHHEM  JIAKTa3HOM  HEJOCTATOYHOCTU  SIBJISIETCS
HEIMEPEHOCUMOCTD JIAKTO3bI B BUAE «OPOIUIBHON» MM OCMOTHYECKOHN nuapeu [34].
[Ipn HemOCTaTOYHOUN €€ aKTMBHOCTH, HE BCOCABIIASCA M OCTABIIAsCA B IPOCBETE
KUIIIEYHUKA JIaKT03a, 00J1a/1ast BHICOKOM OCMOTHYECKOM aKTUBHOCTHIO, CLIOCOOCTBYET
BBIXOJy BOJIbI M DJIEKTPOJIUTOB B IPOCBET KHIIEYHUKA (OCMOTHYECKHH IOHOC),
CTUMYJIUpYeT MOTOpUKY BepxHux oTaenoB XKKT, B pesynbrare uero ee HU30bITOK
MOCTYMaeT B TOJICTYIO KHIIKY, TIJIe OHAa aKTHUBHO (PEpMEHTHpPYETCS KUILIECYHOU
MUKpOQIIOpoil ¢ 0o0pa3oBaHHEM OpPraHMYECKHX KHCJIOT, ra3000pa3HOro BOAOPOA,
METaHa, YIJIEKUCIIOrO Ta3a M BOJBI. OJTO BBI3BIBAET METEOPU3M, KOJIUKH, JTHAPEIO,
YCWICHHYIO MEPUCTATBTUKY U YCKOPSET MaccaX XMMyca M0 KUIIEeYyHUKy. [Ipu sTom
pH kuIiiedHOro coaepKuMoro u3MEHsSIETCSl B KUCITYIO CTOPOHY [3].

BoIpakeHHOCTh KIMHUYECKUX MposiBieHud npu JIH mmupoko Bapbupyer, yTo
OOyCJIOBJIEGHO YpOBHEM AaKTUBHOCTH (DEpPMEHTa, KOJUYECTBOM MOCTyHAOIIEH
JaKTO3bl € TUTAaHUEM, WHIAUBUAYAJIbHOM YYyBCTBUTEIBHOCTHIO  KHILIEYHHKA,
OCOOEHHOCTSIMU KulIeyHoro OuoneHo3a [25]. CnemyeT OTMETHTb, YTO HH Yy
B3pOCJBIX, HU y JE€Tel He OOHAPYKEHO KOPPENSILIMU MEXAY CTETECHbI) CHUKEHUS
AKTUBHOCTH JIaKTa3bl B KHUIIEYHUKE M BBIPAXKEHHOCTHIO KIMHUYECKHX CHUMITOMOB.
[Ipu ogHOM U TOM K€ CTENEeHH HEAOCTAaTOYHOCTU (pepmeHTa Halro1aeTcs: OoJbIas
BapHaOeIbHOCTh CUMITOMATUKH (B T.4. BBIP@XKEHHOCTH JMapeH, METeopusMa H
OoneBoro cuHapoma). Jletm crapumiero Bo3pacTa W B3pOCHbIE  HEPEIKO
CaMOCTOATENIbHO OTPAHWYMBAIOT YMOTPEOJIEHUE COAEPKAIIUX JAKTO3y MOJIOYHBIX
IPOAYKTOB, B CBSI3M C YEM CHUMIITOMATHKa MOXET ObITh MEHEEe BBIPAXKEHA, a B3POCIIbIE
4acTo JaKe HE MOJ03PEBAIOT O CBOEH HEMEPEHOCUMOCTH JIaKTO3bl. B TO ke Bpems y
KXJIOT0O KOHKPETHOro OOJIbHOTO HaOMIogaeTcs J0303aBUCUMBIA A PekT oT
KOJIMYECTBA JIAKTO3bl B NMUTAHMM: YBEIMUYECHHE HArpy3KH JIAKTO30M BeleT K Oosee
SAPKUM KIMHUYECKUM NPOSBIEHUSAM [45].

C uensto aumarHoctukn JIH wyaime Bcero B NEAUAaTPUUYECKON MPAKTHKE
OTIPENETSAIOT COAEpPKAHUE YIJIEBOJAOB B Kajie, YTO OTpakaeT OOIIyI0 CHOCOOHOCTh
YCBauMBaTh YTJEBOJbI, METOJ SIBJIAETCS OPUEHTHUPOBOYHBIM. boliee 0OBEKTHUBHBIMU

Il TUAarHOCTUKHU JIAKTa3HOM HEJNOCTATOYHOCTH SIBIIAKOTCS METOJ ONPEACIICHUS
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coAepkaHus BoJopoaa, merana uinn MedeHHoro 14C CO2 B BbIABIXaEMOM BO3JIyXE U
Harpy304HbI€ MPOOBKI C JIAKTO30M [26].

Hawnbonee TtounbiMm MetogoMm auarHoctuku JIH dBisercss onpeneneHue
aKTUBHOCTU JIaKTa3bl B OWONTaTax CIM3UCTOM OOOJOYKM TOHKOM KHIIKH,
TpaaumoHHBII METOJA ONpeNeieHUus aKTUBHOCTH JHMcaxapujia3d B OuonTara
CIM3UCTOM 000JIOUKM TOHKOro kumieuHuka 1o Dahlquist [80] mpumensiercs B
HAyYHBIX IEJSIX JI0 HACTOSIIEr0 BPEMEHH, HO OH JIOPOT U TPYIOEMOK, TpeOyer
CHEIUAIM3UPOBAHHOIO JJA0OPATOPHOTIO 00OPYOBAHUSI.

CumnTombl JIH mMoryT ommOOYHO TPUHUMATHCS 32 TacTPO-UHTECTHHAIBHbBIC
nposiinernst MB [90]. UccnenoBanmsim JIH y manuenToB ¢ mykoBuciiuao3om (MB)
MOCBSIIIICHBI JIMIIb €UHUYHBIE JIOCTYIHBIE B JIUTEpaType paOOThl U UX PE3yJIbTAThI
pPa3HOPEUMBBI, YTO, BO3MOXHO, CBSI3aHO C pPa3JIUYUEM IPUMEHSEMBIX METOJO0B
nuarHoctuku. B ngaBHelt pabGote ot 1968 roma 3HaMeHMTOro mneauaTpa-
ractposnreposora 'appu IlIBaxmana [53] y 7 u3 28 manuentoB ¢ MB (25%)
OOHapY’KUJIM 3HAYUTEIbHOE CHUKEHUE aKTUBHOCTH JIAaKTa3bl B OMoONTaTax CIM3UCTOU
000JIOYKM TOHKOW KHUIIKM (KjaccuyeckuM metogoMm Dahlquist), y Hux xe Obuia
«IUJTOCKasH TIMKEMHUYECKasi KpUBasi MPU Harpy304Hou mpolde ¢ makrtozoi. OgHako, y
naiueHToB ¢ MB ¢ maHkpeaTHyeckol HEJOCTAaTOYHOCTHIO AKTUBHOCTH JIAKTa3bl B
cpenneM Obuia 3HauutenbHO (P<0,001) BbBIIE MO CpaBHEHHUIO C TAaKOBOW Yy
KOHTPOJIbHBIX CYOBEKTOB TOTO >K€ BO3pacTa M HTHUYECKOW TPYIIbI, XOTS Y
HEKOTOPBIX TMAIMEHTOB AaKTUBHOCTH JIakTa3bl ObuIa HU3KOM [53]. ['eH Hanmuuus
NEPBUYHOMN TUMOJAKTa3uU B3pOCHbIX y 289 6onbHbIX MB ¢ «Msrkumm» mytanusMu
MBTP BcTpeuasncs He daiie, yemM B oOmied nomyssiuuu [124]. B eBpomneiickoii
MONYJIALMU TIOKAa3aHa IpsiMas Koppeisius MexXAy dvacrorod Mmyrauuu MBTP
F508del n amnens LCT*P, acconumpoBaHHOTO ¢ TTIEPEHOCHMOCTBIO JTaKTO36I [135].

B 2017 rony corpynuukamu HMUL] 3m0poBbst nereir M3 PO  Obuin
OITyOJIMKOBAHBI TIEPBHIC PE3YJIHTATHI UCCIICIOBAHMS aKTUBHOCTH (DepMEHTA JTaKTa3bl B
CIIM3UCTON OO0OJIOYKE TOHKOW KHUIIKK TOJYKOJIMYECTBEHHBIM DSKCIPECC-METOI0M
[151]. [TonydeHHble pe3ynbTaThl CBUJIECTEILCTBOBAIN O HEOXUJAHHO BBICOKOM (J10

45,2%) ywactote runonaktazuu y aerei ¢ MB. OqHako KIMHUYECKOE 3HAUYECHHE ITOMN
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HAaXOJIKM OCTajloCh HEYTOUYHEHHbIM. He OBLIO MOJy4YeHO [OCTOBEPHOCTEH B
koppemsiuuud (r < +0,3) MexAy JaKTa3HOM AKTUBHOCTBIO M 3HIOCKONUYECKUMU
W3MEHECHUSIMU B THUIIEBOJIC, JKENMyAKEe, JBEHAAIATUIIEPCTHOM U TOILEW KHIIKE,
YaCTOTOM raCTPO-UHTECTUHAIBHBIX CUMIITOMOB, a TAKXKE CYLIECTBEHHBIX PAa3Iu4Yuil B
HYTpUTHUBHOM cTatyce (z-scores MMT/Bo3pact, WHO AnthroPlus) y nereit ¢
HOPMAJIbHOM JIaKTa3HOM aKTUBHOCTHIO M runojiakrazueil. KomuuectBo HaboneHUMA
ObL10 HeocTaTouHbIM (31 manuent). C yBenndeHreM Konnuecta Habmonenui (103
MalKeHTa) YacTOTa BBISBISIEMON TMIOJIAKTA3UHU yBeInuniach. CHUKEHUE JTaKTa3HOM
aKTUBHOCTU B OMOITaTax TOHKOW KuIku oOHapyxeHo y 60 u3 103 (58,2%) nereii:
TspKenasi creneHb runonaktasuu B 32 (31%) u ymepennas B 28 (27,2%) ciydasix.
Jucnentudeckue xaiaoObl (Iuapesi, 00 B KUBOTE, B3AYTHUE) Yallle OTMEUAIIUCh Y
J€Ted C TSKEIIOW CTENEHBbI0 THUIOJAKTa3UM M YMEHBIIAJIUCh IPU HAa3HAYEHUU
HHU3KOJaKTO3HOM 1ueThl [150]. YuuThiBas 3HAYCHWME KHUIIEYHOTO BOCIAJICHHUS B
reHeze Manpadcopobruu npu MB [137], koTopoe MOXKET HMPUBOAUTH K BTOPHUYHOM
TUMOJAKTa3uu, TpPeOYIOTCS JallbHEWINUE MCCIENOBAaHUA C  COINOCTaBJIECHUEM
JIMarHOCTUYECKOW IIEHHOCTH Pa3JIMYHBIX METOJIOB JUArHOCTUKHU JIAaKTa3HOMU
HEJIOCTATOYHOCTH y ieTer ¢ MB ¢ 1enpro KOppeKkuu JUETOTEPAIINH.

1.4 3HayeHue NHMTAHUA Ha IMEPBOM TOAYy JKHU3HH ISl JeTell ¢
MYKOBHCIHI030M

Hokazano, yto nepBeie 1000 qHel ¢ MOMEHTa 3a4yaTusi, B KOTOpPbIC BXOIUT
nepuoji, BHYTPUYTPOOHOTO Pa3BUTHUS U TMEpBble 2 ToAa KU3HU peOeHKa,
XapaKkTepU3ylTCAd CaMbIM AKTUBHBIM POCTOM M MAaKCUMaJIbHO BBICOKHMM YpPOBHEM
aKTUBHOCTH OOMEHHBIX MpoIleccoB. MIMEHHO B 3TOM TMEpHOAEC OYEHb BAXXHO HE
TOJIbKO KOJIMYECTBO, HO W KaueCTBO IOCTYMAIOIIMX MHIIEBBIX BemectB [7, 43].
['pynHoe BCcKapMmiMBaHWE B TIEpBbIe 6 MeCSIEB XKU3HH peOeHKa C J00aBlieHHEM
JIPYTUX MPOAYKTOB MUTaHUs IO Bo3pacta 12-24 mecsueB BCEMUPHO NMPU3HAHO, KAK
«30JI0TOM CTaHmapT Aisg KopmiieHus nerei» [1, 103, 152]. I'pyaHoe momoko — 3To
YHUKaJIbHAsl MUTATENbHAS >KUAKOCTh, KOTOpas MOJHOCTbIO COOTBETCTBYET BCEM

OTPEOHOCTSIM HOBOPOXKICHHOTO pedeHka [28, 139].
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[To cBoeMy cocTaBy, IpyJIHO€ MOJIOKO CUMTAETCS OJHUM U3 CaAMbIX CIIOKHBIX
OpOAYKTOB. ['py/HOE MOJOKO CONEPXKUT HIMPOKUN CHEKTP 3alIMTHBIX (DAaKTOPOB:
MMMYHOKOMIIETCHTHBIE kietkn  (T- nu  B-nmumdouursl, Makpodarn),
uMMyHor100ynuHbel (SIQA), naktodeppuH, JH30IUM, KOMIUIEMEHT, KOTOpPBIC
IPUHUMAIOT aKTUBHOE Y4acTHE B 3aIIUTE racTPO-MHTECTUHAIBHON U PeCIMPATOPHOU
CUCTEM OT KOJIOHM3AIMK TAaTOT€HHOW (JIOphl, 3HAYUTENIBHO YMEHBIIAs PHUCK
Pa3BUTHS PECIMPATOPHBIX MH(MEKIINH, cerncuca, HEKPOTU3UPYIOIIETO YSHTEPOKOIUTA Y
nerei [82, 93, 126, 140]. C rpyaHbIM MOJOKOM MIIQJCHEI] ITOJIy4aeT TaKKe
OMOJIOTUYECKU AaKTHUBHBIE BeElIecTBa: (PEPMEHTH, TOPMOHBI, (PAKTOPBl pOCTa,
JUTMHHOIICTIOYEYHbIE  TIOJMHEHACHIIICHHbIE JKUPHBIE  KHUCIOTBI, TaHTIHO3HIBI,
LIUTOKUHBI, HYKJIEOTHIbI, TaypUH; NpeOMOTHKU (OJIMrocaxapuibl) U MPOOHOTHUKH
(6onee 1000 BumoB Oudumo- u NaKTOOAKTEpUN); COJAEPKUT BUTAMHUHBI H
MUHEpaJIbHBIC B-Ba B MAKCUMaJIBHO TOCTYIHOM (opme [12, 43, 79, 120, 146].

W3BecTHO, 4YTO  SHEpreTMdyeckue NOoTpedHOCTM  MianeHues ¢ MB
WHJUBUAYaAJIbHBl U MOTYT cocTaBisaTh oT 110 mo 200% (B cpemnem 150%) ot
TAKOBBIX TI0 CPaBHEHHIO CO 3J0POBBIMH CBEPCTHHUKAMH; MPOMOPIIMOHATIHHO
yBeJIM4eHa OTPeOHOCTh B Oelike, kupe, yrieBoaax [175].

MoskeT 11 TpyaHOE MOJIOKO YAOBJIETBOPUTH TOBBIIICHHBIE MOTPEOHOCTU
pebenka ¢ MB B Genke? I'pyaHoe MOJIOKO B TEUCHHE IEPBOr0 Mecsla JaKTalluu
coxepxut 1,5-2 r 6enka/100 My, MOCTENIEHHO CHIKAsICh K 6 Mecsmam a0 1 /100 mn
(no cpaBHenuto ¢ 1,24 — 1,5 r/100 mu1 B COBpEMEHHBIX aAalTUPOBAHHBIX MOJIOYHBIX
cMecsIX s JeTeil 10 6 MecsleB); OJHAKO, K 3TOMY BO3pPacTy JAETSM yle JOKEH
OBITH BBejieH nMpukopM. KauecTBo (YCBOsIeMOCTb) Oelika IpyTHOTO MOJIOKA SIBJISICTCS
UjicalIbHBIM ISl peOCHKa IMepBOTO rojia )Ku3Hu [66].

CopepxaHue Xupa B TPYJAHOM MOJIOKE JIOCTaTOYHO BBICOKO. KommuecTBo
KUpa HE 3aBUCHUT OT pallMOHA MaTepH, HO 3aBUCUT OT CPOKOB JakTaruu. OHO HUXKE B
MOJIO3MBE, HO BCKOpe nocturaeT koHmeHTpamuu 4 1/100 mi. OHO MeHsercs B
IpoLEcCe KaXA0ro KOPMIICHHMS: «3aJHEE» MOJIOKO TOpPa3i0 KUPHEE «IEPETHETOM.
JKeHckoe MOJIOKO COJIEPNKUT HE TOJBKO HCCEHIMAIbHBIE KUPHBIE KHUCIOTHI

(JII/IHOJIeBaH, G-HHHOHeHOBaﬂ), HO H JINHHOLCIIOYCYHBIC ITOJMHCHCHIIIICHHBIC
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KUPHBIE KHUCJIOTHl (apaxujoHoBas, jgokoszarekcaeHoBas, JII'K). Jebunur HI'K,
o0aaroieil MpOTHBOBOCHIATUTEILHBIMUA CBONCTBAMU, MPOIEMOHCTPUPOBAH Y JIeTeH
c MB. Copaepxanue >XUpPHBIX KHCIOT B TpyAHOM MoJioke, B ocobenHoctu JI'K,
HaIpPSIMYIO 3aBUCUT OT paloHa Matepu [75]. ¥ HEKOTOPBIX BUAOB MIIEKOTUTAIOUIUX
( B T. 4. y 4EJIOBEKA) JINMa3a CEKPETUPYETCS JIAKTUPYIOMIEH MOJIOYHOM KeJe30i U
MOXXET obecreunBarh JaUrecTuto 10 60% MHUINEBbIX JUMUAOB, HAXOISMIIUXCS B
IMYJITUPOBAHHOM BHJE, TMOITOMY OHA HA3bIBAETCS «IHIMAa3a, CTUMYJIMPOBAHHAS
xemaasivu costsimuy (Bile Salt-Stimulated Lipase, BSSL). V nereii ¢ MB HapymieHa
HE TOJIbKO MAaHKpeaTU4yecKash CEKpelHsl, HO TaKKe U CEKPEUHUs KEITYHBIX COJIEH,
00€eCIeynBaOIINX dMYJbraiuio xupa. OQHaKo B IPyJTHOM MOJIOKE XKUP HAXOIUTCS
yxke B popme smynbcun. BSSL He cexpeTnpyercs B MOJIOKE KOPOB U OTCYTCTBYET B
JETCKUX MOJIOYHBIX cMecsix. BSSL TepmonabuibHa — nmactepusanus rpyIHOrO MOJIOK
ee wuHakTuBHpyer. lloaTomMmy w™ianenuam ¢ MB HOaxXoauT TOJBKO HATHBHOE
(HEemacTepru30BaHHOE) TPYAHOE MOJIOKO.

YrieBoael TPyAHOTO  MOJIOKA  MpeAcTaBiIeHbl  JakTto3or  (85%) wm
oJiurocaxapuaamu rpygHoro mojoka (15%), xkoTopeix HacuuTbiBaeTcs Oosee 900
BUOB. Onurocaxapujpl TPYJHOTO MOJIOKA SIBJISIOTCA  HeaOCOpOMpyeMbIMU
yrieBoJaMu, HEOOXOIMMBIMU i  TPOPUKKA SHTEPOUUTOB U (HOPMHPOBAHUA
MPaBUJILHOM KUIIEUHONW MUKPOOHMOTHI, YTO OCOOCHHO aKTyaJbHO JJIsi MJIAJICHIIEB C
MB, mnony4aronux TMOBTOPHBIE KypChl aHTUOMOTHKOB. ['pyqHOE MOJOKO HE
crepuwiibHO. DopMUPOBaHMIO MPABWIBHOTO COCTAaBA KHILIEYHOM MHUKPOQIOPHI
CIIOCOOCTBYET Hanmuuue B HeM Oudumo- u jgakrodbakrepuii. Kumeunas mMukpodiopa
oOecreynBaeT CTaHOBJICHUE MPUOOPETEHHOTO UIMMYHUTETa U CHUHTE3 HEOOXOIUMOTO
kosimyectBa ButamuHa K [8].

PykoBojCTBa HEKOTOpPBIX CTPaH PEKOMEHAYIOT HCKIIOYUTEIBbHO TPYIHOE
BCKapMJIMBaHHE J10 6-MecsiuHOro Bo3pacra [153].

Murtiningsih ¢ coaBt., 2021 moka3zanu, 4To TPyJAHOE BCKapMIIMBaHUE JCTECH B
Bo3pacte 10 | roma BO Bpemsi OOJIE3HEHHBIX MpOLEIyp B CTalllOHape Npu
rocnuTaIN3alnk, YMeHbIaeT OoseBoi cuHapoM [p=0,000 (<0=0,05)] [138].

BoBpems kynupoBath 00J1€BOM CUHIPOM KpaliHE BaXKHO ISl A€TEH, KOTOPbIE UMEIOT
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pa3inyHble XPOHUUYECKHE 3a00JIEBaHUS U YaCTO BBIHYK/ICHBI TOCIIUTAIM3UPOBATHCA B
CTallMOHAp C NPOBEJCHHEM OOJIE3HEHHBIX MpOILEAYp, HANpUMEp IOCTAHOBKA
BHYTPUBEHHOTO KaTeTepa U JJINTEIIbHbIC BHYTPUBECHHBIC BIMBAHUS, YTO TUITUYHO JJISI
CUTyallud C MyKOBUCLIHJIO30M.

VYuensie n3 CHIA npoananmsupoBaim 2208 uctopuii 6ose3Hu 6oapHBIX MB.
[TanpenTs! ObUIM  paszeneHbl Ha 3 Tpynnbl: 1. JIeTH HA HCKIIOYUTENIBHO TPYAHOM
BCKapmiiiBaHuM; 2. JleTM Ha CMEIIaHHOM BCKapMIIMBaHUHM (TPYJHOE MOJIOKO+
MOJIOYHAsi CMECh) 3. JE€TH Ha HUCKYCCTBEHHOM BckapmuBaHuu. I[lokazano, 4To,
HECMOTpsI Ha OoJiee TshKeIble MyTalluK B rpynmax 1 u 2, y 9Tux JAeTeil HyTpUTHUBHBIN
craTyc W (yHKUMsS BHEHIHEro abixaHus Obuiu Bbimie (p<0,01), yem B 3 rpymrme.
[laTorennast guiopa OpOHXHUAIBLHOTO CEKpETa MPUCOECIAUHUIIACH HAMHOTO TI03XKE, YeM
y nereit u3 3 rpynmsl (p=0,04) [86].

[IpoBeneHHBIE PETPOCHEKTUBHBIE AHAIM3bl MOKA3bIBAIOT, YTO JAeTtu ¢ MB,
[OJTy4yaBIINE TPYJHOE MOJIOKO Ha NEPBOM TOJY KU3HU, UMENU 00Jiee COXPAHHYIO
(YHKIIMIO BHEIIHEro JbIXaHUS W MEHbIIEE KOJMYECTBO OPOHXOJIETOYHBIX
00OCTpEHHMIA B TOJI, YeM JE€TH Ha UCKYyCCTBEHHOM BcKapmimBanuu|[73, 134, 141]. Ho
MPOJIOJDKUTEILHOCTh U 00BEM TPYAHOTO BCKAapMIIMBAHUS TOJIPOOHO B JIAHHBIX
paboTax HE YKa3bIBAIOTCS.

I'pynnoe BckapmiuBanue y jnereid ¢ MB gomxHO mpoBonuThbes Ha (oHE
aJICKBaTHOM  3aMECTHTEIIbHOM  Tepanmuu  MaHKpeaTHYeCKuMu  (pepMeHTamu,
JOTIOJTHUTENBHOTO BBEJEHUS COJIA U KUPOPACTBOPUMBIX BUTAMUHOB.

[Ipy HEBO3MOXKHOCTH TPYJHOTO  BCKapMJIMBaHUS PEKOMEHYETCS
NPUMEHEHUE CTaHIAPTHBIX MOJIOUHbIX cMmeced. JlokazarenbcTBa 3(PPeKTUBHOCTU
MOCTOSIHHOTO ~ NMPUMEHEHHUS  BBICOKOKAJIOPUMHBIX  CMecell  WiM  OelIKOBBIX
TUAPOIU3ATOB OTCYTCTBYIOT, XOTSI B HEKOTOPBIX CIIy4asix ’TH CMECU MOTYT OKa3aThCs
MOJIE3HBIMM, HAINpUMEpP, y JeTed C OTCTaBaHMEM B POCTE WU C CHHIPOMOM
MajbabcopOInu, He cBs3aHHbIM ¢ MB. Kak nipu rpy1HOM, Tak ¥ MPU UCKYCCTBEHHOM
BCKapMJIUBAaHUM MOKET MOTPeOOBaThCA OTIOJHUTEIHLHOE BBEJACHUE HATPHS (CM.

HIDKE).
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TBepayro nuiry (IpUKOPM) clieyeT BBOAUTH B PAIMOH B T€ %€ CPOKH, UTO U Y
neteit 6e3 MB. [153, 175]. OOuienpuHsAThIE CPOKH BBEACHHS MIEPBOTO IPUKOpPMA — OT
4 o 6 mecsneB (BO3, ESPGHAN) [89].

B HammonaneHOM IIporpamme ontuMu3anvu BCKAPMIIMBAHUS JIE€TEH B
Poccuiickoit ®enepaunu (2019) [7] pekomenayercs aetsm 1-ro roga ku3uu ¢ MB
BBEJCHUE MPHUKOPMA, HAauWHas C 4-MECAYHOIO BO3pacCTa, C HCMIOJIb30BAHUEM
BBICOKOKAJIOPUMUHBIX 0110/ (Kallu Ha TPYJAHOM MOJIOKE/MOJIOUHON CMECH C MAacCJIOM,
OBOIIHOE MIOPE C MSACHBIM IMIOPE U MACIIOM, IETCKUM TBOPOT).

1.5. MeTox HOYHOM rUNEPAJTUMEHTALNH Y JIeTell ¢ MYKOBHCIHI030M

Hounas runepanumeHTanus Ajisi KOPPEKIMU HYTPUTUBHOIO CTaTyca JeTel u
B3pociibix ¢ MB ucnons3yercs 3a pyOeKoM B TE€UEHHUE HECKOIBKHX JECSTHUICTHH.
PerynsipHo nepecMaTpuBaroTCs U U3IAIOTCA PEKOMEHIAIMU TI0 MTOBOJY MPABUIBHOM
YCTAaHOBKE U MCHOJB30BAHMM HU3KONPO(HUIbHBIX ractpoctoM [97, 129], HO
OTHAJICHHBIE PE3YJIbTAThl JAHHOTO METOJA SIBJISIIOTCS MPOTMBOPEYMBBIMH. Borpoc,
MIPUHOCUT JIM JTaHHAsI METOJIMKa OOJIbIIIE MOJIb3bl WM Bpeaa 00JIbHOMY, B HACTOSIIIHIMA
MOMEHT BBI3bIBACT AUCKYCCHHM B MEIUIIMHCKOM cooOmiecTtBe. OH 3aTparuBaeTr He
TOJIBKO MEJMIMHCKUE W TEXHUYECKUE ACHEKThl, HO U TCUXOJOTHMYECKHE M Haxe
¢unancoseie [117, 118, 175].

B psane uccienoBaHMil MOKa3aHO, YTO HOYHAs THUIEPAIUMEHTALUS 4Yepe3
MEPKYTAHHYIO racTpOCTOMY y AeTer ¢ MB ¢ Hu3KoM 1 KpailHe HU3KOM Maccou Teja B
TeueHue 12 mecsieB sBasgeTcs 3PGHEKTUBHBIM METOJOM YIYUYIIEHUS] HYTPUTUBHOTO
craryca. HouHas rumepamuMeHTaIus 3ameisieT CHIDKCHHE (PYHKIUU JETKUX Y
MaiueHToB ¢ MB, oTMedaeTcs 3HAYUTENBHOE YMEHBIICHHE  KOJMYECTBA
TOCIUTAIM3AIMN U BHYTPUBCHHBIX HH(Y3UI aHTUOMOTHKOB B Te4eHue rozaa [59, 64,
65, 84, 118, 148, 173, 176, 183]. B perpocnexktuBubiM aHamuze Khalaf (2019)
OTMEUYEHO, YTO YpOBEHb 00beMa (hopcupoBaHHOTO BhIOXa 32 1 munyty (OPBI1) —
OCHOBHOTO TIOKa3aTeNsl JISTOYHOW (PYHKIIMM - C BO3PACTOM CHIDKACTCS Kak y
MAIMEHTOB C TaCTPOCTOMOM, Tak W Oe3 He€; cHmwkenne ODPB1 y mamueHnToB 6e3

racTpoCToOMbI ObLI0 OoJICe BBIPA)KCHHBIM, YEM Y IMAITUCHTOB C FaCTpOCTOMOﬁ, OJHAaKO
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pasuuia He Obuta cratuctuyecku 3Haumma (0.18; 95% Cl = —0.17-0.52, P= 0.32)
[108].

[Ipu oreHke BIUSHUS TUIMCPATUMEHTAIIMN Yepe3 TracTpoMy Ha (DYHKIIHIO
A€rkux ~ oOHapyxkeHOo 4To cpenuue 3HadyeHus O®Bl cumsunucs 3a 1 rop
AHTEPAIBLHOTO MUTaHUs udepe3 ractpoctomy oT 44.2% + 13.9 no 41% + 13.3 (P =
0.05). OxHako Ha BTOPOM TrOJly Teparuu oTMedanock yinydiienue ot 39.4% = 12.1 no
41.4% =+ 16.1. Z-cxopsl Maccel Tena 1 UMT GonbHBIX 3HAUYUTETHHO YBETUYIINUCH
[84].

OpHoit 13 mpobsieM MpH MOATOTOBKE K TPAHCIUIAHTAIMHU JIETKUX Y OOJIbHBIX
MB sBisiercs HU3kuM HyTpuTuBHBIA ctatyc. B Poccum Kpsuiosont H.A. u coasr.
(2017) mpoBeneHa oreHka S(PGEKTUBHOCTH HOYHOW rumnepamuMeHTanuu y 17
B3POCJIBIX MAlMeHTOB  (cpeaHuil Bo3pact 25,6+4,2 roma) ¢ KpaHE TSKEIbIM
teueHueM (ODPB1 <30%, UMT <18,5 kr/mM2), HaxXOISIIUXCS B JIUCTE OXKHIAHHUSI Ha
TPAHCIUIAHTALUIO JIETKUX. BBUIO MOKa3aHO 3HAYMTENIBHOE YBEJIMYEHUE MAcChl Tela
nanueHToB 1 UMT uepe3 6 u 9 Mec., 0qHAKO CTaTUCTUYECKU 3HAYMMOIO U3MEHEHUS
byukiuu nérkux ormedeHo He Ob110 [20]. B uccnenosanuu XyOytus M.II. u coaBt
(2019) ObIO TMOKa3aHO, YTO TMpHU MPOBEJCHUH HOYHOW U JTHEBHOMU
rUNepaTuMEHTaly ObUIO TOJIyYeHO cyliecTBeHHoe yBenumueHue MMT 3a mepBbiid
roJi MOCJI€ raCTPOCTOMUH, YTO MO3BOJUIIO BKIOUNTH 11 U3 15 B3pocabiX manueHToB
B JINCT OXHJIaHKs, a y 6 ObLIa pOBe/IcHa TPAHCIIAHTAIMS JICTKUX [46].

OnpenenéHuple BOMPOCHl € IOCTAHOBKOW TacTPOCTOMBI BO3HHMKAIOT TIPU
HUPpPO3€ MEYEHH U MOpTalbHOM runepreHsun npu MB. Jletu ¢ MB wu
aCCOIMMPOBAHHBIM C HUM TOPaXEHUEM IEUEHU YacTO HUMEIOT HEeJOCTATOYHOCTh
MUTaHUST W HYXKJIAIOTCA B TIOCTAHOBKE TacTPOCTOMBI, OJHAKO BapUKO3HOE
paclIMpeHrue BEH JKelyJKa BOKPYI YCTAHOBJIEHHON CTOMBI MOET MPUBECTU K
racTpO-MHTECTHHAIBHOMY KpoBOoTeueHHI0. B wucciemoBanuu Vandeleur M (2013)
ObLI0 BKJTIOYEHO 7 aeteit ¢ MB, ¢ mopaxkeHneM mneueHu U mopTaabHON TUIIePTEH3UCH,
KOTOpbIM ObllIa BBINMOJIHEHA TacTpocTomus. Yepe3 2 roma mociie TMOCTAHOBKU

racTpoCToOMbI OBLJI0O OTMEUEHO 3HAYUTEILHOE YIYUYIICHUEC HYTPUTHUBHOI'O CTATyCa H
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(GYHKIMM JETKUX Y TaHHOM I'pyNibl MAllMEHTOB, TP TOM BAPUKO3HOE PaCIIMPEHUE
BEH KEJIyJKa U KPOBOTEUEHHE HE HAOII01aI0Ch HA Y OJHOT0 naruenTa [179].
PerpocnexkTuBHbIE UCCJIEI0BAHHUS MTOKa3bIBAIOT, 4TO HOYHAs
TUIEPATMMEHTAlNs C ITOMOINBIO IEPKYTAaHHOM HSHIAOCKOIMYECKOW TIacTPOCTOMHUHU
sBIsieTcst 3((HEKTUBHBIM METOJIOM KOPPEKIIMU HYTPUTUBHOTO CTAaTyca Yy MAIMEHTOB C
MB. B uccnenoBanusx coobmaerca 00 3(()EeKTUBHOCTH 3HTEPANBbHOIO IUTAHMS,
yJIy4IIEHUU HYTPUTUBHOTO CTaTyca M (PyHKIMHU JETKUX y nauueHToB ¢ MB, ogHako
B PaHIOMH3UPOBAHHBIX KOHTPOJIHUPYEMBIX HCCIIEIOBAHUIX OLEHKAa 3(PPEeKTUBHOCTU
JaHHOIO MeToja He npoBeaeHa. [lpusHan ToT (akT, UYTO NPOBEACHUE
PaHAOMH3UPOBAHHBIX KOHTPOJIMPYEMBIX HCCIEAOBAHMI Ha JaHHYIO TeMy Oyner
3aTPYyIHUTENIBHO IO 3THUYECKHM COOOPAKEHHUSM M B CBS3M C HEBO3MOXKHOCTBIO
OCTaBUTh  IALMEHTOB  KOHTPOJIBHOM  TIpYyIIbI, KOTOpPBIE  HYXKIAKOTCI B
JIOTIOJIHUTEILHOM MUTaHUU, 0€3 creruain3upoBaHHoil nomoinu [156]. Heobxomumo
IPOBEJCHUE JAJIbHEHIINX HCCIEAOBAHUN MO OLEHKE JA0IATrOCPOUHOM 3(hHeKTUBHOCTH
MIPUMEHEHUS HOYHOW THIIEPAIMMEHTALIMN C IIOMOLIBIO TaCTPOCTOM Y Jiereni ¢ MB.
Takum 00pa3zom, MHOTHME BONPOCHI HYTPUTHMBHOW MOANEPKKUA s JETed C
MYKOBHUCIMJIO30M TpeOyroT JaibHenmero wusydeHus. OcCTaroTcsi HepeleHHbIMU
BOIIPOCHI 1O BBIABJICHUIO NPUYMH HAPYLIEHUS HYTPUTHUBHOTO CTaTyca y 3THX
NALMEHTOB, YTOUHEHNE METOJOB CBOEBPEMEHHON M JETAJIBHOM TUAarHOCTHKU TaKHX

COCTOSIHUM U METOJIOB UX KOPPEKLMH.
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I'naga 2
MATEPUAJIBI U METOAbI UCCJIEJOBAHUSA

Nccnenosanue BeimonHeHo B PI'AY «HMMUILL 3nopoBes nerein» Mun3sapasa
Poccun (mupexrop — 3aciyxeHHblid Bpad P®, n.m.H., npodeccop ducenko A.Il.) B
nepuot ¢ okTsiopst 2015 . mo asryct 2021 r.

OO6cnenoBanve u HaOmOJEeHUWE 3a JCTbMU OCYHIECTBISUIOCH Ha 0ase
MyJIbMOHOJIOTHYECKOT0 OTAeNeHus (3aBenyromas — A.M.H. O.M. CumonoBa) wu
Jabopatopur THUTAHUA 30POBOTO W OONBHOTO pebeHka (3aBeayromias — JI.M.H.,
npodeccop T.D. bopoBuk). MHCTpyMEHTaNIbHO-TUATHOCTUYECKUE HCCIICIOBAHMS
NpPOBEJEHBl B JJa0OpaTOpUM  DHJOCKONMHMYECKUX,  MOP(DOJOTUUECKUX U
IaTOJIOTOAHATOMHYCCKHUX HCCIICIOBaHuM (3aBenyromuidi — 1.M.H. M.M. JloxmatoB), B
KJIMHUKO-TUAaTHOCTUYECKON J1abOpaTopuu C TPYIINONW DKCIPECC JAUArHOCTHUKU
(3aBenytomas - a.M.H.  EJL  Cemukuna), B jabopaTopud JIy4eBOM U
WHCTPYMEHTAJILHOM IMarHOCTUKY (3aBenytromas - A.M.H. O.B. KoxxeBHukoBa).

HuccepranimoHHas pa0oTa BBINOJHEHA B COOTBETCTBUHM C IJIJAHOM HAy4HO-
uccienosarenbckux pador ®I'AY «HMMUL 3n0poBesa nereir» MunsapaBa Poccun
NeAAAA-A19-119012590187-6 «KimMHUKO-TMarHocTH4YeCKui aJTOPUTM 51
NepcOHU(UKALINS JICUSHHs HAacIeACTBEHHBIX 0oJe3Hel oOMena ¢ nopaxenuem [IHC
U KHucTo3HOro (hndpo3a y nerein» (2018-2021) [Mpoeaenue uccieaoBaHus 0J00pEHO
JlokanbHBIM HE3aBUCUMBIM 3THYECKUM KomuTeToM mipu OI'AY «HMMUIL] 310poBes
nerein» Munzapasa Poccun (mpotoxon Ne 9 ot 18.12.2015).

B perpocnekTMBHOM wuccieqoBaHWE MNpUHSUIM ydacthe 60 matepeil aeteit
OOJIbHBIX MYKOBHCITUI030M

B npocnekTHBHOM HCCII€AOBAHHUE BKIIOUEHO 225 AeTel ¢ MyKOBUCIHIO30M.

Kpumepuu exniouenus nayuenma 6 ucciedoganue:

- Bo3pacT oT 1 mecana ao 17 netr 11 mecses;
- TOATBEPXKJICHHBIM auarHo3 MB, Ha OCHOBaHMM KPUTEPUEB, YTBEPXKICHHBIX B

Knuanuecknx pexomenparusax «Kucrtosuwii ¢puodbpos (mykoBucuumos), 2021 r. KP

372[17]:
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[TonoxuTenbHbINA Pe3yabTaT MOTOBOTO TECTA

u/namn
IBe myranmm MBTP (CFTR), BemwiBatomme MB (cormacno 6aze CFTR-2
http://www.cftr2.org)
n
HeonaranpHast rumeprpuricuHoreHeMusi  (IIOJIOKUTEIbHBIH ~ HEOHATAJbHBIM
CKpPHUHMUT)
Nim

XapakTepHble KIMHUYECKHE TPOSIBICHU, TaKHe Kak Tu(y3Hble OPOHXOIKTA3bI,
BBICEB W3 MOKpPOTHI 3HauuMoil i1 MB maroreHHoit wmukpoduopsl (0cOOEHHO
CUHETHOMHOW MaJOYKM), AK30KPUHHAS IaHKpeaTH4ecKas HEIO0CTaTOYHOCTb, CHHAPOM
MIOTEpHU CoJeH

- HaOmoneHue peOeHKa Ha  TMOCTOSIHHOM  OCHOBE  OCYIIECTBISUIOCH B
nynbMoHosorndeckoM otaenennn OI'AY «HMUL[ 3mopoBes nerein» Munsnpasa
Poccun.

Kpumepuu ne exnouenus 6 uccneoosanue:

- BO3pacT MeHblIe | mecsua nwim crapue 18 ier;

- HETIOATBEPKICHHbIN ArarHo3 MB (Heu3BecTHbI reHeTUYECKHUE MyTalluH,
MOTOBBIE TPOOBI COMHUTEBHBIE I OTPULIATEIBHBIE);

- peOeHOK He HabJIt01aeTcs Ha MOCTOSIHHOM OCHOBE B MTYJIbBMOHOJIOTHYECKOM
otaeneHun ®I'AY «HMMULI 3q0opoBes aeteit» Munznpasa Poccun.

OOcnenoBaHre NAMEHTOB BKJIOYAJIO KIMHUYECKOE HAOJIO/IEHUE, OLICHKY
HYTPUTHUBHOTO CTaTyca, OMOXMMHUYECKHE M WHCTPYMEHTAIbHBIE HCCIICOBAHUS, a
TaKXe CIEUUAIbHbIEC TUETOJIOTUYECKUE METOBI.

AHaJIM3 COMaTHUYECKOro CTaryca BKJIOYald cOOp JKajloO mMmalueHTa U €ro
ponuTenel, a Takke (PU3UKAIBHBIA OCMOTP TIO CTAaHJAPTHOMY IUIAHY C OIICHKOM
OOIIEro COCTOSIHUSL U CaMOYYBCTBHUSI peOeHKa, oOpallaiy BHUMaHUE HA COCTOSHUE
KOXXHBIX TTOKPOBOB M BUIMMBIX CIM3UCTHIX, (DYHKIIHIO OT/IETBHBIX OPTAHOB U CUCTEM:
OpOHXOJIETOYHOH, CEPIE€YHO-COCYAUCTOM, MUILIEBAPUTETHHOTO TpakKTa,
MOYEBBIJICTUTENBHON U AP.

[Ipu cOope anaMHe3a yTOUHSIIM BO3PACT MOCTAHOBKHU nuarHo3a MB, xapakrep
MUATAHUS Ha TIEPBOM TOAYy >KU3HU (HAIW4YUE W MPOAOJIKUTEIBHOCTH T'PYIHOTO
BCKapMJIMBaHUE, BO3pPACT BBEJCHUS MPHUKOPMA), aHTPOIMOMETPUUECKHE [aHHBIE HA

IEpBOM 104y KWU3HU H IIPU K&)KI[Oﬁ rocrnurajin3alui B CTAWOHAp, 4YaCTOTY,
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MPOJIOJKUTEILHOCTD, BBIPAKEHHOCTh 000CTpEeHU 3a00s1€BaHus, BHICEB MMATOIC€HHOM
Gb0pBI IPU MUKPOOUOTOTHIECKOM UCCIETOBAHUHI MOKPOTHI, TIPOBOAMMOE JICUCHUE U
ero 2G(HEeKTUBHOCTH, YaCTOTY MPHUEMa aHTHOAKTEPHUATHHON TEpaITiHu.

Jlist oueHku crteneHu TsbkecTd MB Obuia ucnosib3oBaHa mmikana [IIBaxmana-
bpacounbna B momudpukanuu C.B. Paumnckoro m H.M. KampanoBa, B koTOpoi
YUHUTBHIBAIOT 0011Iee COCTOSTHUE peOeHKa, ero (PU3NYECKYI0 aKTUBHOCTD, KIIMHUYECKHUE
NPOSIBJIICHUs] O0JIE3HU, HYTPUTUBHBINM CTAaTyC M pPe3yJbTaThl PEHTTEHOJIOIHYECKOTO
oOcnenoBanust ¢ mnojacueToM wuHAekca Kpucnuna-Hopmana. TspkecTs TedeHus
3a00JIcBaHUs OIICHMBAIOT B Oayiax (T.H. mHAaekc IlIBaxmana - WIII) [15](Tabmuia
2.1).

Tabmuna 2.1
IIkana HIBaxmana-bpachuiabaa oneHKH TSKeCTH TeYeHUsI
MykoBucuua0o3a B mogupukanuu C.B. Payunckoro u H.A. Kanpanosa (1997)

Cymma 6ajuioB Ouenka tsixectu Teuenus MB

71-100 GanmioB | yIOBJIETBOPUTEIHLHOE COCTOSTHUE

56-70 6ayuioB JIETKOE TEUEHHUE

41-55 GamioB CPEIHE TAKEI0E TCUCHUE

>40 0aJu10B TIKEIT0E TEUCHUE

JlaGopaTopHbie METObI HCCIETOBAHUSA:

— Knunuueckuil ananu3s Kpoeu ¢ OLIEHKOM MPU3HAKOB OCTPOBOCHAIUTEIbHBIX
W3MEHEHUM (JIEUKOITUTO3, TOBBIIIIEHNE CKOPOCTH OCEaHUs SPUTPOIIUTOB, CABUT
neiikoruTapHoi hopmynsl BieBo). [TokazaTenu nepudeprudeckoit KpoBU ONMpeEesuIn
Ha IPOTOYHOM cueTunke cpennero kimacca CobasMicros 18 OT (ABX, ®panmus).

— Uccnedosanue yposHs benkos 8 cvigopomke kposu (001ui 6e0K, aTb0yMuH,
npeaar0ymMuH, TpancheppuH, GeppuTHH, INII0K03a, C-peakTUBHBINA 0ET0K)
MIPOBOJIUIIN KOJIOPUMETPUUECKH-(POTOMETPHUIECKUM METOJIOM HAa OMOXUMUYECKOM

ananuzatope UniCelDxC 800 u UniCelDxC 600 (BeckmanCoulter, CI11A).
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— Onpedenenue 2AUKO3UNUPOBAHHO20 2eMO02100UHa TI0 WHTHOWPOBAHUIO PEAKIIMHU
narekc-arrmorunaiuu (DCAVantageSiemens).

— Onpedenenue axmueHocmu naHKpeamudeckou 21acmasvi-1 6 Kaie METOJ0M
umMMmyHo(epMeHTHOTO aHanm3a, ¢upMel  BioServ  diagnostic ELV99200220,
(pedepencubie 3Hauenus:> 200.00 MKI/T).

Eciu ypoBeHb »3nacTta3pl B Kaje HaxXOAWTCS B TMpeneiax pedepeHCHBIX
3HAYCHWH, HEJOCTATOYHOCTh JK30KPUHHON (YHKIMH TOKETYJOUYHOW IKEIe3bl
OTCYTCTBYET.

Cumxkenue mnokazarened B wuHTepBaie ot 100 mo 200 wmkr/r kana
CBUJIETEIIBCTBYET 00 YMEPEHHO BBIPAKEHHOM HEIOCTATOYHOCTH, a MeHee 100 MKr/r
Kaja  XapakTepHO JUIA  TSDKEIOM  BHEUTHECEKPETOPHON  HEJOCTaTOYHOCTH
MOJIKEITYJOYHOM JKENE3bI
—  Muxpockonuueckoe ucciedosanue Kaia — Konpoepamma — (CouepKaHue

HEUTPAIIBHOIO KUPa)
— Onpedenenue Karbnpomekmuua 6 Kaje C TIOMOIIBI0 HMMMYHHOTO METO/A
BuhlmannQuantumBlue. [ns wuHTepnpeTanuu pe3yibTaToOB —HCCIEIOBAHUS

MCIIOJIB30BaAJIM MapaMeTPhl, 0TOOpakeHHbIE B TabuIe 2.2.

Tabmmma 2.2
OueHka ypoBHSI KAJIbNPOTEKTHHA B KaJjie
Onenka Tecra YpoBeHb noKazaTens
OtpunaTenbHbIi <50 Mkr/r
[TorpaHuyHBIH 50-200 Mkr/r
ITomoxxuTenbHBIN >200 Mmkr/T

— Haepy3ounwii enukemudeckuti mecm ¢ 1aKkmo3ot MPOBOJAWIICS MO CTaHIAPTHOU
METO/MKE: TJIFOKOMETPOM OINPEAEIISIIN YPOBEHb IIFOKO3bl HATOIAK U uepes 15,
30 u 60 MUHYT TIOCJIe HATPY3KH MUIIEBOM JTAKTO30M B J103€¢ 1 I/KT Macchl Tena
(1o He 6osee 50 r). Hanmnuue nakTa3HOM HEAOCTATOYHOCTH MOATBEPKIAIN MPU

MOIbEME YPOBHS TIIFOKO3bI B TeueHne 60 MUHYT MeHee, yeM Ha 1,1 MMomb/i



43

i meHee 20% OT TOIAKOBOI'0 YPOBHS, & TaK)Ke MPU BO3ZHUKHOBEHUH JAHApen
B T€UCHHE 24 4acoB MOCJIC HATPY3KHU.

I/IHCprMeHTaJII)HbIe METOAbI HCCJICAOBAHUA

— Oyenka @yHKyuu 6HeuwiHe20 OblXaHUs BBHIMOJIHSAIOCH Ha ammapare «Eutest-2»
JIETSIM CTaplie S5 jeT. YUYuThIBaJICs MoKa3aTeiab o0beMa (POPCUPOBAHHOTO BbIJOXA
3a 1 cekynay (O®PBI1) B % Kk 101KHOMY 3HAYEHUIO.

— Vaempaseykosoe uccrnedosanue opeanog OpowHOU nOIOCMU BBIONHIIOCH Ha
anmapare GeneralElectricVVolusonES.

— Tecm ma JjaxmasHylo  HeOOCMAMOYHOCMb. B XOI€  JHArHOCTHYECKOM
330(aroracTpo,1yoJ€HOCIOHOCKOIINH MPOBOAMNIICS NOJYKOJIUYECM8EHHbIU
akcnpecc-mecm  «Lactose  intolerance  quicktesty xommanuu  «BiohitOyj»
(OunnannuA) B OMONTATE CIM3UCTOW OOOJIOUKM TOHKOM KUIIKM. B ocHOBe TecTa
JEKUT CHOCOOHOCTh JIaKTa3bl OMONTAaTa pACIIEIUIATH JAaKTo3y cyOcTpara a0
[JIIOKO3bl M TajakTO3bl; COJIEP)KAHHE TIJIIOKO3bl OLICHUBAETCA C IMOMOUIBIO
XpPOMOT'€Ha M CHUTHAJIBHOTO PEAKIMOHHOTO pacTBOpa. MeToAauKa BBINOJHEHUS
TecTa: TOCe 3aBENIEHUs JHJAOCKONa B 12-TIEPCTHYIO W TOUIYIO KHUIIKY Opayiu
OMOMNTAT CAUZUCTOM 00OJOUKH M3 MOCTOYIBOApHOro oTaena 12-mepcTHOW KUIIKU
WIM HayaJlbHOTO OT/AENa TOIIeH KUIIKKW pasmepoM 1,5-2 mMM. 3arem Owuomnrar
MOMEIAJId B JIYHKY Ha TUIacTUHE, yepe3 15 MUHYT B Hee M00aBsum 1 Karuio
pacTBOpa XpOMOT€HA U 2 KaIlJId CUTHAJIBHOTO pPacTBOPa, KOMIIOHEHTHI OCTOPOKHO
nepememMBaii. Uepe3 5 MHHYT OLEHHUBAJIN PE3YyJbTaT IMYTEM CONOCTABICHUS
MOJTYyYEHHOW IIBETOBOM peakIuu C MpuiaraeMoi IBeTOBOW Tabmuukoiu. [lpu
HOPMOJIAKTa3UHU MIPOUCXOIUIIO OKPAIIMBAaHUE PACTBOPA B JIYHKE B CHHUI I[BET, NPU
JAKTa3HOW HEJOCTATOYHOCTU I[BET HE U3MEHSJICS WM MEHSUJICS HE3HAUUTENbHO. B
akmoyeHun  OI'JIEC  ykaspiBanu — pe3ynbTaT: TMOJOXKHUTENbHBIN  (TsDkEnas
TUIIOJIAKTA3Msl), CPEIHE-TIOJOKHUTENbHBIN (JIErKasi TUIIOIAKTa3usl), OTPULIATEIIbHBIM

(HOpMoOJIaKTa3us).
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—Hounas eunepanumenmayusi TpOBOIUIACH Yepe3 OANIOHHYIO HU3KOTPO(DUIBHYIO

ractpocromy  Kimberly-Clark  (Halyard),

YCTAaHOBJICHHYIO

YHIOCKONUYECKUM METOJIOM IO MECTHON aHECTE3UEN.

1. Uzmepenue maccol mena u pocma pebenka

OueHka HYTPUTHBHOIO CTATYyCA

YPC3KOKHBIM

PocT u3mepsin ¢ MOMOIIBIO CTaHAAPTHOTO OTKATIMOPOBAHHOTO POCTOMEPA;

MacCCy TCJa - HCIIOJIb3YyA MCIUITUHCKHC BCChI C ,ZIOHYCTI/IMOI\/'I IMOTPCIIHOCTBIO <100 .

C momorpto KoMIboTepHbIX IporpammaM WHO-ANthro (ms nereit 1o 5 ner)

u WHO-AntroPlus (s gereid crapmie 5 JieT) paccuuThIBaaM Z-scores macca

tena/Bo3pact (WAZ), poct/Bo3pact (HAZ), UMT/Bo3pact (BAZ) [101].

[Tokaszarenu, BeIXOASIIME 3a mpedensl oT -1 mo +1, pacueHUBaNIMCh Kak

OTKJIOHCHHUA OT HOPMEI.

CreneHb TSKECTHU HCOOCTATOYHOCTH IIMTAHUSA YCTAHABJIMBAJIXM Ha OCHOBC

Kkiaccudukanuii  Hemocrarounoctn mnuranus BO3 [180], MKB 10 (E40-46).

Kpurepuu onenku octpoit HIT u xponnueckoii HIT npeacrasnens: B Tabnuie 2.3.

Tabmuma 2.3
Knaccnpuxanus He10CTATOUHOCTH MU TAHMS
®opma Z-scores:
HEJI0CTaTOYHOCTH Macca tena/ | Macca tenma/ | UMT/Bo3pact | pocTt/Bo3pact
ATaHus/ JUTMHA Teja BO3pACT (Bce (Bce
CTEIEHb TIKECTU (mo 5 ner) (mo 10 net) BO3pacTa) BO3pacTa)
Octpas popma HII:
® JIerKas or -1 no -1,9 - or-1 mo-1,9
® yMEpeHHas or-210-2,9 | or-210-29 | or-2 10-2,9
® TspKEsast > -3 > -3 > -3
XpoHuueckas
- - - < -2
dbopma HIIT
2. Kanunepmempusi ¢ WCIONB30BAaHWEM Kanmumepa XapreHeHa, KoTopas

MpoBOJMIIACH ACTAM CTapHIc 5 ;er. I[J'I?[ OLOCHKH TOJIIHNHBI KOKHO-KHUPOBBIX CKJIAJ0K

UCTIOJIB30BAJIM YEThIpe CTaHIapTHbIe ToukK 1o Brook [13]: Ha ypoBHe Tpuiernca (Ha

3aJJHEel MOBEPXHOCTH IJIeda HaJl TPUIIETICOM), Ha ypOBHE Oulierica (Ha cpeiHel TpeTu
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njiedya Haja OWIIETICOM), HA YPOBHE JIOMATKHU (HMXKHETO yrja JIONAaTKh), Ha YpOBHE
BEPXHEH IMOAB3IOITHON 00JacTH (HAX BEPXHEHW MEpPeAHEH YacThIO IMOAB3IOIIHOTO

rpedemnika).

Bce n3MepeHust KOKHBIX CKJIQJI0K MPOBOAWIM TI0 MPaBOM cTOpoHe Tena. s
CHI)KCHHUSI BEPOSTHOCTH TEXHWYECKUX OIMMOOK BCE HM3MEPEHUS MPOBOIWI OJIWMH
yelloBeK Mnpu mnomomu oaHoro mnpudopa (CokonmoB W.). Jlns OLEHKH CcTeneHu
Pa3BUTHUSI TTOJKOYKHOT'O KHUPOBOTO CJIOsI ObLIA HCIOJb30BaHa TaOJMIA IEHTUIHLHOTO
pacrpeselieHrs] CyMMBI TOJIIIMHBI CKJIAJIOK B YEThIpEX TOYKax 1o Brook.

3. Buoumneoancmempuveckuii aHaiu3  TPOBOAWICS C TIOMOIIBIO OTEYECTBEHHOTO
ananuzatopa ABC-01 Menacc ¢ wucnosib30BaHHEM 0a30BOM  KOMITBIOTEPHOM
nporpammbl ABC01-0362 u  mporpammHOoro ootecredeHus OHOMMIIETAHCHOTO
ananmu3zaTopa [38].

B mportokosie OMOMMIEIAHCHOTO HMCCIEAOBAHUS PACCUUTHIBAIM a0COJIOTHBIE U
OTHOCHUTEJIbHBIC 3HAUCHHUSI CIICTYIOIINX MTOKa3aTENeH:
YKUpPOBasi Macca opranusma (Kr);
Tomasi (Oe3kupoBasi) Macca opraHuzma (Kr): pa3HOCTh MEXAy oOlield maccoil u
JKUpOBOM Maccoil. CuuTaeTcs, YTO HHU3KOE 3HAYEHUWE [IAHHOTO TOKa3aTellst
CBUJICTCIILCTBYET O  AchuUIMTe  OCJIKOBOIO  KOMIIOHGHTAa  palliOHa  WIIH
WHJUBUAYAJIbHBIX OCOOCHHOCTSIX YCBOCHHUSI OCJIKOBOTO MHUTAHUS, TOBBIIMICHHOE
3HAUCHHE YKa3bIBACT HA YCUJIICHHOE MOTPEOICHNE M HOPMAIbHOE YCBOCHUE OEIIKa;
aKTUBHAsS KJIETOYHAs Macca B MPOIEHTaX OT TOIIEH MacChl OTPAKAET JABUTATEIbHYIO
aKTUBHOCTh. HwW3KkMe 3Ha4YeHUs [aHHOTO TIOKa3aTess SIBJSIOTCS TMPU3HAKOM
TUTIOIMHAMUU;
JIOJI aKTUBHOM KJIETOYHOM MACChI B IPOLIEHTAX OT TOIIEH MACChl — OTPAXKAET

TEeKYIIUN YPOBEHb (PU3MUYECKON PabOTOCIIOCOOHOCTH;

AHKeTHpPOBaHUE MaTepeH M0 BONPOCAM MUTAHUSA

I[J'IS{ OLCHKH BJIMAHUA I'PyAHOI'0 BCKaPMIIMBAHUA Ha TCUHCHUC MYKOBHUCIIHNA03a Y

pebeHka Obla UCTOJIb30BaHa pa3paboTaHHas HaMU «AHKETa JJi1 Matepu peOeHKa C
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MYKOBUCLIUJIO30M: TPYJIHOE BCKapMJIMBaHUE», COCTOsBIIAs U3 4 pasnenoB (cMm.
[Mpunoxenune 3,4):
1- ceedenus o mMarepu: OCOOEHHOCTH TE€YEHUS OEPEMEHHOCTH M POJIOB, OCTPBIX U
XPOHUYECKUX 3a00JIEBaHUSX BO BpeMsi OEPEMEHHOCTH M JIAKTAI[MOHHOTO Mepuoja,
BO3pacT Ha MOMEHT POXACHUS PEOCHKa,
2 — Oanmuble 0 pebenke (€T0 COCTOSHUE 3I0POBbS MOCIIE POXKJICHHS, 3a00JI€BaHUSIX B
NepHoJie HOBOPOXKJIECHHOCTH, BO3pacT B KOTOPOM YCTaHOBJIEH JuarHo3 MB,
OpOHXO0JIETOYHBIE O0OCTPEHUSA);
3 - aumponomempuueckue oanHvle pebenka (Macca U pocT P POXKACHUH, B 1 TO1 U
B 3 roga);
4 - Oanuble o numanuu pebOenka (HANUUKUE U TPOJOLKUTEIBHOCTH  TPYAHOIO
BCKapMJIMBaHMs, BO3pacT peOEHKa MpU MEPEeBOJEC Ha CMEIIAHHOE/HCKYCCTBEHHOE
BCKapMJIMBaHHE; CBEIEHUSI 00 MCIOIb30BABIINXCA MOJIOYHBIX CMECSX U UX 00beMe;
BpEMsI BBEICHUSI IPUKOPMA U €r0 COCTaB.
MeToabl cTATUCTHYECKOH 00padoTKH

OO6cnenoBanrs MPOBOIWINCH C TOMOIIBIO TMEPCOHATBHOTO KOMITBIOTEPA C
UCTONIb30BaHueM Makera nporpamm IBM SPSS Statistic sv 24 u Microsoft Office
Excel 2016. IlpuMeHSIUCh METOIBI OIHUCATEIBLHOW CTATUCTUKHA C OCHOBHBIMH
KPUTEPUSMU: CpeliHee apu(PMeTUIeCcKoe P HOPMAIBHOM pacIpe/ieIeHUH, Me1aHa,
CTaHJAPTHOE OTKJIOHEHUE, OINpPENEICHUE JOBEPUTEIbHBIX UHTEPBANIOB 95%, 99% u
99,9%. Kos(pduniueHt koppensiiiuu ObLUT pacCUUTaH ¢ MoMoIsio (popmyssl [Tupcona
C LENbI0 aHajiu3a MOJIOKUTEIbHOW WIIM OTPULIATEIBHON CBSI3U MEXKIY Ppa3HbIMHU
nokazarensimMu. [l ciiydaeB ¢ HEOONBIIOW BBHIOOPKH MOCTPOCHUS TOBEPUTEITHHOTO
WHTEpBaJla UCIOJb30Bajach TalnWIa KBaHTeneld pacmnpeneneHusi CThIOIEHTA.
CTaTUCTHUYECKH 3HAYUMBIMM CUUTAIMCh HU3MEPEHHS MEXIYy I[OKa3aTeas MU TMpU
ypoBHe BepositHocth P<0,05. Ecnum ypoBenb BepostHoctH Obl1  pP<0,01 -

CTaTUCTHUYCCKAd 3HAYUMOCTb H3MCPCHHA CUMTAIACh BBICOKOM. HpI/I 3Ha4YCHHNU

p<0,001- paBHoii 99,9%.
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[TarueHTHI: AETH ¢ MYKOBHCIIHI030M B Bo3pacte 1 mec o 171met 11mec (n=225)

l |

AHTponomeTpus Kanunepo- | | buonmme- 00mmit 6eoK Oxenpece Tect Ha JIH
WHOAnNthroPlus || merpust | AQHCOMETPUA || anpGymMuH B xone OI'IC(n=213)

npeanbOyMuH / \

creaTopest |

Hopmo- I'umo-
Y JIAKTA3Us JNaKTasus | | AHKETUpOBaHHE
HeocTaTouyHOCTh HenocraTouHOCTH MaTtepeil 1o
IIATAHHS «+» IIUTAHMS «-» ponpocam I'B (n=60)
Harpy3zounslii
JIOTIOJIHUTENIPHOE MUTAHUE TECT ¢ 1akTo30M (N=37 \L

BN C UCITIOJIb30BAHHUCM

HouHnas runepanumMenTanus BBICOKOOEIIKOBBIX
/3 HU3KOIPODUIBHYIO BI)ICOKOBHepl:eTI/I‘IeCKI/IX
ractpoctomy (N=16) cmecen

OrneHka B JUHAMUKE

N/
AHTponomeTpus
KanunepomeTpust
buoxumnueckune MOKa3aTen (oOmuit OEJIoK,
npeasibOyMuH, TpaHcpeppuH, TI0K03a)

Crearopes
Yacrora OpoHXO0JIErOYHBIX 000CTPEHHUS

l

Hazunauenue

HU3KOJIAKTO3HOM
JACTBI TAIHEHTAM C MOKa3aTeJI U TIXKECTh

noaTBepxkaeHHoM JIH TCHCHUA MB B
1 u 3 ner

Awunanus Biusgausa ['B Ha
AHTPOTIOMETPUUECKHUE

Pexomennaiuu 1o

KOPPEKIUH TATAHUS

nereu 1 roga »KU3HA
¢ MB

Pucynok 2.1 /lu3aiiH ucciaeq0BaHus
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B Ttabmune 2.4 npuBOASATCS JMaHHBIE 10 KOJMYECTBY MPOBEICHHBIX

UCCIIEIOBAaHUM y JIeTe ¢ MyKOBUCIIUI030M 3a IEPUO HAOIIOICHUS.

Ta0Omuna 2.4
O0BeM 1 MeTOABI HCCIEIOBAHUA
Yucno
Ne MeToapl ucciaeI0BaHUs o0cIeIOBaHHBIX MIPOBEICHHBIX
MAIMEHTOB WCCJIEIOBAHUM
1. | KinuHuko-¢hu3noiI0ruaeckue 225 920
UCCIIeIOBaHUS (KITMHUYIECKHEC
HaAOJIIOICHN S, aHTPOTIOMETPHS )
2. | Pacuersr Z-scores (WHOAnNtroPlus)
-Macca TeJna/poct, 995 795
- Macca TeJa/Bo3pacr,
- UMT/Bo3pact
3. | Kanunepomerpust 120 426
4. | VI3mepeHne oKpyKHOCTH Tuieya 60 180
5. | buonmnenancmeTpus 125 548
6. | UccnenoBanue yHKIIMN BHEIITHETO 120 250
TIBIXQHHSI
7. | buoxumMmu4eckui aHaiuu3 KPOBU
- 00muit 6emok 80 160
- abOyMUH 80 160
- IpeabOyMUH 80 160
- TpaHcQeppuH 80 160
- TJIIOK03a 80 160
8. | Komporpamma 225 608
9. | Ilankpeatnyeckas snacTa3a-1 xana 225 654
10. | ST JEC ¢ skcnpecc Tectom Ha JIH 213 359
11. | Harpy3ouHbIii TTIMKEMUYECKUIN TECT C 37 37
JIAKTO30M
12. | PazpaboTka u KoppeKuus Je4eOHbIX 295 450

paIMoHOB
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I'raBa 3

XAPAKTEPUCTUKA HAIHMEHTOB C MYKOBUCHHUI030M

3.1. KiimHu4eckasi XapakTepucTuka Ha0/1101aeMbIX 00J1bHBIX

MYKOBUCHHI030M

B cooTBeTCTBHMM € TOCTaBICHHBIMH II€JII0 W 3aJlauaMd B HCCJIEIOBaHUE
OBLJIO BKJIFOUEHO 225 AeTeil ¢ MyKOBHUCIIMI030M B Bo3pacTe oT 1 mecsina 0 17 aet
11 mecsmes, uz Hux 105 geBouek (46,6%) u 120 mansuukoB (53,4%). ['ennepHoe
pacrpeieieHUe IeBOYEK K MaJlbuhkaM cooTBeTcTBoBajio 1:1,15.

Jlnarno3 MyKOBHCIIMI03a Y BCeX HaOJ0/IaeMbIX JleTed ObLI MOJITBEPHKICH
MOJIEKYJISIPHO-TEHETUUECKUM HccaenoBanueM rena MBTP, nonoxutenbHbIMH
pe3yibTaTaMu IMOTOBOTO TecTa (METOJ NWJIOKApIHUHOBOIO 3JeKTpodopesa o
['m6cony—Kyky n/unu Ha annapate HaHOIakT), MOJOKUTEIBHBIMUA pe3yJibTaTaMu
HEOHATAJIbHOTO CKPUHUHTA.

BaxHo orMeTuTh, 4TO uHCIO aeted ¢ MB rpynHOro, paHHEro u
JIOIIKOJIBHOTO BO3pacTa ObLIO MPUOJIU3UTETLHO OJMHAKOBBIM M COCTaBIISIO: OT 1
Mmecsia g0 1 roga (=51, 22,6%), ot 1 roxga go 3 ner (n=57, 25,3%) u ot 3 10 7
et (n=53, 23,5%). Pacnpenenenue Habmomaembix netedr ¢ MB mo Bospacrty
IpeacTaBieHO B Tabiuue 3.5.

TaoOmuma 3.5

Bo3pacTHoii cocTaB Ha0J/II0aeMBbIX JeTeld ¢ MyKOBHCIIHI030M
IPH NOCTYIUICHUH B IIYJIbMOHOJOIMYECKOe OT/Ae/IeHUE

Yucno nereu:
Bospact MaJIbYUKH % JIEBOYKHU % Bceero %
(n) (n) (n)
Imecsn - 1 rox 29 24,2 22 21 51 22,6
1-3 roga 27 22,5 30 28,5 57 25,3
3-7 ner 28 23,3 25 23,8 53 23,5
7-11 ner 21 17,5 18 17,1 39 17,3
12-18 ner 15 12,5 10 9,6 25 11,3
Uroro 120 100 105 100 225 100
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[TareHTHI MpOXUBAIIA B pa3IMUHbIX cyObekTax Poccuiickoit Denepanuu u
ctpanax CHI'. Camble yacTto BCTpeYarollUMHCS perMoHaMH Obuth - YeueHckas
Pecniy6nuka (11,7%), Pecnyomuka Kpsim (8%), Mocksa (7,1%), Boponexckas
(5,3%) m Mockosckas (4,9%) obOmactu, a Takke crtpanbl CHI' (Ykpauna,

Kazaxcran, MoanoBa - 9,3% (Tabauna 3.6).

Taomuma 3.6

Pacnpenesienue O0OJBHBIX € MYKOBHCHHA030M IO peruoHaMm
NMPOKUBAHUA

Yucno manueHToB

Peruon
n %
UeueHckas pecnyOiauka 25 11,2
Pecny6ka Kpeim 18 8
MockBa 16 7,1
Boponexckas 0011 12 5,3
MockoBcKast 001. 11 49

CaparoBckas 001. 3,1

benropockas 061. 2,7

7
6
Pecnybnuka Jlarectan 6 2,7
Jlunernkas o0J1. 6 2,7
Huxeropojckas 061. 6 2,7
CraBponosibekuit Kpaii 6 2,6
Cesepnas Ocetusi-AnaHus 5 2,2
Tarapcran 5 2,2
TBepckast 00.1. 5 2,2
TromeHnckas o0J1. 5 2,2
OcTanbHBIC PETHOHBI 65 28,9
Crtpansl CHI' 21 9,3
Bcero 225 100

AHanu3 aHaAaMHECTHYECKUX HaHHbIX nereil ¢ MB mokazan, uto y 20,8%
(n=47) marepeii OepeMeHHOCTh MpOTeKala Ha (POHE TecTo3a Pa3HOM CTENeHH
BBIPQXEHHOCTH, yTrpo3a MNpepbiBaHUsS OEPEMEHHOCTH BCTpedanach TOJBKO y 17
(7,5%) marepeit, B 21 (9,3%) citydae Bo BpeMs OEpEMEHHOCTH MaTEPH HYKIAIHUCh

B TOCTIMTAJIM3AINH W3-3a TECTO3a WJIM YTPO3bl pephiBaHus (Tabmuma 3.7).
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Tabmuna 3.7
AHaMHecTHYeCKHe JaHHbIE MAIIHEHTOB ¢ MYKOBHCIIHI030M
[Tpuznak Yucno nereut
n %
Teuenne OepeMEHHOCTH:
¢ (huU3NOIOrHYECKOE 153 68
® TeCcTO3 47 20,8
® aHeMHs 57 25,3
e yrpo3a MpepbIBaHUS 17 7,5
® CTallMOHAPHOE JICUCHHE 21 9,3
Ponmr:
® CaMOCTOSTCIbHBIC 189 84
® OICpaTUBHBIC 36 16
e 110 37 Henenn 22 10
e 1a 37-42 Henene 203 90
Macca tena 1npu poxJICHHH:
e <2500r 10 4,4
e 2500-3000r 8 3,5
e >3000T 207 92,1
JlnvHa Tela P POXKICHUH:
e 11050 cm 26 11,6
e >50cMm 199 88,4
Onenka no mkaine APGAR (Gasibn)
o T7/7 13 5,8
o 7/8 45 20
e 8/8 97 43,1
e 8/9 70 31,1
Crnioco6 posopa3perieHus:
e (CamocTosITeIbHBIE POJIbI 189 84
e KecapeBo ceuenue 36 16
[IpeHaTanpHass TMarHOCTHKA!
e HeonaTanbHbIN CKPUHUHT 66 29,3
OO611ee coCTOSIHUE MPY TTOCTYIIIICHUU B KIIMHUKY
* CpeJHEeH TAKECTH 163 72
* TSDKEJIoe 62 28
Bo3spacTt Ha MoMeHT Hauyasna HaOmoaeHns B HII3 /1
e 510 | roma 89 39,5
e 1-3roma 25 11,1
o 4-7 jrer 51 22,7
e 8-12 ner 38 16,9
e 13-18 et 22 9,8
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JleTh ¢ MYyKOBUCUUJO030M pOJUIUCH B OCHOBHOM B pe3ysbTaTe
dbusnonoruyeckoro poaopaspemierus (N=189, 84%), 90% poxzeHsl B cpok Ha 37-
40 Henene, ¢ Maccoil Tena M JUIMHOW, COOTBETCTBYIOIIMMU CPEAHUM BO3PACTHBIM
noka3zaressim (92% u 88,4% coorBeTcTBeHHO). Takum 00pa3oM, aHAMHECTUUECKHUE
JTaHHBIE TIEPUHATAIILHOTO Mepuoja y HabmomaeMmbix feteil ¢ MB He oTnuyanuch
CYIIIECTBEHHO OT OOIIETIOMYJISIITIOHHBIX TIOKa3aTeNeH.

Heonaranbublii cKpuHUHT Ha MykoBucuunao3 B P® Beegen c¢ 2006 rona.
Hetsm, poauBimmmcst 1o 2006 roga (68, 30%), ckpuHuHT He npoBoawics. M3
ocTabHBIX 157 nerel, poxxkaeHHbIX B 2006 roay WM Mo3xe, MYKOBHUCIUI03 ObLI
JIMAarHOCTUPOBAH C MOMOIIBIO CKpUHUHTA Y 66 neteit (42%).KanoObl manueHToB ¢
MYKOBHCIIMI030M Ha MOMEHT MOCTYTUICHUS B OTACJICHUE MPEJCTABIICHBI B TA0HUIIE
3.8.

Tabnuma 3.8

OcHOBHBIE KaJI00bI 00JIbHBIX ¢ MyYKOBHCLHHI030M
NPHU NOCTYIVICHUH B IyJIbMOHOJIOTHYECKOE OTAe/IeHre

KamnoOs1 Yucno nereit

n %
- c11a00CTh/BSUITOCTH/yTOMIISIEMOCTD 143 63,5
- YaCThIi, CyXOHM U BJIAXKHBIN Kalllesb, OJIbIIIKA 129 57,3
- CHWKEHHBIH allleTHT/0TKa3 OT €15l 176 78,2
- OTCTaBaHME B Macce Tela 159 70,6
- yacThle OpOHXOJIErOUHbIe 000CcTpeHus (> 3-X B TON) 112 497
- ctearopes (Ha poHe GpepMeHTOTEpaITNH) 87 38,6
- tuckoM(popT/00JIU B KUBOTE 99 44

Takum o00pa3om, camMbIMH YacTBIMU KajloO0aMud TP TIOCTYIUICHUU B
orneneHue ObuTH: cHIKeHHe ammetura (78,2%), orcraBanme B Bece (70,6%).
bonpme YeM 'y TOJOBUHBI  OOJBHBIX OTMEYAMCh  CIIa0OCTh, BSUIIOCTb,
yromisieMocTh (63,5%) u pecimparopubie xanoosl (57,3%) (Tabmuna 3.8). Yacto
BCTPEUAIUCh Kao0bl Ha 00U B kuBOTE (44%). Y OOJBIIMHCTBA HAOJIIOAAEMBIX
nanueHToB (N=207) OblUIa JMArHOCTUPOBAHA cMewlaHHas (JETOUYHO-KUIIICUHAs)

dopmMa MykoBHCLMIO03a. Y BCeX JeTe ATOW TPYNIbl JUArHOCTUPOBaHA
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XpOHUYECKass  BHEUIHECEKPETOpHas  MaHKpeaTW4yeckas  HEeAOCTaTOYHOCTD,
NOJTBEPXKICHHAS  HU3KUMH  TIOKa3aTelssMH  (peKalbHOM  MaHKpeaTHUYeCKON
anactasbl-1 (<100 Mkr/r). ¥V 87(42%) GonbHbIX nanHOW Gopmoit MB orMeuanuch
XKaloObl Ha B3AyTHE W OONMM B JKMBOTE, HECMOTpA Ha MpUeM (PepMEeHTHO-
3aMECTUTEIBbHOU TEepanuu, y 22(11%) MAIMEHTOB BBISIBJICHA
renatocryieHoMeranus. CumnToMm «OapaOaHHbIE TalbIbl» U «YaCOBBIE CTEKIIa»
pa3Hoi CTeIeHn BhIpakeHHOCTH (0T 1+ 110 4+) BcTpevancs y 105 6ompHBIX (50%).
Penkue obocTpeHusi OpOHXOJIEroyHOro mpoiecca (MeHee 3 pa3 B roj) umenu 76
(36,7%) nereir, 81 (39,1%) pebdenox - 3-6 pas/rom, y 50 (24,2%) nereit
OpOHXO0JIETOYHBIE 000CTpeHUS OTMEYaIUCh yarie 6 pas/rog.
["ocniuranu3upoBaiuch B MyJbMOHOJIOTHYECKOe oTnaeneHue 1 pa3 B ron 44,4%
(n=92 ) nereit, wame 1 pasa B rox - 38,6% (n=80).

Tomeko y 7 (3%) mnanmueHToB ObUIa 3aperHCTPUPOBAHA  JIETOYHAS
(BHekuiieyHasi) ¢opma MB, kotopas  XapakTepuszyeTcs  OTCYTCTBUEM
BHEITHECEKPETOPHON HEIOCTAaTOYHOCTH TOJDKETYJOYHOM JKele3bl. Y  ITHX
MalMeHTOB TOKAa3aTeIu NaHKpeaTH4ecKon nsiacTtasbl-1 kama mnpessimanu 200
MKI/T. Y Bcex JeTell OTOM TpyINIbl BBISBISINCH HM3MEHEHHUS CO CTOPOHBI
OpOHXOJIETOYHOM CHUCTEMBI: KOPOOOYHBIA OTTEHOK JIETOYHOTO 3ByKa NIpH
nepkyccuu rpyaHou  kinetku  (71,4%), mnpu  aycKyJabTalldd —TMPUCYTCTBUE
pa3HokanuOepHbIX BIaXHBIX (43%) wnm cyxux Ha Bbioxe (28,5%) xpuros.
CumnToMbl «OapaOaHHbIE TMANbLbD)» W «YAaCOBBIE CTEKJIa», Pa3HOW CTETNCHH
BBIDOKCHHOCTH HMEIUCh y BCEeX JeTed. Y Oosiee MOJOBHUHBI OONBHBIX (N=5)
obocTpeHUss OPOHXOJErOYHOIro Tpolecca OTMEeYalIuch 10 3-6 pas/ron, a
rociutanu3amuu  Obtm  vame | pasa/ron. Hecmorps Ha  oTcyTcTBHE
NaHKpPEaTHYECKON HEIOCTATOYHOCTH, | peOCHOK kKaloBajCs Ha B3AyTHE KUBOTA.

[IpeumytiecTBeHHO KuieyHble TiposBieHuss MB umenu 5 (11%) nereid. Y
BCEX MAI[MEHTOB B JIAaHHOW TPYyMIE OTMEYAIOCh B3AyTHE U OOJNH B KUBOTE, a TaK
KEe JAmapess CcO cTearopeed, HECMOTpsS Ha BBICOKHE 103l (PEPMEHTHO-
3aMECTUTENIbHON Tepamuy; TrenaTocIyieHOMeranusi oOHapyXeHa y 4 NalueHTOB.

(Tabnuia 3.9).
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Tabmmma 3.9
XapaKTepHCTHKa KJIMHHYECKHX MoKa3aTeJeil B 3aBUCUMOCTH OT (l)OpM])I MYKOBHUCIINI03Aa Y HaﬁJ]IOI[aeMLIX 00JIbHBIX
Knununueckas popma MyKOBHCIIH03a
Jlerounas popma Kumeunas gpopma Cwmemannas popma
Knununueckue nposiBiieHUs (n=7) (n=11) (n=207)

N % n % N %
CumnToM «OapabaHHBIE TATBIBD U «4ACOBBIC CTEKIIA 7 100 105 50,7
B3nytue xxuBota, 60711 B KUBOTE 1 14,2 11 100 87 42
Jlnapesi, crearopest 11 100 40 19,3
[lepxyTopHo: 11 100 92 44 4
-be3 usmenenuii 5 71,4 67 324
-Kopo6ouHbIil OTTEHOK 3ByKa 2 28,6 48 23,2
-YKopoueHue MepKyTopHOro 3ByKa
AYCKYJIBbTaTUBHO:
- 0e3 u3MeHeHui 11 100 92 44 .4
- pa3HOKaJIMOepHbIe BIaKHBIE XPHUITBI 3 43 34 16,4
- CyXHe, CBUCTSIIIIAE XPHUIIBI 2 28,5 55 26,6
- IPUTYIUIEHHE IEPKYTOPHOT'O 3BYKa 2 28,5 26 12,6
[TanpniaTopHO:
- TeraToCIICHOMET IS 4 36,7 22 11
Yucno ob6ocTpeHuit B rof
- MeHbIIIE 3 pa3 1 14,3 5 455 76 36,7
- 3-6 pa3 5 714 4 36,4 81 39,1
- Oob1re 6 pa3 1 14,3 2 18,1 50 24,2
KpaTtHocTh rocnuTanusamnuu B 1o
- MeHbIIe 1 paza 2 18,1 35 17
- 1 pa3 3 42,9 5 45,5 92 44 .4
- bouemie 1 pasa B roj 4 57,1 4 36,4 80 38,6
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[Ipu ouenke TspkecT TeyeHUst 3a0onieBanus mno 1ikane [IIBaxmaHna-
bpacunpna ycranorneno, uro 52 (23,5%) peGenka umenu Tspkenoe Teduenne MB,
cpeaHe-Tskenoe TeueHue ormeueHo y 91 (40,5%) mamuenta, jJerkoe TeYeHUe — y
82(36,5%). OOmiee cocTosiHUE OBLJIO PACIEHEHO KaK yIOBIETBOPUTEIBHOE TOJIBKO Y
15(7,5%) neteit (pucynok 3.1). C Bo3pacToM JAeT€ll OTMEYAIOCh YTSKEICHUE
TeYeHUs1 3a00JIeBaHUsI M YMEHBIIAIOCh YHUCIIO MAIlMEHTOB C JEerkuM TeueHuem MB
(r=-0,68, p<0,005). Kax Bumno u3 pucyHka 3.1 y mereii B Bospacte 17-18 et

COCTOSIHUE PACIICHUBAJIOCh TOJIBKO, KaK CPEIHE-TSHKEN0e U TshKelloe (PUCYHOK 3.2).

100% " 1% =
(]

70%
30%
60% 39%

H TAXKenoe TeyeHmne

CpeaHen CTENeHU TAXKECTU

50% 38%

40% 58% M nerkoe TeyeHune

30% B ypoBneTBOpuUTENbHOE

COCTOAHNE

20%
25%

10% )

-15°/
; 8% 7%
0% 2%

nolropga 1-3ropga 4-7 ner 8-12 net 13-16 net 17-18 net

Pucynok 3.2 Pacnpenesenue Ha0/1101aeMbIX JieTeil ¢ MyKOBHCHMI030M 110
THAXKECTH TeyeHus: 3a0osieBanus (mo mkaJje [IBaxmana-bpachuaba B
3aBHCMMOCTH OT BO3pacra

HaOmtomaembie manumentsl ¢ MB  uMmenu  pa3sHooOpasHbIi  T'€HOTHII:
rOMO3UIrOTaMu 1Mo camoil wacroi mytammu - F508del Obutn 59 (26,2%) nereid,
reTepo3urotTamMu 1o gaHHol myrtanuu - 87 (39%) OONBHBIX, YTO COOTBETCTBYET
nanHeiM  Poccuiickoro peructpa OonbHbix MB, 2019 1. (30% wu 46%,
COOTBETCTBEHHO) [36].

OcTtanbHbIC MyTallMd  BCTPCYAIHUCH PECIKE. T.H. «TSDKEIBIE» MyTaluunu

CFTRdele2,3(21kb) BoisiBiensr y 18 (8,2%) u W1282X -y 9 (4%) nereii (Tabnuna
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3.10). B kadecTBe caMbIX PEAKUX MYTaIlMil, KOTOPbIE B CyMMe cOCTaBJisitoT 20 nereit
(9,1%) ycranosiensl: 1677delTA - 3, R553 - 3, 394delTA — 2, N1303K - 2, nmo 1
peodenky: S1196X n L138ins.

Tadmuma 3.10
AJJIeJIbHASI YUCTOTA CAMBIX YACThIX BAPMAHTOB HYKJIEOTHIHOM
nocJjaenosarejbHocTH reHa MBTP y Ha0uoaaeMbIx 1eTeil ¢ MYKOBHCIIHI030M

Myranus Yucno nere
N %
F508del 146 64,8
CFTRdele2,3(21kb) 18 8,2
W1282X 9 4
E92K 8 3,5
3849+10kbC-T 5 2
3821del T 5 2
2184insA 10 4,7
G542X 4 1,7
Hpyrue myranmumn 20 9,1
Tsoxenas XPOHHUYECKAsI BHEIIIHECEKPETOPHAs MaHKpeaTuyecKas
HEJIOCTAaTOYHOCTD (XTIH), XapaKTepU3yIOIIAsCA CTOMKHUM CHIOKEHHEM

MaHKpeaTUYeCcKoM dmactas3bl-1 kana meree 50 MKI/T, OblIa BBISBIICHA Y OOJIBITUHCTBA
nanpeHToB  — 205(91%), y 13(6%) 1uarHoctupoBaHa TaHKpeaTUYeCcKas
HEJIOCTaTOYHOCTh CpeJHel cTerneHu Tsokectd, y 7 (3%) nmereit ¢ mpeuMyInecTBeHHO
nerouyHoi gopmoit MB moxkazaTenu maHKpeaTHYeCKOW 3JacTa3bl -1 HaXOJWIHUCh B

npejenax HopMsel (pPUCYHOK 3.3).

B MB c XIMH Taxkeno#
CTEMNEHU TAMKECTU

B MB c XIMH cpegHei
CTEMEHW TAXKECTU

MB 6e3 XMH

Pucynok 3.3 YUncJio aereii (%) ¢ pa3inuHoOi CTENEHbIO TAKECTH
XPOHMYECKOH MaHKpeaTuyecko HepocrtatrouHoctu (XITH) y
HA0/1I0JaeMBIX JIeTell ¢ MyKOBHCIHA030M
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3.2 JIakTa3Hasi HeIOCTATOYHOCTD Yy JieTeil ¢ MYKOBHCIUI030M

[IpyHuMass BO BHUMAHUE CXOXECTh TaCTPOMHTECTHUHAIBHBIX CHUMIITOMOB,
KOTOpPbIE BCTPEYAIOTCA KaK IMpU MYKOBHCIHMAO3€, TaK M MpH JaKTa3HOU
HEJIOCTAaTOYHOCTU (IUapesi, METEOPU3M, B3AyTHE U 0O0JIU B KMBOTE), MPEICTABISIO
MHTEPEC YCTAaHOBUTH YACTOTY JIAKTA3HOW HEJOCTATOYHOCTH, €€ BO3MOYKHYIO CBSI3b C
raCTPOMHTECTUHAIBHBIMU CUMIITOMaMu y getedl ¢ MB u omnpenenuts naueHTOB,
HYKJIAIOIIUXCS B HA3HAYEHUH HU3KOJIAKTO3HOM JIUETHI.

Bo Bpems OI'JIC, kotopass SABIAETCS PYTUHHBIM HMCCJIEAOBAaHUEM Yy JETEU C
MB, mnanueHTam IpOBOAMIIM TECT Ha OINpE/eICHNEe aKTUBHOCTH JIaKTa3bl B OMONTaTe
CJIM3UCTON 0OOJIOUKM TOHKOW KHILIKH C MOMOUIBIO MOJIYKOJIMYECTBEHHOIO 3KCIpecc-
tecTa «Lactose intolerance quick test»BiohitOyi, ®urnsaaus [27].

B xome wuccnepgoBanusa mnpoBeneHo 359 skcnpecc-tectoB: 116 gersm -
OoIHOKpaTHO (rpymnma A) u 97 neraMm, oOCIeJOBaHHBIM B JIMHAMHUKE - HEOIKPATHO,
Bcero 243 uccnenoBanus (rpynmna B).

IIpu oueHke pe3ysNbTaTOB TECTa BCEX MCCIIEJOBAHHBIX OMONTATOB HOpMalbHas
aKTUBHOCTbH JIaKTa3bl 0OHapyxeHa B 129 (36%). YMepeHHas runojiakTa3usl BbISIBJICHA
B 91 (25%) GuonTate, TspKenas runoiakrasus - B 139 (39%) buonrarax.

N3 116 maumentos rpymmsl A y 34 (29,3%) ycraHoBieHa HOpMoJiakTa3us, y 33
(28,4%) ymepennas u 'y 49 (42,2%) Tsxenasi TUTIONAKTA3US.

IlepBruuHBId 3KCIpecCc-TECT y JeTed Trpynibsl B BbISABUII  YMEPEHHYIO
runoyiaktasuio y 42 (43%) nanueHToB, Tspkenyto —y 34 (35%) 6osbHBIX. [I0BTOpHBIE
TECThI, IPOBEACHHBIE B TMHAMHUKE , yepe3 6-12 mecsueB y NauueHTOB 3TON IPyIIIbI
MOKa3aJld, YTO TOJIbKO Y MOJOBHUHBI (46, 47%) aeteil pe3ynbTarsl ObUIM aHAJIOTUYHBI
UCXOIHbIM JaHHbIM. Y 51 (53%) pebenka mepBblii U MOCIEAYIONIME PE3YIbTaThl
AKCIpPECC-TECTa 3HAUUTENBHO paznudanuck: y 29 (57%) neteit oTMEUEHO HapacTaHHe
rUnojiakrasuu, y 22 (43%) - yMeHbILIEHUE CTEIEHU €€ BBIPAKEHHOCTH.

Takum o6pazom, 6osee yem B osioBuHe (230/64%) mepBUYHO MCCIIETOBAHHBIX
OMONTATOB CIM3UCTON 0OOJOYKM TOHKOM KUIIKH YCTAHOBJIEHO CHID)KEHHE JIAKTa3HOM

akTUBHOCTHU, iprueM B 139 (39%) cnyuasx - 3HaYUTENbHOE.
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JU1 OLIEHKM KJIMHUYECKOW 3HAYMMOCTH IOJYYEHHBIX C IOMOILBIO IKCIIpecc-
TECTOB pE3YyJbTAaTOB JETSAM CO CHW)KEHHOW AaKTUBHOCTBIO JaKTa3bl B OuonTare
MPOBOJMIIACE HArpy304Has Mpoda ¢ JyakTo3oi. [lammeHnTam ¢ HOpMoOJIakTazuen u
orcyTrcTBHeM cuMitoMoB JIH Harpy3ouHyto mpoOy HE POBOAMIIH.

Br16opouHo, 15 nmanueHtaMm ¢ ymepenHou TUNOJIAKTa3Hel, YCTAaHOBIEHHOU IO
pe3ysibTaTaM JKCIIpECC-TeCTa, ObUI NMPOBENEH HArpy30YHbI TIMKEMHUYECKUH TECT
JAKTO30W U OINpeAeNIEHUE YPOBHsI KaJIbIIPOTEKTHHA B Kaje. [Ipu 3ToM TOIBKO Yy 3
(20%) OonbHBIX HAarpy304yHas Mpoda Moka3ana CHUKEHUE TOJIEPAHTHOCTH K JIAKTO3€,
U3 HUX y 2 Jered B TedeHue 24 4YacoB IOCIE IPOBEICHHs TECTa IOSBUINCH
KJIIMHUYECKHE CUMITOMBI (Inapes u 00Ju B KUBOTE). [ IMKeMUYecKkrne KpUBbIE ITUX

JIeTEN MPECTABIICHBI HA PUCYHKE 3.4.

6,5 -
6 -

Mmonb/n | | 2 7 a1 pebeHoK

) pebeHOoK
5 -

3 pebeHok
4,5 -

4 T T T 1
To4yka 0 15 muHyT 30 MUHYT 60 MUHYT

Pucynok 3.4 I'nukemunveckue KpuBblie 00JbHBIX MB ¢ moaTBep:KIeHHOM
JIAKTA3HOM HEJAOCTATOYHOCTHI0 W3 TPYNNbl MNAIMEHTOB C YMeEpPEeHHOi
TUNOJIAKTA3UEN N0 pe3yibTaTaM IKCIpecc-TecTa

JIJ1sl BBISIBIICHUST BO3MOYKHOTO XPOHHUYECKOTO KHIIEYHOTO BOCHAJICHHUS Y ATHUX
xe 15-tu marmenToB ¢ MB onpenesnsyii ypoBeHb KaJbIIPOTEKTUHA B Kaje, CPEAHUI
ypoBeHb KoToporo cocrabmi 157,85+43,5 mMxr/r (MuH - 30 MKr/T, Makc - 450 MKT/T),
YTO COOTBETCTBOBAJIO MOTPAHUYHOMY 3HaueHU0. Y 6 (40%) merel maHHBIN TECT ObLT
noysioxkuTeNbHbIM  (Bbitie 200  wmkr/mkr/). Ilpm  sTtom Oblma oOHapykeHa
HE3HAUUTEIbHAs KOPPEAUs MEXIY pe3ybTaTaMu Harpy304HOIO TeCTa C JIAKTO30M1

U ypoBHEM KaibnipoTekTuHa (r =0.4, p<0,05).
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Harpy3ouHblil TeCT ¢ JaKT030M ObUI MPOBEACH TaKkxke 22 NETAM C msAdHcenou
TUTIOJIAKTa3Mel, YCTAaHOBIIEHHOM MO pe3ysibTaTaM dKCIpecc-TecTa. Y OOJBITMHCTBA
u3 HuX (16/72,7%) 0oH OKa3zaJics TOJOKHUTEIbHBIM, a KIMHHYECKHE TMPOSBICHUS B
nepBbie 24 yaca mocie mpoBeieHus Tecta orMeueHbl y 11 (68,8%) nereit. Y omHoro
U3 OTUX JIETEH, HECMOTPSI Ha BHICOKUI YPOBEHD IITMKEMHH, YEPE3 Yac MOCIIEe Harpy3Ku
(touka 0=4,6 , yepe3 60 MmunyT = 6,1), OTMEeUeHBI KIMHUYeCKHe TposiBieHus JIH B
BUJIe 1uapeu (10 6 pas 3a 24 yaca) 1 60JM B )KUBOTE (PUCYHOK 3.5. peOeHOK 2).

B anamue3ze 6 neredl W3 4yKclia MALMEHTOB C TSDKEJIOW THUIOJIAKTa3ued IO
JAHHBIM DKCIIpECC-TeCTa OTMeYaIuCch cumnTombl JIH, B cBsI3u ¢ yeM UM yxe paHee, B
JTOMAITHAX YCJIOBHUSAX W3 WX EXEIHEBHOTO palMoOHa OBLIM HCKIFOYEHBI JIAKTO30-

COJIepKaIlle MOJIOYHBIE IPOAYKTBHI.

8 -
=1 pebeHoK

7,5 -
=fl—2 pebeHoK

== 3 pebeHoK
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==/ pebeHoK
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4 . . . . 12 pebeHok

To4Ka 0 15 muHyT 30 MUHYT 60 MUHYT

Pucynok 3.5 I'mnkeMu4eckne KpuBbie 00JIbHBIX MYKOBHCIHA030M
¢ MOATBEPKICHHOMN JAKTA3HOH HEJOCTATOYHOCTBIO U3 IPYNIIbI
MALKMEHTOB C THAKEJIOM rHIOJIAKTA3HeH 110 pe3y/ibTaTaM IKCIpecc-TecTa

Cpennue 3Ha4YeHUs KaJIbOPOTEKTHHA y 22 MAalMEHTOB C  TSKEJIOU
TUIOJIaKTa3uel, KOTOPHIM OBLI IPOBEICH HArPY30YHBIN TECT C JIAKTO30M, COCTABJISIIH
218,7+283,3 (mun= 20mkr/r, makc= 1000 mkr/r). Ilpu 3TOM naHHBI TecT ObLI
MIOJIOKHUTEIBHBIM y 6 OOJBHBIX, Y 5 - UMEJ MOTPAaHUYHbBIE 3HAYEHUS, 4 Y OCTAIBHBIX

11 ,Z[GTGI\/'I COOTBCTCTBOBAJI HOPMAJIbHBIM 3HAYCHHUSM. O,Z[HaKO KOppeIonu MCKIY
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pe3ysibTaTaMu TJIMKEMHUYECKOTO Harpy304HOro TecTa C JIAKTO30H M YPOBHSIMHU
KaJbIIPOTEKTHUHA Y ATHX JIETeH HE YCTAaHOBIICHO.

Takum o0pa3om, cCpeaud TMALMEHTOB C YMEPEHHOM TIHMIOJAKTa3ued 110
pesyibraTaM  JKcIpecc-tecta, Toiabko B 20%  ciydaeB yCTaHOBJIEHA
HENEPEHOCUMOCTh J1akTo3bl. Cpeau OOJBHBIX C TSOKENIOM THUIIONIaKTa3ueil 1o
pe3yJibTaTaM 3KCIpecc-TeCTa HEMEPEHOCUMOCTD JIAKTO3bI BCTpeYaslach B 3 pas3a ydalle

- 72% (pucyHok 3.6).

80%
70%
60% 80%
0% 72%
40%
30%
20% 20% 28%
10%
0%

l'MnonakTasua cpesHen cteneHn I'MnonakTasuaA TAXKENOW CTeneHn
TAXeCTU (aKkcnpecc-TecT) (akcnpecc-TecT)

B NO/IOKUTENbHBIN TNIMKEMUYECKUIN HAarpPy304HbIN TECT C TAKTO30M

B oTpuUaTeNbHbIA FNTMKEMUYECKNIA HAarpy304HbIi TECT C 1aKTO30M

Pucynok 3.6 CpaBHUTe/IbHAS OLIEHKA IBYX METO/0B IMATHOCTHKHU JIAKTA3HOU
HEJO0CTATOYHOCTH: IO pe3yJabTaTaM IKCIpecc-TecTa B Ouonrare
CJIM3UCTOM 000/I0YKH TOHKOM KMIIKHM U HATPY304YHBIM TECTOM € JIAKTO301#

Knunuueckuii npumep: Manvyux D., 8 nem, ouaenoz mykosucyudos [eemomun:
F508del/1677delTA/, nézouno-kumeunas gpopma, cpeone-msncenoe meuenue. XpoHudeckuil
opouxum. Xpouuueckas NaAHKpeamuyeckdas Heo0O0CmamoyHOCMyb, MANCENO0 CmeneHu.
Huaenos 6vin evicmasien 6 6ospacme 24 mecayes, nocie ueeo peOEHOK HAYAL NOLYYAMb
8bICOKVIO 003) nankpeamuveckoeo 3amenumens (>10.000 ME no nunasze/ke/cymxu),
HeCMOmpsi Ha 3MO, COXPAHILILCS YACbIL HCUOKULL, HCUPHDBLL cmy (bonee 5 paz 6 cymKu).

Pebenxy mpuoicovr nposoounace I JIC ¢ sxcnpecc-mecmom cauzucmotl 000104KU MOHKOU
KUWKU HA OnpedeleHue aKmueHOCmu JaKmasvl, Npu 3MOM HOLYYeHbl HEeOOHO3HAUHble
pesyrbmamel. Buauane 6vina obnapyscena sunonakmasus cpeoHell cmeneHu msasicecmu,
Komopas udepe3 200 He 6blAGIANACL, CHycms ewe O00uH 200 Oblla YCMAHOBIeHA
CUNONAKMA3USL Yorce madxcenou cmenenu. Ilpu smom yposeHv KaibnpomeKmuHa cocmaensi
menee 30 mke/e (Hopma). [na ymounenus ouacHosa Ovll nposeder HACPY304HbILL MeCm C
nakmosou. CaxapHas kpusas ocmaganacs oe3 usmenenuti (5,4 mmonv/n 6 mouxe 0 u uepes
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60 munym). Ilocae naepysku 6 meuenue 24 uacos y pebenka yvacmuics cmyi 00 7 pas u
nOABUIUCL OOU 8 dHCUBOME.

bvin  evicmasnen conymcmeyrowuii  ouacno3 «1aKMA3HAs HEOOCMAMOYHOCHMbY, 0blid
HasHauena Oeznakmosnas ouema. Ilpu OanvHeuuwem HAONOOEHUU OMMEYEHO YIyHuleHUe
06ue20 cOCMosIHUSL U CamMouy8Cmeus. (Kynuposaiucy 001U 8 Jcugome, Cmyi COKPAmMuacs 00
2 pas 8 cymku, cmain 0Q)OpMAEHHbIM), YMO NO3BOIUNO YMEHbULUMb 003) NAHKPEAMUYeCcKo20
samenumensi 00 8.200 ME/ke/cym.

Takum o00pa3zom, 3KCIpecc-METOJ| OMpECNICHUs JAaKTa3HOH aKTUBHOCTH B
ouornrare CIU3UCTON OOOJIOYKM TOHKOM KHIIKA MOXHO CYUTaTh JOCTATOYHO
YyBCTBUTEIbHBIM, HO MajocnenupuyabiM. OH MOXET HCIIOJIBb30BAThCsS B KAaueCTBE
OPHUEHTUPOBOYHOTO TecTta B Xoa¢e BbimonHeHus O1 JIC. OgHako ciaeayer y4yuThIBaTh,
YTO €r0 pe3yibTaThl HE BCErJa COBIANAIOT C PE3YJITATAMM JIAKTO30-TOJIEPAHTHOIO
Harpy304HOT0 TECTA U KIIMHUYECKON KAPTHUHOM.

VYuuThiBas BaXXKHYIO POJIb KHIIEYHOTO BOCHAJIIEHUS B T€HE3€ MajibaOCOpOLMH y
neteit ¢ MB [92], MOsKHO TIPeoI0KUTh, YTO OHO MOXKET CIIOCOOCTBOBATh PAa3BUTHIO
BTOPUYHOM JIAKTA3HOM HEJOCTATOYHOCTHU, KaK KOMOPOHMJIHOTO COCTOSIHHS Y
NAlMEHTOB C MyKoBHcIMIo30M. JIH pomkHa CBOEBPEMEHHO BBISIBIATHCS IS
Ha3HAYCHUS JICUCOHOM AIIMMHUHAIIMOHHON O€3JIaKTO3HOM JAUEThI, 0€3 KOTOPOM OOIIHiA

IMPOTHO3 TCUCHNA MYKOBHUCIINA03a 6YI[CT yXyamaTbCs.
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I'1aBa 4

OCOBEHHOCTU HYTPUTUBHOI'O CTATYCA
HABJIOJAEMBIX JJETEA C MYKOBHUCIIJ1030M

Hytputusnsiii cratyc (HC) gereil ¢ MyKOBHCHHI030M SIBISIETCS HE TOJBKO
OTHUM W3 KPUTEPUEB OMPEICICHUS THKECTH TEUCHUS 3a00JIeBaHUS, HO TaKKe
OPEAUKTOPOM  YXYIIIEHUS  COCTOSHMS ~ (DYHKIMM  JIETKMX, KadyecTBa U
POAOKUTEILHOCTH JKM3HH manuenTa [69, 71, 175].

AHanu3 HYTPUTHBHOTO CTaTyca MAaIlMEHTOB MPOBOJWIM HAa OCHOBE OIICHKH
AHTPOMIOMETPUUECKUX HHJIEKCOB, OHOMMIIEIAaHCOMETPUH, KaJUIEPOMETPUU U
OMOXUMHUYECKAX TTOKa3aTeiel TIPH TOCTYIUICHHH B KJIMHHWKY W TP OYCPEIHOU
rOCIUTANM3aIuU (Kaxapie 6-12 Mecsies).

4.1 Ouenka pu3n4ecKoro pasBuTus HadJOIaeMbIX JeTel
¢ MYKOBHCIH/I030M

[Ipu mnocTymieHnn B KIMHUKY y Bcex 225 nerel ¢ MYyKOBUCLHUIO30M
OIICHUBAJIM AHTPOMOMETPUYECKHE TMOKa3zareau (Macca W JiuHa (pocT) Tena,
U3MEPSUTH  KOKHO-)KUPOBBIC CKJIAAKHA (C TIOMOIIBIO KAIUIIEPOMETPHH), a TaKKe
OKPYXHOCTH 1ieya. [larmenTam crapiie 5 JeT - NpOBOAWIN OMOUMETIEIaHCOMETPHIO.

AHanmu3 aHTPOIIOMETPUYECKUX WMHACKCOB OBUT TPOBEACH C IOMOIIBIO
nporpamm  «WHO-Anthroy u «WHOANtroPlus» ¢ pacdetom Z-SCOreS Takux
nokasaresei, kak amuHa Tena (poct)/Bo3pact (HAZ), macca tena/Bospact (WAZ),
NMT/Bo3pact (BAZ) — tabnwmma 4.11

OmeHka mMOJNYYEHHBIX JaHHBIX I[oKa3ajda, 4YTO Y TMOJaBJISIONIETO
oonpmuHcTBa (178, 79,1%) neteit ¢ MyKOBUCIIMI030M POCT OBIJ B Ipeaeiax
cpenHe-BO3pacTHBIX BenauunH: HAZ Haxoauncs B auamazo”e -2 +2SD.
Bricokopocnocts (HAZ >+2 SD) ormeuena y 4 (1,8%) manueHToB.

OtcTtaBaHME B POCTE CBHUACTCIBCTBYET O Pa3BUTHU  XPOHUYCCKOM
HEJIOCTAaTOYHOCTH TWTaHWA. B HameM ucClIenoBaHMM TMOKa3aTead pocTa ObLIH
auskumu (HAZ <-2 SD) y 43 (19,1%) 6onbHbIx ¢ MB, uTO yka3bIBajgo Ha HAIWYHE

XPOHUYECKON HemocTaTouHOCTH nuTaHus. Ilpu stom ymepenHass xponudeckas HII
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(HAZ ot -2 no -3 SD) Obuta 3adpukcupoBana y 27 (62,8%) OONBHBIX, TsKenas
xponudeckass HIT (ot -3 g0 -4SD) -y 16 (37,2%) manueHToB.

bonsmmuaCcTBO (135, 76,7%) OoOCcnemoBanHbIX aetet ¢ MB mmenn cpemne-
BO3pacTHbIe nmokazatenu maccol mena (WAZ -2 +2SD). ledurut maccer teiaa (WAZ
<-2SD) BoisiBneH y 40 (23%) nanueHToB, MpUYeM B PaBHBIX COOTHOIIECHUAX (1o 20
nerert, 11,5%) BoisaBisnuck, kak Huzkue (WAZ -2 -3SD), Tak u ouenb Huzkue (WAZ
<-3SD) mnoka3zarenu Macchl Tena. M30brTounHas Macca tema (WAZ>+2 SD)
HaOJIFO1aN1ach TOJIBKO y 1 pebeHka.

Cpennue noxkazarenu Z-scores MMT/Bozpact (BAZ -1+1SD) ormeuanuch y
nosioBuHb! (116, 51,5%) mammentoB ¢ MB. Huskwmii nokazarens (BAZ < -1 SD)
BbIsIBJIEH Y 92 (41%) OonbHbIX, a y 19 u3 Hux (8,5%) on Obu1 oueHb HU3KUMU (BAZ
<-3 SD). Camxenue nokazarensi Z-score UMT/Bo3pacT yka3pIBaeT Ha pa3BUTHE Y
pedenka ¢ MB octpoii Hegocratounoctr mutanus [Waterlow, 1992, BO3 2008]

Baxno otrmerutp, uro y 17 (7,5%) nereit ¢ MB mnokazarenu Z-scores
NMT/Bo3pact ObLIM BbIIIE CPEAHUX BEIMYHMH U CBUAETEIHCTBOBAIN 00 U30BITOYHOM
macce Tena (BAZ +1 - +2 SD) y 14(6,2%) nauuenTtoB u oxxupennu ( BAZ>+2SD) y
3 (1,3%) nereit (Tabmmma 4.11).

B cBsi3u ¢ MMPOKUM BO3pPACTHBIM AHAMa30HOM OOJBHBIX MYKOBHUCITHI030M (OT
1 mecsma go 17 mer 11 Mec) mpeAcTaBisyio OOJBIION HHTEPEC OLECHUTh HX
¢uznyeckoe pa3BUTHE B 3aBUCUMOCTH OT BO3pacTa.

W3 mpencTaBieHHbIX NaHHBIX CIEAYET, YTO Hambosee HU3KHE 3HAUYCHUS BCEX
WAZ, HAZ, BAZ Ovun xapakTepHbl il AeTeit nepBoro roaa xwusnu (p<0,01). B
crapuieir BozpactHoi rpymre (13-17 ner) ormeuanocs cumxkenne BAZ no -1,155
(p=0,024), mpu 53TOM cpeaHue KoJIeOaHHMS TIOKa3aTels CcocTaBsin oT -4,94

10+0,45(tabmuma 4.12).
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Tabmuma 4.11

Pacnpenesienne naaexkcos (Z-scores) ¢pusnueckoro pa3sBuTus HA0JI0AaeMbIX AIUEHTOB
C MYKOBHCIIHI030M MPH MOCTYIJIEHHH B MyJIbMOHOJIOTHYecKoe oTaeeHue (N, %0)

**

Yucno Z-scores
Ooemell
Wurepsan | <(-3) | (-3)-(-2) | (-2)-(-1) | (-1)-0 | 0-(+1) |(+1)-(+2) | >(+2)
HAZ (nnuna Tena (poct)/Bo3pact)- 225 nereit
n 16 27 52 64 43 19 4
% 7,1 12 23,1 28,4 19,2 8,4 1,8
WAZ (macca Tena/Bo3pact)™ — 176 nerei
n 20 20 39 55 30 11 1
% 11,5 11,5 22 31,2 17 6,2 0,6
BAZ (UMT/Bo3pacr)- 225 nerei

n 19 24 49 70 46 14 3
% 8,5 10,7 21,8 31 20,5 6,2 1,3

*-y nereii crapie 10 net mokazatens WAZ B mporpamme WhoANtroPlus He paccuntbiBaeTcs
- HOpMaJIbHBIE TTOKA3aTeJN BbIJEICHBI [IBETOM
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Tabmura 4.12

Pacnpenesienue Z-SCOres aHTpONOMeTPHYECKHUX MOKa3aTeJieil aereii ¢
MYKOBHCIHM/I030M B 3aBUCUMOCTH OT Bo3pacta Me; [[IU 5; 95]

Bospacr Meuana, Z-score macca Z-score Z-score
U YHCTIO0 NMT/Bo3pac
e B JIOBEPUTEITbH Tea/BO3pacT poct/Bo3pact ; p*
Fpyme BIi HHTEPBAI (WAZ) (HAZ) (BAZ)
A Me -2,03 -1,56 -1,56 pa-5< 0,01
1 mecs-
1 ron his| [-5,57;+1,17] [-4,65+2,3] |[6,25;1,18]
n=>51
b Me -0,405 -0,755 -0,04 pp.r<0,005
1-3 ronma
n=57 A [-4,23;+1,6] [-3,63;+2,48] | [-3,43;+2,31]
B PB-a=
Me -0,7 -0,42 -0,65 0,0024
4-7 et
n=53 1 [-3,01;+2,27] [-2,37;+1,87] | [-2,97;+2,17]
I Me -0,995 -1,01 -0,73 P r-<0,01
8-12 ner
=39 hiys| [-3,16;+1,43] [-3,44;+1,71] | [-4,58;+1,18]
| P-
13-17 Me - -0,42 -1,155 =0,024
JICT
1lmec b1y - [-2,46:+1,62] | [-4,94;+0,45]
n=25

CHmKeHHEe aHTPONMOMETPUYECKHX Mokazareneit, ocooenno WAZ u BAZ,

MO>KET OBITh CBA3aHO C MHTEHCHBHBIM OOMEHOM BCIICCTB, KaK Ha ICPBOM Ioay

JKHU3HH, TaK U B HY6epTaTHOM InepruoaAc, a TAKKC C OYCBHIHO HCAOCTATOYHBLIM

BHUMAHHECM K KOPPCKIOWH TN TAHUSA lleTeﬁ B OTHUX BO3PACTHBIX I'pYIINax.

Baxno OTMCTUTBb, YTO CaMBbIC HH3KHC AHTPOIIOMCTPHYCCKHC IIOKAa3aTCIIN

OTMEUAKOTC y JETe ¢ MYKOBHUCIMIO30M Ha NEPBOM ronay ku3HU. [lapamerpsl

MaKCHMAaJIbHO TIPUOIMIKAIOTCA K 1iesieBbIM 3HaYeHusiM (Z-score = 0 SD) y nereii B
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Bo3pacte 1-3 roga, HO OCTarOTCS Ha YPOBHE OTPHUIIATEIbHBIX 3HaYeHUH (Z-Score
NMT/Bo3pact -0,04 SD) ¢ ganpHEHIINM CHIKEHHEM BCEX aHTPOMOMETPUUYECKHUX
MHJIEKCOB C BO3pacTOM, MPH 3TOM HAMXYyIIIME IIOKa3aTeld OTMEYEHbI B

BO3pacTHOM kateropun 13-17 mer 11 mec. (Z-score UMT/Bo3pact -1,155 SD)

(pucyHok 4.7).

o o

N 2
& &

%
S N ¥ %"
0 - - - ' ' '
-0,2 -
M Z-score macca
04 - Tena/Bospacty (WAZ)
06 - M Z-score poct/Bo3pact (HAZ)
-0,8 -
1 Z-score UMT/Bo3pacT
(BAZ)
-1,2 A
1,4 -
-1,6 -
-1,8 -

-2 -

@

Pucynok 4.7 CpeaHue aHTpoOnoOMeTpHMYeCKHe IIOKa3aTeJud Yy JAerei
¢ MYKOBHCIHM/I030M Pa3JIMYHbIX BO3PACTHBIX I'PYIII

JlocTOBEpHOU KOppEIAHH MEXAY TOJOM pPeOCHKAa ¢ MYKOBHCIIHIO30M H
OCHOBHBIMH AaHTPOTIOMETPUYECKUMH TIOKa3aTelsiMU BbIABICHO He Obuio (1=0,2,
p=0,0517) Tabnuma 4.13.

Ta0Omuma 4.13

I'enaepHoe pacnpeaejieHHe OCHOBHBIX AHTPONMOMETPHYECKHX MOKa3aTe e

HNHAOCKCHI MaJIbUYUKHN JAC€BOYKU
Z-score macca Tena/sospact | -0,89+0,12 [-5,49;2,75] | -0,9 +0,088 [-4,89;1,94]
(WAZ)
Z-score poct/Bo3pact -0,88+0,113 [-8,31; 1,95] |-0,7+0,081 [-3,55;2,84]
(HAZ)
Z-score UMT/Bo3pact -0,76+0,119[-6,25;5,22] | -0,83+0,09 [-5,15;3,09]
(BAZ)
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Takum oOpa3om, pe3yiabTaThl HCCleaoBaHMs Mmoka3aau, uro 135 (60%)
JeTel ¢ MYKOBHCITUA030M, TIPEUMYIIIECTBEHHO MEPBOTO Toja KU3HU M CTapIIIero
HIKOJIBHOTO BO3pacTa, MpU TOCHUTAIM3AIMU B OTICJICHHE HMEIH OCTPYIO WIH
XPOHUYECKYIO HEIOCTATOYHOCTh NHUTAHHS PA3IMYHON CTETICHH TSDKECTH, YTO
HEO0OXOMMO YUYHUTHIBATH MTPU OPTaHU3AINUHN JICUCOHOTO TUTAHUS B CTAIMOHAPE.

[IpeacTaBisyio  WHTEpEC  MPOAHAIM3UPOBATH  HU3MEHEHust  Z-SCOore
NMT/Bo3pact (BAZ) B 3aBUCHMOCTH OT TSHKECTH MYKOBHUCITH03a, OIICHEHHOTO 10

mkane llIBaxmana-bpachuibaa (pucyHok 4.8).

80 94
70 -
60 -

50 A

40 - ® UMT<(-1)

30 - B (-1)>NMT<(+1)

NMT>(+1)

22,7
5,1

nerkoe TeyeHne MB cpegHeTaAXenoe  TAXenoe teyeHune MB
(n=63) TeyeHne MB (n=59) (n=103)

Pucynox 4.8 Ouenka Z-score UMT/Bo3pacT B 3aBUCHMOCTH OT
THAXKECTH TeYeHHsI MyKOBHCIM103a

Hopmanbubie mokazarenu BAZ Obimm xapaktepHsl it geteit ¢ MB ¢
agerkuM  (69,4%) wu  cpenne-tsxensiM  (71,2%) Tedyenwem  3a0oJieBaHMS,
3HAYUTENHLHO pexke (B 2,4 pa3a) HaAOMIOMATUCH Yy OONBHBIX ¢ Tskenon Gopmoit MB
(29,1%).

[ToBbimeHHble mokazatenu Z-score MMT/Bospact (BAZ>1) Bctpeuanuch
TOJIBKO Yy AeTeit ¢ jerkuM (22,7%) u cpeanerspkensim Teuenuem MB (5,1%), y
MMAMEHTOB C THKEIBIM TEUEHUEM 3a00/I€BaHUs J€TENH ¢ U30BLITOYHON MAacCOU Tena

He OBLIO.
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Huskue mokazatermm Z-score  HMIMT/Bospact (BAZ<-1) BBISBISINCH
MPEUMYIIECTBEHHO y JeTel ¢ TspkeabiM TeueHueM MB (70,9%) u 3HauuTenbHoO
pexe nipu jierkoM (7,9%) u cpeane-TskenoM teuenuu (23,7%) MyKoBUCHIHI03A.

Takum oOpazom, mus AeTe ¢ TsoKenbIM TedeHnemM MB mo mikane
[[IBaxmana-bpacuibna Obuta XapakTepHa TsbKeNash CTENEeHb HEA0CTaTOYHOCTH
nutanus (r=0,65, p=0,001). ¥V nereit ¢ nerkum TeuerrnemM MB gamie nHabmomanich
HOpMaJIbHBIC WK JaXKe TOBBIIIeHHbBIC Moka3aTeau MMT/Bo3pact (r=0,58, p<0,01).

B xome wuccrnenoBanus OblLla MpOAHAIM3UPOBAHA 3aBUCUMOCTH YPOBHS
(yHKLIHMH BHEIIHETO JIbIXaHHsI OT HyTPUTUBHOIO cTaryca pedenka ¢ MB.

Bcem netsam crapmie S ner (104 pebGenka) Oblia mpoBeeHa CITUPOMETPHS C
OLICHKOW YpOBHsS mMoOKa3arenss o0beM (HOpPCHPOBAHHOTO BbIOXA 3a | CEKyHIy
(ODB1% k nomxHomy 3HaueHur0). Y 39 (37,5%) nereit yCTaHOBJIEHO HApyIICHHE
bynkuun BHemHero abixaHuss (OOB1<70%). YV 12 nereét ypoBenb O®DBI
HaxoAWICs Ha KpuTudeckoM 3HaueHun (<40%). Kak BugHo u3 tabnuiet 4.14, nns
neteii ¢ Hu3kuM mokaszateneM BAZ (<-1SD) Obuiu xapakTepHbl 0oJjiee HHU3KHE
ypoau ODBI1 (r=0,65, p<0,005).

Tabmuua 4.14
IMoka3zaTesn cnmpoMeTpuu B 3aBucuMocTH ot Z-score UMT/Bo3pact

Z-score UMT/Bo3pact (BAZ) ODB1
BAZ<(-1 SD) 65+4,96 (Mun = 27, Makc=101)
(-1)<BAZ< (+1 SD) 84,7+3,77(Mun=24,Mack=134)
BAZ>(+1) 89,3+5,68 (Mun=56, Makc=108)

4.2. OueHKa HyTPUTHBHOIO CTATYCA C MCI0JIb30BAaHUEM
JIa0OpPATOPHBIX NOKa3aTe el
Mapkepamu O€IKOBOW HEJAOCTATOYHOCTH SIBJISIIOTCS KOHIIGHTPAIIMU B
CHIBOPOTKE KpPOBU OEIKOB € KOPOTKHM TMEPHUOJOM TOJNYXH3HHU, BBICOKOM
CKOPOCTBIO CHMHTE€3a U KaTaboju3Ma B NedeHH. /[MHaMuka ypoBHS 3TUX OEJIKOB

IIO3BOJIICT OLCHUTL CTCIICHD 0eJIKOBOIro HCTOLICHUS, BbIABUTDH OOJBHBIX
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MOBBIIIICHHOTO PUCKA M TIPEIOTBPATUThH Pa3BUTHE MUTATEIBHON HEJOCTATOYHOCTH,
a TaKXe OCYIICCTBIISITh MOHUTOPUHT IMMPOBOUMON HYTPUTUBHOU TTOAICPKKH.

B xoxe uccnenoBanus y HaOM01aeMbIX OOJIBHBIX, KaK ¢ HEIOCTATOYHOCTHIO
MUTaHUS, TaK U HOPMAJIbHBIM W TIOBBIIICHHBIM HYTPUTHBHBIM CTATYCOM OBLIH
MIPOAHATIM3UPOBAHBI 3HAYCHUS OTICIBHBIX OCIKOB CHIBOPOTKH KPOBH (00N
OelIoK, aapOyMuH, MpeabOyMUH, TpaHChEppUH), KOTOPhIE HCHOJB3YIOT s
JIUArHOCTUKHU OCIIKOBOM HEJOCTATOYHOCTH (Tabmuiia 4.15).

Tabmura 4.15

OcHoBHBIE 0€JIKH CHIBOPOTKH KPOBH HA0/110/1aeMbIX 00JIbHBIX
¢ MYKOBHCIHI030M B 32aBUCHMOCTH OT HYTPUTHBHOI'0 CTaTyCA

Pe3yJ'IBTaTBI B 3aBUCHUMOCTH

buoxumuyeckue | Pepepercunie OT HYTPUBHOTO CTaTyca
oKa3aTeiu 3HAUEHUS CHIDKCHHBIA | HOPMAaJbHBIA | TOBBIIMICHHBIN
(-1>BAZ) | (1<BAZ<1) (BAZ >1)

8/6314“ Oenox 60-80 68.9843.42 | 74.66+4,65 | 70.54+135
AnpOymuH (/) 38-54 48,59+2,43 50,75+1,23 51,21+£2,36
[IpeansOymun

150-400 249,124+22.5 | 237,3£19,65 250,6+17,76
(mr/om)
Tpancdeppun

203-360 345+£16,65 | 323,48+13,24 | 340,16+20,25
(mr/ )

Y CTaHOBIIEHO, YTO HE3aBHUCUMO OT HAJIWYMS WM OTCYTCTBHUSI HYTPUTHUBHOU
HEJOCTAaTOYHOCTH, y JA€Ted ¢ MYyKOBHUCHUAO30M, OMOXMMHYECKHE MOKa3aTeIn
HaxXOJWJIUCh B Tpenenax pedepeHCHbIX 3HAYEHW W HE HMENU JOCTOBEPHBIX
pa3IMuuid MEXKAY TPYIIIAMH, YTO MOXKET SBIATHCS CIEACTBUEM XPOHUYECKOIO
OpOHXOJIETOYHOTO BOCHAJIEHUS, TP KOTOPOM YPOBHU KOPOTKOXKMBYILHX OEJIKOB
NMOBBIIIAKOTCS. Hamm naHHblE CBHUIETENBCTBYIOT, YTO, B OTJIWYUE OT JPYTHX
3a00JIeBaHUH, MPUBOIALINX K HYTPUTUBHON HEJOCTATOYHOCTH, ATH MOKA3aTeNH Y
0onpHBIX MB He sBisit0TCS HHPOPMATUBHBIMU JIsl OLIEHKU HYTPUTUBHOIO CTaTyca

nin 66J’IKOBO-3H€pFCTH‘-I€CKOfI HCOAOCTAaTOYHOCTH.
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4.3. OuneHka cocTaBa Tejia Ha0I01aeMbIX JIeTell ¢ MYKOBHUCIIHI030M
MeTOA0M OHOHMMIIEJAHCHOI0 AHAJIN3A
buonmnenaHcHbIN aHaIU3 COCTaBa TeJia MPHU MOCTYIUICHUHU B OTACICHUE ObLI
mpoBesieH 125 nanuenTaM ¢ MyKOBUCIIMA030M B Bo3pacte ot 5 1o 17,5 mer, u3 Hux
79 (63,4%) neBouek u 46 (36,6%) wmagpunkoB. OCHOBHBIC ITOKa3aTeIH
OMOMMIIETAaHCOMETPUU OIICHUBAJIM C IIOMOIIBI0O HMHIACKCOB Z-SCOres (:KupoBas
Macca, ToIllas Macca, aKTHBHas KJIETOYHAs Macca U JOJISI aKTMBHOM KJICTOYHOM
Macchel). [lokazaTenu OHMOMMIIEIAaHCHOTO aHAIM3 C y4eToM Iojia jered ¢ MB

npejcTaBiieHbl B Ta0bmuiie 4.16.

Tabauna 4.16
OCHOBHBIC MOKA3ATEJIHN COCTABA TEJIAa HAOII0AAeMbIX MAIMEHTOB

C MYKOBHCIIUIAO030M B 3aBUCHUMOCTH OT FeH)IepHOﬁ NMPUHAAJECKHOCTHA

IToxazarenu BUA JleBouku Manpunku

(Z-scores) (n=79) (n=46) Koppemsimmst

TPYIIITBI 1 2

PUPOBIIMACE | (10,03)£0,12 | (0.I8)£0,12 |  p,,=0,04
Tomas macca tena | (-1,04)+0,23 (-1,06)+0,22 p.1=0,4
AKTHUBHasA _
TeTOMHAS Macca (-1,53)+0,26 | (-1,68)+0,25 p21=0,05
Jlomt aKTHEHOR | 6 36110 112 | (-0,84)+0,13 | p,.<0,01
KJICTOYHOM MacChl

Kax BugHo u3 Tabnuiiel 4.16 10CTOBEpHOUN reHIEPHON KOPPEISIIUU COCTaBa
JKUPOBOM M TOIIEH Macchl Tena He Obuio oOHapyxkeHo (r=0,08, p=0,4). Baxuo
OTMETUTh, YTO KaK MaJIbUMKH, TAK U JAEBOYKU UMEIN OJMHAKOBO HU3KHUH yPOBEHb
AKTHUBHOM KJIETOYHOU Macchl (< -1).

Jloyis akTMBHOM KJIETOYHOW MacChl y IpelacTaBuTesield 000MX MOJIOB OblIa
CHIDKEHA, NMPU 3TOM y MaJbUMKOB 0O0Jee 3HAYUTENIbHO, YeM Yy JEBOYEK, 4TO
rOBOpUT 00 ux Oojee HHU3KOM (PU3NYECKONW AKTUBHOCTU [0 CPAaBHEHHUIO C

nesoukamu (r=0,31, p=0,004).
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[Tarmmenter ¢ MB (n=125), koTophiM MNpoBagwii OMOUMIIEAAHCOMETPHIO,

ObLTM pasneneHbl Ha 3 TPYNIBI B 3aBUCMMOCTH OT mokasarens MMT/Bo3pact

(BAZ) (tabauma 4.17).

Tabmura 4.17
PacnpenesieHue gereii ¢ MyKOBHCIIMI030M B 3aBUCHMOCTH OT TMOKAa3aTeJIA

UMT/Bo3pact (BAZ)
q >
['pymmb HCIiIIO(;;:TeH Juanazon BAZ 3nauenus BAZ
0
-0,24+0,06 HOPMAJIbHBIN:
1 7 2
3(58,2) muu=-0,908, makc=0,999 -1 <SD<+1
-2,31+0,16, .
. < -
2 44 (35,4) sitti—4.4, Maxe—-1.1 HU3KHH: < -1
2,26+0,23, MTOBBIIIICHHBIN:
3 8(6.4) mun=1,44, makc=2,62 > +1

N3 npuBeneHHOW TaOiauIBI BUAHO, 4YTO | Trpynmy cocTtaBuiau Ooliee
nonoBuHbl marnueHtoB (73, 58,2%), mnoxkazatenu HWMT/Bo3pact KOTOpHIX,
HAXOJMUJIUCh B IIPe/iesiax HOPMBI.

Ha pucynke 4.9 npexacraBieHo pacnpeneieHue nokasateneil Z-SCOreS 1o

pe3ynbTaTaM OMOMMITEJAHCOMETPHUH Y IETeH ¢ MyKOBUCIIMIO30M | TpYIIIbI

100%,

80
60 aednunt

40 M Bbile HOpMbI

20 B Hopma

KMpOBaAa macca TolLaA macca AKTUBHaA nona AKM
KNIeTOYHan
macca (AKM)

Pucynok 4.9 Pacnpenesnenue (%) noka3areJseil Z-SCOres mo pe3yJbraram
OMoMMIIeJaHCOMETPHH Yy JeTell ¢ MyKOBHCIMI030M 1 rpynnbl
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Kak cBuneTensCcTBYIOT 1aHHBIE HA pUCYHKE 4.9 y neteid 1 rpynmsl:

- nokazamenv JHCUPOBOU Macchl Y TOAABIsAtomero OonsmuHCTBA (63/86,2%)
nainueHToB Obu1 B mpenenax HopMbl (0,15+0,06 SD), y 6 (8,6%) OoibHBIX
otmeuancs ee n30nTok (1,350,082 SD), Tobko y 4 (5,2%) - OBLT CHIKEH;

- nokaszamenb moujeli Maccbl HAXOIWICS B TIpEeAeliax HOPMBI y OOJBITHMHCTBA
(54/73%) O0NbHBIX, BEICOKUI MTOKA3aTeNlb BBIABICH TOJBKO y 4, 5% MalueHToB, y
15 (19%) nmereit otmedancs aebunut Tomed maccel Tena. OOpammaer Ha ceOs
BHUMaHHE TOT (paKT, YTO y BCEX OOJIbHBIX C HU3KMM YpOBHEM TOIEW Macchl (-
1,34+0,1, mua=-1,96, makc=-1,02) umen MECTO HOPMAJILHBIN IMOKA3aTEIb JKUPOBOU
Macchl (£1);

- nokasamenv akmuenou kiemounou maccet (AKM) y 29 (39,7%) narueHToB
HaxoAwIcs B npeaenax HopMbl, y 1 (1,7%) pebeHka ObLI BbIllI€ CPEIHUX BEIUYMH,
a 0oJee moaoBuHbI (43/58,6%) neTeii MENKM CHYKEHHBIN 1TOKA3aTelb;

- nokaszamenv 0oau akmusHou kKiemounou maccol (moass AKM) Haxomuics B
npeaenax HopMmbl y 48 (65,9%) manueHntoB, Obln cHukeH y 24 (32,4%) nerei,
noBeieH Toabko y 1 (1,7%) OGompHOro. Cpemu nereid ¢ HOPMAalbHOW JoJiel
akTUBHON KiertouHor Mmaccel (-0,18 +0,07, muna=-0,87, makc=0,98) 48 (65,9%)
MAIMEHTOB BEJIM aKTUBHBIN 00pa3 >KW3HU W/WIU Ha PETYISIPHOW OCHOBE aKTHUBHO
3aHUMaIuCh KuHesutTepanueil. Hanpotus, chHmkenHas aoias AKM (-1,66+0,11,
MuH=-2,37, makc= -1,18;24) Obuta xapaktepHa mis 24 (32,4%) OONbHBIX, HE
3aHUMABIINXCSI KUHE3UTEpANell WU BBITOJHSBIINX JIeUeOHYI0 (PU3KYIBTYpY HE
PETYISIPHO.

Takum 00pa3zoM, OONBIIMHCTBO JeTe ¢ MB u HOpMalbHBIM HHIEKCOM
MacChl Tella UMEJM HOpMaJbHbIC MOKA3aTEeIH >KAPOBOM M TOIIEH MacChl Tena, a
TaKXke JO0JIM aKTUBHOM KJIETOYHOM Macchl. OHaKo HEOOJbIION MPOIEHT ACTeH B
sToi rpytie (8,6%) uMmenu n30bITOK JKUPOBOM MAcChl Teja, 4YTO 0003HAaYaETCs KaK
«OKHpeHHe Tpu HopMaiabHOM Bece»[187]. 19% OonbHBIX UMeTH AehHUIMT TOIICH
MAacchl Tela.

AKTUBHas KJIETOYHAas Macca Oblla CHIKeHa Oojee 4YeM y TIOJIOBUHBI

OOJBHBIX, YTO MOYKHO OOBSICHUTH Ae()UIIMTOM MOCTYIUICHUS W/ MU HAPYIICHHBIM
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ycBoeHueM TmuieBoro oOenka. Y 32,4% cHWKEHHE N0 aKTUBHOW KJIETOYHOMU
MacChl MOKET OBITH MPOSIBJICHUEM HU3KOU (PH3NYIECKON aKTUBHOCTH.
Cuwxennbit UMT/Bozpact (2 rpynma) umenu 44 (35,4%) mnanuenta

(«xymasie getn») - pucyHok 4.10.

100 o

90 +

80 -

70 ~

60 -

50 ~ ® gedpuunt
40 - B Bbllle HOPMbI
30 A B HopMma
20 +

10 -

0 -

KMpOBaA macca ToLWA macca aKTMBHaA nona AKM

K/1eTO4YHaA maccCa
(AKM)

Pucynox 4.10 Pacnpenesnenue (%) noka3artesei Z-SCOIres no pe3yJibraram
OMoMMIIEJAHCOMETPHH Yy JIeTell ¢ MyKOBUCIUA030M 2 TPyIbI

B nanHoii rpymme:

- nokazameib HUposol maccol meia B OonbiHCTBE (29/66%) ciydyaeB ObLT B
npejenax HOpMbI, y ocTainbHbiX 15 (34%) mauueHTOB HaXOJWJICSd Ha HU3KOM
ypoBHe [-0,74+0,12, mun=-2,46, maxc=-0,418];

-He0OCmamoK mowel Maccbl PA3HOM CTENEHU BBIPAKEHHOCTH  HMMEIIO
oonpmHCTBO (39/87,8%) nerel, B TmpeAenax HOPMbI JaHHBIA IOKa3aTelb
HaxonuTes aumib y S (12,2%) nereit;

-noxkasamenb AKMUBHOU KIEeMOYHOU Macchl B TIpeeliax HOPMAaJbHBIX 3HAYEHUI
ob1 y 3 nereit (B 6% ciydaeB). Y noaasisitoniero OonbinHcTBa Aeteit (41/94%)

BBIAIBJICH HCOOCTATOK aKTUBHON KJIETOYHOM MacCChbl, YTO TaKXKXEC MOXKCT
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CBHUJICTEJILCTBOBATh O jeduiuTe Oeaka B paldoHe U TpeOoBaTh KOPPEKIUU
OCJIKOBOTO KOMITOHEHTA ITUTAHUS,
-00J151 AKMUBHOUL KNeMOYHOU Maccul y 0oNbIIMHCTBA neter (29/54%) naxonuics B
mpeaesiax HOpMbI. Y CTAHOBJICHO, YTO ATH MAIlMEHTHI BEJIM aKTUBHBIN 00pa3 KU3HU
W/WIIM  PETYJSIPHO aKTUBHO 3aHWManuch kuHesutepamumein. Y 17 (39,4%)
MalMeHTOB JaHHBIM MokazaTenab Obl1 cHIKEH (-1,59+0,084), Tonpko y 3 (6,6%)
O00npHBIX - moBbITIeH (+1,68+0,11).

Takum oOpazoM, ajia manueHToB ¢ MB U CHM)KEHHBIM HMHJIEKCOM MacChl
Tejla XapaKTepHO 3HAYUTEIIBHOE CHIKCHHUE TOINEH M aKTUBHOM KJIECTOYHOM MacChl
TeJa, B MCHBIIIEC CTETICHU — KUPOBOM, YTO B IIEJIOM MOXKET yYKa3bIBaTh Ha OCITKOBO-
HYHEPreTUYECKYIO0 HEIOCTATOYHOCTD.

N36p1Tounas macca Tema (MMT/Bo3pacty > +1) Obuta BeisiBiIeHa y 8 (6,4%)
NayeHToB (3 rpynna).

Pacnpenenenne nmokasareneit cocraBa Teia B TpyIiie mamueHToB ¢ MB npu

MOBBIIIEHHOM MHEKCE MacChl Tela MPEACTaBIeHO Ha pucyHke 4.11.

% 100 -
90 -
80 -

o peduumnt

40 - H Bblllle HOPMbI

30 - B Hopma
20 +

10 -

XUposaAa macca TOLWaA macca dKTUBHaA aona aKTUBHOM
KNeTo4YyHaA macca K/eTOYHOM Maccehl
(AKM)

Pucynok 4.11 Pacnpenenenne (%) nokasaresei Z-SCOres no pe3yJjbTaram
OMoMMIIeJaHCOMETPHUH Yy JeTell ¢ MyKOBHCIM/I030M 3 rpyniibl
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Pe3ynbTaThl OMOMMIIETAHCHOTO aHAIK3a y MAIMEHTOB 3 TPYNIIbI OKA3aJIH,
4TO:
- U30BIMOK HCUPOBOL MACCLL Mela UMENl MECTO Yy BCEX JIETe 3TOW TpyIIbl, NpU
3TOM Yy 2 manueHtoB Z-SCOre >KMPOBOW Macchl Tenaa ObUT BbIIIE +2, 4YTO
CBUJIETEIHCTBOBAJIO 00 0OXKUPEHUH;
- nokasamenb mowel maccol meaa 'y OonpmuHCTBA (5 nmereid) OBLI TOBBIIIECH
(2,026+0,26), y 3 60oapHbIX cHUXKEH (-1,25+0,18).
- CHUDICEHHAsl aKkmueHas KilemouHas macca otMmeueHa y 4 nerer (-1,12+0,76),
takxke y 4 nauuerToB (0,84+0,52) ona ObLia B ipejienax HOPMBI.
- nokasameinb 001U AKMUBHOU K1eMOYHOU MACchl HOCUI pa3HOIUIAHOBBIN XapakTep
Y HaxXOJWICS B IIpejesiaXx HOPMHbI y 4 feTeld, y 3 manueHToB OH ObLI MOBBIIIEH U Y 1
— CHMKEH.

Baxxno orMmetutb, uto 1 peGeHOK M3 NaHHOW TPYMIbI C JETKUM TEUCHHUEM
MykoBuciuao3a 1o mkane [lIBaxmana-bpachunpma (ML 63  Gamna)
CUCTEMAaTHYECKH 3aHUMAJICSI CIIOPTOM - TSDKEJIOW aTJIETUKOM M, HECMOTpPS Ha
U30BITOK XUPOBOW MacChl Tea, y HEro ObUIM BBISABJICHBI XOPOIIME TOKa3aTeln
TOIIEH MAacChl U JIOJIM aKTUBHOM KJIETOYHOW MAacCCHhI.

Takum 06pazom, Bce neTu 3 TPYyMIbl OTIIMYATUCH BEICOKOM KUPOBOM Maccon
tena. Jlebpuuut Tomed W aKTUBHOM KJIETOYHOM MacChl Tejla BCTpevascs
IIPAKTUYECKU C OJMHAKOBOW 4acTOTOM. Jl0JIsI aKTUBHOW MACCHI TeJla, HECMOTPS Ha
BBICOKHME MOKa3aTeu )KUPOBOM Macchl, y AeTeil ¢ BbicokuM Z-scores UMT moxer
HAXOJWUTHCS HAa HOPMAJIIBHOM U TIOBBIICHHOM YPOBHSIX B 3aBUCUMOCTH OT
(bU3UYECKOM aKTUBHOCTH TanueHTa. OgHako HeOOoIbIIoe Yuciao 00ibHBIX ¢ MB n
NMoBbIIIEHHBIMU TIOKa3aTeassMu UMT B naHHOW BBIOOpKE HE MO3BOJIIET JaTh B
MOJHOM Mepe OOBEKTHBHYIO OIICHKY pe3yJbTaTOB OWOWHIICTAHCOMETPUH IS
000CHOBaHUS aJIeKBAaTHBIX MOJXO/J0B K HA3HAUYCHUIO JICUSOHOTO MUTAHUS JAaHHOU
IPYIIIBI IETEN.

JI71s BBIABJICHUS BO3MOXHOW CBSI3W MOKa3aTeJIe COCTaBa Tejla, OLEHEHHOTO

C IIOMOIIBHO 6I/IOI/IMHGI[21HCHOFO a”Hajin3a, CO CTCIICHBIO TMAXKCCTHU TCUCHUA
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MYKOBHUCILIUJI03a, onpenensieMoi o mkane [lIBaxmana-bpacBuibaa Obl1 poBeieH
KOPPEISAIUOHHBIN aHAIIN3, B PE3YIbTaTe KOTOPOTO MOJYICHBI:

- IpsIMast KOPPEJISIIIUS MEXKITY TSKECThIO 3a00JI€BaHUs U 3HaUeHueM Z-SCOre Toien
Maccel Tena (r=0,68, p=0,003): yeM TspKeee TeueHHe 3a00JIeBaHUs, TEM HUXKE ObLI
JMAHHBIM TOKa3aTenb. Tak, MalMeHThl C OYeHb HU3KMM 3HAYCHHEM IIOKa3aTels
Torieit Maccel Tena (<-3) umenu 6osee 4 060CTpeHU OPOHX0JIETOYHOTO TpoIecca
110 MTHEBMOHUYECKOMY THUITY B roA ¥ HU3KHil mokazatens ODB1 (40%+2,6);

- BbIcOKast ipsimMas koppessius (r=0,57, p<0,005) 3nauenuii Z-SCOre Torieit Macchl
TeJa U nokasaresieil pyHkiuu BHeHero aeixanus (ODPB1).

Takum o06pa3zoM, MeTOI OMOMMIIEAHCHOTO aHaIu3a, UCIOIb30BAHHBIN IS
OILICHKHU COCTaBa TeJa y Jeteit ¢ MB, saBiseTcst coBpeMeHHbIM, HHGOPMATUBHBIM U
JOCTYITHBIM ISl TICAUATPHUCCKOW TIPAKTHKU. BBIsBICHHBIC HAPYIICHHS COCTaBa
Tela B BHUJAE HU30BITKA >XUPOBOM Macchl, Jnepuiuura TOIed Macchl, aKTUBHOMU
KJIETOYHOM MacChl U JIOJM aKTUBHOM KJIETOYHOM MacChl BCTPEUAIUCh HE TOJBKO Y
nereit ¢ BeicokuM IMT, HO U cpeau aereil ¢ HopMalibHbIM U Jake Hu3kuM UMT,
YTO CBUIETEIBCTBYIOT Kak O JeduiuTe OEIKOBOr0 KOMIIOHEHTA palroHa (Wu
HapYIIEHUU YCBOEHHUA Oelika), TaK U O HEIOCTAaTOYHOW (DU3UYECKON aKTUBHOCTH
MAIMEHTOB.

[TokazaTenu coctaBa Teya 3TUX OOJIBHBIX MOKHO HCIIOIh30BaTh HE TOJBKO C
JTUArHOCTUYECKOW W TIPOTHOCTHYECKOW TIIeNbI0, HO W JUII MOHHTOPHHTA 3a
TeYeHWeM  OOJe3HM Yy  KOHKPETHOTO  TAalMeHTa W COCTaBIICHUSA
EPCOHUPUITUPOBAHHON TTPOTPAMMBI KOPPEKIIUU MTUTAHUS.

4.4, OueHka cocTaBa Tejia Ha0JII01aeMbIX JIeTeil ¢ MYKOBHCIIH/1030M
¢ MOMOIIbIO KAJIUTIEPOMETPUH
CoctaB Tena 125 gereil ¢ MyKOBHUCHMAO30M CTapilie S5 JIET OLEHUBAIM C
MOMOIIBI0 KAIUIIEpOMETPUM. J[aHHBIM METOJ NPOBOAWICA IAPAVIETBHO C

OMonMITIeJaHCHBIM aHaIM30M (Tabnmma 4.18).
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Tabmura 4.18

Cocras TeJia geTeil ¢ MyKOBHCIUA030M 110 JAHHBIM KAJIMIIEPOMETPUM
B 3aBMCHMMOCTH OT I10JIa pedeHKa

Tomas macca (kr)

(Mmun=10,75 kr, makc=53,54)

KamunepomeTpus Maunburku (N=46) HeBouku (N=79)
Cpennuii Bo3pact 9,640,353 9,920,5
(Mmune=5,2, makc=17,5) (Mmun=5, makc=17,8)

CymmMma 4 KIKC 24,6+0,08 27,5+0,1

(Mm) (mun=14,4, maxc=38,7) (Mmun=15,8, makc=56,6)

KMT 13,7+0,62 15,7+0,56

(%) (MuE=5,9%, Makc=26,3%) | (Mua=5,01%,Makc=29,46%)

’Kupoas macca 3,97+0,34 4,99+0,47

(xr) (mun=1,19xr,makc=12,12kr) (mun=1 kr, Mmakc= 17,09 kr)
24,32+1,39 24,16+1,28

(mun=11,2 xr, Mmakc=46,4Kr)

N3 nannbix pucynka 4.15 cinemyer, 4To KUpOBasi Macca Tella y JIeBoYek (B

npoiieHTHOM (%) ¥ aOCOJIIOTHOM (KI') OTHOIICHHSIX Obljla 3HAYMMO BBIIIE, YEM Y

MaabuukoB (P=0,006), B To Bpemsl, Kak TOIIas Macca B KI' UMeJla MPaKTHYECKU

oauHakoBbie 3HaueHus (P=0,4).

50 %
45
40
35
30
25
20
15
10

W <10 nepueHTMAb

Manb4ynKu

W 10-25 nepueHTub

W 25-75 nepueHTUIb

44,4

[AEBOYKM

W >75 nepueHTunb

Pucynok 4.12 Pacnpenenenue aereid (%) mo xupoBoii Mmacce Tesna (B
NMEePUEHTWIAX) B 3AaBUCHMOCTH OT 10JIa pedeHKa
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[Ipy omeHke >KUPOBOM MACChl Tella C TMOMOUIBK KaJUIIEPOMETPUU
YCTaHOBJIEHO, YTO €€ HOPMAJIbHBIN YPOBEHb (25-75 nepueHTrIb) Yalle BCTpeqalics
y ManbuukoB (20,5%), yeM y neBouek (17,5%) — p<0,01. JleBouek ¢ u30BITOUHOU
KUPOBOM Maccod Tenma Obuto Oombime, dYem wmambunkoB (8% wu  5,5%
COOTBETCTBEHHO). MalbuuKOB C HHU3KOW  KHUpoBOM Maccoit Tema (10-25
nepreHTwie) Owio Menble, 4yem naeBouek (P<0,01), HO c oOuYeHb HUBKUM
nokazatenieM (<10 meprentumst) ux 6su10 60mbIIe (P<0,01). (prcyHOK 4.12)

4594
40 38,6

35

30 W <10 nepueHTMAb

25 ® 10-25 nepueHTUAb
20 25-75 nepueHTtunb

15 B >75 nepueHTnnb

10

Pucynok 4.13 Pacnpenesnenne Bcex aereii ¢ mykoBucumuaozom (%) mo
JKHPOBOIi Macce Tesa (N=125)

OOmume maHHBIE MO pACHpPEACNICHUI0 KUPOBOM Macchl Tela y BCeX
00cIIeIOBaHHBIX C MTOMOIIBIO KAMIIEPOMETPUH Y JAETEH NIPEICTaBICHO Ha PUCYHKE
4.16. HopmanpHast kupoBas macca Tejla Oblia BbIsBIeHA ToJbko y 19,4%
MAIMEeHTOB, OONBIIMHCTBO AeTel nMmenu Hu3Kywo (38,6%) u ouenb HU3KYO (35%)
KHUPOBYIO MaccCy Teia, M30BITOK JKUPOBOH Macchl oTMmevancss y 7 % OOJBHBIX.
(pucyHnok 4.13)

Takum 00pa3oM, ¢ TOMOIIBI KaJUNEPOMETPUM OBLIO YCTAaHOBJIECHO
OTCYTCTBHE 3HAYUMBIX Pa3IUYUNA B IOKa3aTeNsiX, XapaKTEePHU3YIOIIUX TOIIYIO
Maccy Tella, W TIOBBIINICHHE >XUPOBOM MAacChl Tela Yy JEBOYEK OTHOCHUTEIHHO

MaJIbBYHMKOB.
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B pabore mpencraBisiio 60JIbIIONH MHTEPEC CPaBHUTH MH(DOPMATUBHOCTH U
BO3MOXXHOCTh B3aMMO3aMEHIEMOCTH JBYX METOJOB, M3y4YalOlMX COCTaB Tela -
OMOMMITIETAaHCOMETPUU U KajumnepomeTpuu (Tabnuma 4.19).

Tabmnura 4.19
KoppeasimmoHHble CBA3H NMOKa3aTe/leii pa3BUTHS JKHPOBOH Macchl 110

pe3yJbTaTaM OMOMMIIeJAHCOMETPHUHU U KAJIUIIEPOMETPUHI

KoaddurmenTs! Koppesiun mokasaresiei ()

HIOKa3aTeN N KaIUIIEPOMETPHI
HaJ
o cymMMa
MOKa3aTeu HaJ Haj yriom rpedHeM 4
OMOMMIIEJAHCOMETPUH | GUIENICOM | TPHLEIICOM romariy | TOABIOM |y
HOHM KOCTHU

% >xupa B OpraHu3Me 0,72 0,69 0,68 0,71 0,75
’KupoBas macca Tena 0,78 0,7 0,71 0,75 0,77
(kr)
Tomras macca (Kr) 0,38 0,32 0,35 0,34 0,3

[Tonyyena Bwicokas koppemsuus (r=0,78, p<0,001) mexay ypoBHEM
JKUPOBOM Macchl Teina (Kr) ONpelNeNieHHOW TapauieIbHO C  MOMOIIbIO
ouoummnenancomerpun (7,14+0,446) u xamunepomerpuun (6,52+0,304), u HU3Kas
koppessinus (r=0,38, p<0,005) mexay ypoBHEM TOIIEH MacCChl, MOJTYYEHHBIX MPU
WCMOJIb30BaHMU YKa3zaHHbIX Metoauk 21,62+0,79 kr u 24,23 40,94 «xr
COOTBETCTBEHHO.

Takum oOpa3om, TONy4eHa CUJIbHAs W CTaTUCTUYECKH 3HAYUMas
koppemsinusa  1=0,77 (p<0,001) MEXIy  OuHOMMIIEIaHCOMETpHUEH U
KQJIUTIEPOMETPHUECH, YTO TTO3BOJMIIO CYUTATh 3TU METObI B3aUMO3aMEHSICMbIMHU.

Pe3ynbTaThl MPOBEACHHOTO WCCICIOBAHMS CBHIICTECILCTBYIOT O TOM, YTO Y
JeTell ¢ MYKOBHCIMIIO30M HOpMajbHBIM uHAekc Z-score WMT/Bospacr,
ompenensiembrii mo mporpamme «WHOAnNthroPlus», He Bcerma sBisercs
MOATBEP)KICHUEM aJCKBaTHOTO cOCTaBa Tenma peOcHka. [loaToMy miis OIeHKH
dbusznueckoro pasputus gereir ¢ MB  Hapsmy c¢ omnpeneneHuem Z-ScCore
NMT/Bo3pact He0OOXOAUMO MPOBOJIUTH OOJIee AETATbHYIO OIIEHKY COCTaBa TeJa C

IMOMOIIbKO  KAJIUMIICPMCTPHUH /U 6I/IOI/IMHeI[aHCOMeTpI/II/I, 4YTO IIO3BOJHUT
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CBOCBPCMCHHO BBIABIIATE HAPYIICHUSA COCTOSHHA IIHMTAHUA U BO3,ZI€I\/’ICTBOB8,TB Ha
HUX AUCTOJIOITMYCCKHMMHU MCTOAAaMU, KHHCSI/ITepaHHeﬁ, a TaKXKeC aHeKBaTHOﬁ

(bu3nYeCKON Harpy3Kou.

Knunuueckui npumep nayuenma c MYKOBUCYUOO30M
u HedocmamouHocmoio numanus. Manvuuk, 10 nem 8 mec, OuacHo3 MyKOBUCYUOO3
[eenomun:F508del/F508del/, recouno-kuweunas opma, mscenoe meuenue (34 6anna
no wxane Illsaxmana-bpacgunvoa). Xponuueckuii 0OCMPYKMUBHBI — OPOHXUM.
Jleycmoponnue oponxosxkmaswel. [{H 2 cmenenu. /{uacno3 6vin ycmanognien 8 gospacme 2
nem. Ommeuaromcs  uacmele  000CmMpeHus  OPOHXO0NE20UHO020  npoyeccd  No
NHeeMOHUYecKOMy muny (0o 5-7 pasza 6 200), 6 nocese mokpomul evicesaemcs Klebsiella
pneumoniae, @B/[: ODBI & npedenax 45-50%. Manvuux gedem manonoosuicHvlll 00pa3z
JCU3HU, KUHe3umepanuro 6vinoansiem Hepecyaapuo. MMT=13,2 (nuskui). Annemum
CHUdCeH, uszbupamenvuvii. Ilpu pacueme Xumuueckoco cocmasa payuoHad 6blsAGIeH
oeuyum OCHOBHBIX NULYEBLIX BEUECME U IHEPLULL.

Ilpu oyenxe cocmasa mena o6HAPYIHCEHBL OUEHb HUSKULL YPOBEHb Mowell Maccol meaa (Z-

score=-2,79) u akmuenoul KiemouHou maccol (Z-SCOre= -3,43), umo M0o*CHO 00bACHUMb
HeOOCmMAamouHblM NOCMYNIIeHUeM U/Ulu YC80eHUeM Nuulego2o 0Oeika ¢ B03MONCHLIM
nOCAE0YIOWUM pas3sumuem 6eIKo80-3Hep2emuiecKkol HedoCmamoyHoOCmu.

Ilo Oamnbim Kanunepomempuu  ommedeHo CHudcenue xcupogou (1,2 ke - Huszxui
nokazamens, <5 nepyenmuisi) u moweu maccol meaa (10,8xe-5 nepyenmuin).
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\ =
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Knunuueckuii npumep nayuenma c MYKOBUCYUOO30M
U HOPMANbHbIM HYMPUMUBHbIM cmamycom Manvuux 16 nem 9 mec, ouacHnos
mykosucyuoos [eenomun c.174_177dell/c.274G>A], necouno-kuweunasn popma, meuenue
cpeoneti cmenenu maxcecmu (65 6annoe no wxane ILlleaxmana-bpacgunvoa).
XpoHnuueckuti 6ponxum, mykocmas. Lununopuueckue 6pouxodxmasvi 6epxneil u cpeoHeli
dozeli npasozo neekoeo. J{H 1-2 cm. /[uaenos o6vin evicmasnen 6 13 nem. Ommeuaromcs
He bonvuie 3 obocmpenuii 8 200 OPOHXONE20UHO20 NPOYECCa NO NHEEMOHUYECKOM) MUny,
6 nocege Mmokpomsl xpounuueckuti pocm Pseudomonas aeruginosa. O®@BI s npeoenax
Hopmot (90-98%). UMT=19,3 (nopma), Z-score= (-0,49) — 6 npedenax nopmwi.

Ilpu oyenke cocmasa mena ¢ NOMOWBIO OUOUMNEOAHCOMEMPUU OMMeYAemcs noYmu
uodeanvhwlll yposeHs Hcuposou (Z-score=(-0,023)) u moweii maccor mena (Z-score= (-
0,02)). Ananuz axkmuueckoeo numanusi pebeHKa NOKA3AL, YmMo 6 payuoHe pebeHKd
yeenuueHa Keoma Oenxka u dcupa 6 coomeemcemeuu ¢ Knunuueckumu pekomeHoayusmu
no MyKogucyudoszy,npu smom Z-SCOreAKM=-0,37 (nopmanvhoe 3nauenue). Pebenok
6e0€m aKMusHbLl 00PA3 HCU3HU, YACTO XOOUN 8 NOXO0ObL C CeMbéll, AKMUBHO eHCeOHEBHO
8bINOIHACM KUHE3UMepanuro 6 HOJAHOM O00beMe, YMO NPOAGIAemMCs HOPMALbHbIM
noxazamenem Z-Score oomss AKM =-0,27. Taxum obpazom, necmomps no mo, u4mo
ouazno3 pebenky Ovll nocmasieH No30HO, 6 13 nemunem 6o3pacme, HA3HAYEHUE
A0eK8AMHO20  BbICOKOOEIK0B020 — BbICOKOKANOPUUHO20 NUMAHUA 8 KOMNIeKce C
KUuHe3umepanueu U GblCOKOU QU3UUECKOU AaKMUBHOCMbIO NO38OMUIU 0Decnedums

xopouiue nokasameniu HYympumuerozco cmamyca, umo cnocobcmeosano
Onazonpusmuomy medeHuro O0nNe3HuU.
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Knunuueckuit npumep nayuenma c¢ MyKOBUCYUOO30M U U3OBIMOYHOU MACCOU mena:
Hesouxa, 12 nem, ouacno3 myxosucyuoos [eenomun:F508del/c.3718-2477C>T],
JlecouHo-Kuweunas ¢opma, msaocenoe meyvenue (41 6annoe no wxane ILlleaxmana-
bpacgunvoa). Xponuueckuii o6pouxum. Pacnpocmpanennvie OpOHX0IKMA3bl NO MUny
yunuopuueckux. Ilneemoguopos. J[H 2 cm. /uacno3 Owvin evicmagnen 6 3 200a.
Ommeuaromces ne menee 5-6 0b60CmpeHuU NO NHEBMOHUYECKOMY MUny 6 200, 8 nocege
MOKpombl ommeuaemcs xponudeckuil vicee Pseudomonas aeruginosa. O®@BI1 chuoicen u
Haxooumcs 6 npedenax 50-55%.

Hesouka 6edem MaNONOOBUdCHBIIL 00pPA3  JHCU3HU, KUHEIUMEPAnuro  8biNOJHIAem
nepezynapno. UMT= 20,0 (Z-score=0,55). Annemum xopowuil, payuon bo2am jHcupamu
u yenegooamu, Ho cooepocum mano oenxa. Ilpu oyenke cocmaea meia ¢ NOMOWBIO
OuoumMnedancomempuu HCUPOBAsL Macca meia HaxoO0Umcs HagepxHeuespanuybl Hopmwl (Z-
score=0,904), a mowas macca mena - Ha HudCcHell epanuysl Hopmel (Z-score= (-0,886)).
U3-3a Heoocmamounocmu 6 denxa 6 payuone Z-Score AKM= -1,53 (cuuoicen). /lesouka
He 6e0ém aKmueHblll 00PaA3 HCUZHU U HE BLINOIHIECM Pe2yNIsIPHO KUHE3UMePanuro, 8 Ces3u
c uem Z-score donsi AKM = -0,85(chudcen). Hecmomps Ha HOPMAbHBIN UHOEKC MACCbL
mena, noxazamenu, Xapakmepusyloujue cocmas meid nayueHma pazoaniaHcupoB8aHbl:
ecu JHCUPOBAst U MOWAsL MACCA meid HAX00SMCs 6 Npeoenax HOpMbl, mo AKMueHds
kiemounas macca u oonn  AKM  cywecmeenno  cHudicemvl, umo  Modcem
Heb1a2onpUsAMHOCKA3ambCsl Ha OanbHelueM medyeHuu 3a001e8aHuUsl.
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I'nasa 5

COBPEMEHHBIE ITOJXO/bI K OPTAHU3ALIUU TUTAHUS
JETENA C MYKOBHUCIIMJIO30M

Cornacuo poccuiickum KoHceHcycy «MyKOBUCHHIO3:  OIpeeTeHue,
JMarHocTnyeckue kpurepuu, tepanus» (2018) n KimHnueckum pexoMeHaanusm
«Kucroznsiii pudpo3 (MykoBuciuao3)» 2021 netsaM ¢ MyKOBUCIIUI030M, HAUMHAS
C MOMEHTA YCTAaHOBJICHUS IUArH03a, HEOOXOAUMO MMUTAHUE C TOBBIIIEHHON KBOTON
OelKa W PHEPIHU IO CPABHEHHWIO CO 3J0pOBBIMU neThbMu [ 27, 17]. B cBs3m ¢
ManbaOCoOpOIMell TpU BHEIIHECEKPETOPHON MaHKpeaTUueCKOM HEJOCTaTOYHOCTH,
MOBBIIIEHHBIM PAcX0OAOM O€JKa M 3HEPruv Mpu OpPOHXOJETOYHBIX OOOCTPEHUSX,
XPOHUYECKUM KHILIEYHBIM BOCHAJIEHUEM Y JI€TE€H, KaK MPaBWIO, Pa3BUBAECTCS
OEJIKOBO-IHEPreTUYECKasi HEJOCTATOYHOCTh, KOTOpas SBISAETCA KAaK YacCThIM
CUMIITOMOM, TAaK W OCJIOXXHEHHUEM 3a00JieBaHMs. YCTAHOBJIEHA MpsAMasl CBA3b
HEJIOCTATOYHOCTH MNUTAaHUS C  QYHKIUEH JIETKUX, TDKECTbIO  TEYCHUS
MYKOBUCLIMJI03a, YaCTOTOM HH(PEKUMOHHBIX  OCIOXHEHHH, KayecTBOM U
IPOAOIKUTEILHOCTHIO KU3HU 0016HOTO [175]

5.1 Opranuszanusi NUTAHKUS JAeTell ¢ MyKOBHCIUA030M HA MEPBOM IOy KU3HH
5.1.1. Ouenka BJAMSHHUSA IPYJIHOT0 BCKAPMJIMBAHHMS HA HYTPUTUBHBIN CTATyC
NANHEHTOB U TeYeHHe MYKOBHUCIIH/1032 (PeTPOCIIEKTUBHbIH aHAIH3)

OnTuMalbHbIM MHUTAHUEM JUId peOeHKa, HauuHas C MEepBbIX JIHEH KHU3HH,
SBJISIETCS TPYJTHOE MOJIOKO - BaXKHBIN (DAKTOP MOCTHATAIBHOIO META00IMYECKOTO U
MMMYHOJIOTHYECKOTO IIPOTPAaMMHUPOBAHMS €T0 340POBbs, KaK B IETCKOM BO3pacTe,
TaK U JanbHEHIen »u3Hu. Jloka3zaH BRICOKMNA HYTPUTUBHBIA U (PYHKITMOHATHHBIN
NOTEHIMaJ  TPYAHOrO  MOJOKa, MOATBEPKIAIOIIMNA €ro  OHOJOTrHYecKoe
IIPEUMYLIECTBO U NPUHLMIIHAIBHYI0 HE3aAMEHHUMOCTh JUISl aJE€KBATHOIO POCTa U
pa3BUTHS KaK 370pOBOTO, TaK ¥ 00JBHOTO pedeHka [7].

Coxpanenne rpyaHoro BckapmiuBanus (I'B) upe3Bbl4ailHO BaxHO MAJis
peOeHKa, CTpajalIero MyKOBUCHUA030M. OHO cmocoOCTBYeT OOECHeueHuto
ONTUMAJIBLHOIO HYTPUTUBHOI'O CTaTyca U IIOJOKUTEIBHOIO MMMYHHOI'O OTBETA,

CHIDKAET 4acTOTy OOOCTPEHMH M MOIAEPKUBACT (PYHKIIMH JIETKUX B CTAOMILHOM
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COCTOSIHUU, TEM CaMbIM 00OecreurBaeT OJaronpusiTHIN NporHo3 3adoneBaHus [73].
B cBsi3u ¢ 3TUM JIeTH TIEPBOIO Toj/ia KU3HU ¢ MYKOBUCIHI030M, IO BO3MOXKHOCTH,
JIOJDKHBI TIOJTy4aTh TPy IHOE MOJIOKO [16].

JIJ1sl OIIEHKY BIMSIHUS TPYTHOTO BCKAaPMJIMBAHUS M €TO MTPOIOJDKATEITLHOCTH
Ha TeueHue 3a00JIeBaHUS M HYTPUTHUBHBIA cTaTyc Aeteil ¢ MB, a Takxke Ha
pa3BUTHE OCJOXXHEHUH OBbUIO TMPOBEICHO aHKeTupoBaHue 60 wMarepei 22
MaJbYMKOB M 38 MeBOYEK OOIBHBIX MYKOBUCIIHI030M. CpemHU BO3pACT MaTepen
Ha MOMCHT POXKAeHHs pebeHka coctasisut 27,4+5,54 ner (min — 18 jer, max - 38
net). O6pamano Ha cebs1 BHMMaHue, 4yTo Haumbosee yacto (23/38%) pebOenka ¢
MYKOBHCLIHI030M ObUIH pOkIeHbI OT Matepel ctapuie 30 et (tabnuma 5.20).

Tab6muma 5.20

Bo3pact maTepeii Ha MOMEHT POXKACHUSI pe0eHKA ¢ MyYKOBHCIIHI030M

Yucno Bo3zpacr

marepedt | momoxke 20 met | 21-25 ;mer 26-30 net crapmre 30 et
n (%) 5 (9%) 16 (26%) 16 (27%) 23 (38%)
|\ ES Y 19,24+0,57 22,77+0,52 27,7+0,42 34,27+0,77

[TomaBnstomee OoapimMHCTBO (56/93,3%) 1OeTeil pOAMIHCH B CPOK, C
HOpMaJIbHOUM Maccoit Tena, 3 (5%) - mpexaeBpeMenHo (1 pebeHok — Ha 36 Hexene,
2 nperedt w3 nABoMtHM — Ha 34 Hemene recrauuu), 1 (1,7%) pebeHok ObLI
MEePEHOIIICHHBIM.

IIpu poxxnenum cpeansisi Macca tena (3336+142,5 r) m jnuHa Tena
(51,240,52 cM) meTteit COOTBETCTBOBAIM BO3PACTHBIM MTapaMETPaM.

B pomunsHoM gome y 13 (22%) neredi Obuta BbISIBJICHA CIEAYROIIAs
NaTOJIOTHS: BpOXkAeHHas nmHeBMOHMS - Y 5 (8,3%), achukcusa - y 3 (5%) nmereid,
BpPOXKJIeHHbIN runotupeo3 - y 1 (1,7%) pebenka. BaxkHO oTMeTHTBH, UTO cpasy
nociae poxaenus y 4 (6,7%) ngeredt Obula JUArHOCTUPOBAHA KHUIIEYHAs
HEMPOXOJAUMOCTh, MEKOHUAJIBHBIM WIIEyC, U3 HUX 3 OOJBHBIM MOTPEOOBAIOCH

XUPYPTUUECKOE BMEMIATEILCTBO, | PEOCHOK MOTYyYHII KOHCEPBATUBHOE JICUCHUE.

[IpeacTaBisiio  MHTEpPEC  OLIGHUTHh  PACHPOCTPAHEHHOCTh  TPYAHOIO

BCKapMJIMBaHUA B YCJIOBUAX POAHUIIBHOI'O JOMaA. yCTaHOBJIeHO, 4dTO YK€ C IICPBbLIX
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nuer xu3Hu 9 (15%) nereit mo pa3HbIM IpUYMHAM ObUIHM JIMIIEHBI BO3MOKHOCTHU
NOJIY4YEHUs] MATEPUHCKOTO MOJOKa. XapakTEepUCTHKAa TPYAHBIX JETed C

MYKOBHCITHI030M IpeJicTaBieHa B Taomuie 5.21.

Tabmuma 5.21

XapakTepuCTHKA JIeTell ¢ MyKOBHCIIHI030M MOCJI€ POKIEHUSA

Yucno gereu

ITapameTpsr MaJIbYMKH (N=22) neBouku (N=38) Bcero (n=60)
n % n % n %
HenonoueHHOCTH - - 3 79 3 5
POKIEHHE B CPOK 22 100 |35 92,1 57 95
CpCaHsss Macca Teia 3393,8+116,03 3279+162,6 3336+142,5
IIPU pOXKACHUH (T)
CPCAHS ATHHA 50,9+0,77 51,6+0,62 51,240,52
MIPU POXKACHUH (CM)
3a00JI€eBaHUS [IPU POXKJICHUU:
- BPOX/ICHHAsI [THEBMOHUS 5 9 3 79 5 933
- acukcus
-BPOKJICHHBII THIIOTUPEO3 2 9 1 2.6 3 20
- KUIIIEYHAsI HETIPOXOIUMOCTh, 1 4,5 - - 1 1,7
MEKOHHUAIIbHBIN Uiieyc
3 13,6 1 2,6 4 6,7
TPyAHOE BCKapMIIMBAHUE 19 86,3 32 85 51 85
B pomuTbHOM JioMe (%)

ITo pe3yibTaTaM AaHKCTHUPOBAHUA B 3aBUCHMOCTH OT IMPOJOJIKUTCIbHOCTH

IPpyAHOTO BCKapMuBaHus Jietd ¢ MB Obutn pacripenenensl Ha 3 rpymibl (Tabauma

5.22).

B rpynmy A Bonuio 13 (22%) manuieHTOB, U3 HUX 9 AeTel ¢ poKaeHHs ObLTH
Ha MCKYCCTBEHHOM BCKapMiMBaHuu: (7 AETeW MMENU MpU POXKACHUHN KaKyIO-TH00
MATOJIOTHIO. BPOXKICHHYIO IMHEBMOHMIO (4 peOeHKa), MEKOHHMAIbHBIA mieyc (3),
NPEXKIACBPEMECHHO POAMIINCh 2 pebeHka. OcrambHble 4 peOCHKAa IPEKpaTHIIN

IoJIy4aTb MaTCpUHCKOC MOJIOKO Ha 1 MECALEC KU3HHU.
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Tabmura 5.22

Pacnpenesienue gereii ¢ MyKOBMCUM/I030M HA TPyNIbI B 3aBUCHUMOCTH
OT NMPOAOIAKUTEILHOCTH IPYIHOI0 BCKAPMJIMBAHUSA

[TpoaomKUTETEHOCTD Hmeno zeren
['pymnmbet gereit e (n=60)
TPYIHOTO BCKapMIIMBAHUS o %
rpynmna A OtcyTtcTBHE 13 22
rpyrmna B oT 1 10 6 Mec 28 46
rpynma C CBBIIIE 6 MECSALIEB 19 32
Bcero 60 100

OCHOBHOI MPUYMHON OTKa3a OT TPYJHOTO BCKapMIIUBaHUS Yy 5 JeTeil Obuin
pPEKOMEHJAIMK Bpaueil MO0 €ro OTMEHE HU3-3a TaK HA3bIBAEMOI'0 «OTSTOIIEHHOIO
aHaMHE3a», TOJbKO 2 IETEN HE MOJIy4Yalu IPYJIHOE MOJIOKO MO CaMOCTOSITEIbHOMY
pelIeHnI0 MaTepH, y 6 MaTepell UMesia MECTO a- WJIA TUIIOTaJIaKTHS.

Ha pucynke 5.14 npeacraBiieHbl aHTPOIIOMETPUUECKHE TTOKA3ATENN JIETEN C
MYKOBUCIIUJIO30M B Bo3pacte | rtoma um 3 user (rpynma A). JlaHHbIE
CBUJICTEJILCTBOBAJIM O TOM, 4TO B Bo3pacTe | roma u3 13 nereit GOJIBIIMHCTBO
(10/76,9%) marmueHTOB MMEJIO HENOCTATOYHOCTHh muTaHus u3 Hux 1o 4 (30,8%)
nereii - HIT nerkoii [(-2)>BAZ<(-1)] u ymepennoii crenenu [(-3)<BAZ<(-2)], a 2
(15,4%) 6onbHbIX - HIT Tsxenoi crenenn [HAZ<(-3)]. K 3-M rogam >xu3HH 9UCIIO
6onpHBIX ¢ HII pa3Hoit cTeneHu TsKeCcThio CHU3WIOCH A0 9 (69,2%), U3 KOTOPBIX,
yucno aetedt ¢ HII nerxoit (4/30,8%) u ¢ Tspxenoit crenenbto (2/15,4%) octanoch
HEU3MEHHBIM, HO 3HAYMMO CHHU3WIOCH uucio OonbHbix ¢ HII ymepenHoi
cTeneHpro TskectH 10 2 (15,4%) mamuentos (p<0,005).

Baxno ormetutsb, uto y 2 (18,2%) nereit HyTpUTHUBHASA HEJOCTATOYHOCTD
[Z-score UMT/Bo3pact- (-1,23) u (-1,1), cOOTBETCTBEHHO]| ObLIa TUArHOCTUPOBAHA
B IEpPBOM MOJyroauu ku3Hu. OOpamraer Ha ceOs BHUMaHUE, 4YTO JUArHo3
«MYKOBHUCIIMI03» UM OBLI MOCTABJICH M0 HEOHATAIbHOMY CKPUHUHTY, OJIHAKO, YK
B CTOJIb paHHEM BO3pacTe OOJBHBIE MMENU MO 2 000CTpeHUs OPOHXOJIETOYHOTO

mnmponecca 1o 6pOHXI/ITI/I‘{eCKOMy WJIM THCBMOHUYCCKOMY THUITY.
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M otcyTtcTeme HIM B HIM nerkoi ctenexHn

1 HM ymepeHHo cTeneHn M HI Taxenow ctenenn

38,4%

30,8%  30,8%

15,4%  15,4%

1rogn 3roga

Pucynokx 5.14. OcoGeHHOCTM JUHAMUKH HYTPUTHBHOIO CTaTyca
neteii rpynnbl A (B 1 1 3 roga)

[Ipu ananu3e 4acToThl OOOCTPEHMII OPOHXOJETOYHOTO MpolEecca, CIEeayeT
OTMETHUTh, YTO B TEYEHHE MEPBOr0 roja >KU3HU Yy JeTed JaHHOW TpYIIbl ObLIN
3aperucTpupoBaHbl B cpeaHeM 3,42+0,64 obocTpeHus 0 OPOHXUTHUECKOMY WITU
MTHEBMOHUYECKOMY THITy, KOTOpPBIE 3HAYHUTEIHLHO YYaCTHIUCh K 3-X JICTHEMY
BO3PACTy U cocTaBiisuin B cpeadem 11£3,93 (p<0,005).

Hecmotpss Ha TO, 4TO y 2 [€Tel aHTPONOMETPUYECKHE IOKA3aTEelIH,
COOTBETCTBOBAJIM CpEAHE-BO3pAcTHBIM MapaMerpam (B Bo3pacte |1 roma BAZ
cocraBisin 0,15 m 0,2 coorBerctBeHHo, B 3 1toma BAZ Owmr 142 m 1,3
COOTBETCTBEHHO),  00OCTpeHHs]  OpPOHXOJEroyHOro  Tpolecca y  HHUX
PETUCTPUPOBATUCH JOBOJIBHO YacTo (6 1 OoJiee pa3 B TeUEHHUE 2-X JIET).

B moceBax ¢dapunro-tpaxeanbHoro acmupara y OombmmHCTBA (9/69,2%)
nerei (cpeauuii Bo3pact 7£1,08 neT) orMedancst BRICEB arpeCCUBHOIO MaTOTeHHA -
cuHerHorHon mamouku (Pseudomonas Aeruginosa). ITo mamabiMm KT opranos
rpyaHoit knetku y 11 (84,6%) namuenToB (cpennuii Bo3pacT 8,2+1,561et) Obuin
BBISIBJICHBI M3MEHEHMSI B BUJIC BBIPAXKEHHOTO MYKOCTa3a M PACHPOCTPAHCHHBIX

OpOHXOIKTA30B.
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Y nmammeHTOB Tpymmbl A (HE TONYyYaBIIUX MATEPUHCKOTO MOJIOKA)
OTMEYANNCh  CIICAYIOUIME  COMYTCTBYIOIIUE  OCIIOKHEHHsS:  HapyIICHHE
TOJIEPAHTHOCTH K Iioko3e (58%), uuppo3 mneuenu (30,5%), merounoe cepiie

(10%) (pucyHok 5.15).

B OTCYTCTBYIOT B IMppo3 NEYECHHU

JETOYHOC Ceralc u HapylmieHUs TOJICPAHTHOCTH K ITIFOKO3€

58%

39% 37,7%
35%

30,5%
25,5% 23,5%
10%
2,6%
0%
rpynmna A rpynna B rpynmna C

Pucynok  5.15  ComyrcrBywmme  3a00ieBaHusi 'y  00JBbHBIX
MYKOBHCHHMI030M B 3aBHCHMOCTH OT NPOAOJKMTEIHLHOCTH TPYJAHOIO
BCKAPMJIMBAHMS

Knunuueckuit npumep: Manvuux E.P., 5 mecayes. Pebenok om 3 6epemennocmu,
npomexasuieltl Ha (QOHe MOKCUKO3a, 2 NnpedxtcoespemMeHHblX pooos Ha 34-35 welerne.
Huaenos myxosucyuoos [eenomun: 1677delTAOW1282W/, nezouno-kuweunas gopma,
msadcenoe  meyeHue. Xpouuueckuti  Opouxum. Xpouuueckas —NAHKpeamuyecKkas
HeoocmamoyHocms — msoiceno  cmenenu. lunompogus 3 cmenenu. Jluaenos
«MYKOBUCYUOO3» ObLI 8bICMABIEH 6 pe3yibmame  NON0HCUMENbHO20 HEeOHAMAIbHO20
CKpUHUHea, oOHaKo, 0azoeas mepanus He Ovlia HasHauena. B 5 mecayes eec 4300,
pocm 60cm. WAZ = -486 HAZ = -2,32 BAZ = -5,13. B acnupame 6vicesaemcsi
Pseudomonas aeruginosa. Peberok HaxoOuncsi Ha UCKYCCMBEHHOM GCKAPMAUSAHUU C
POAHCOEHUSL MOJIOYHBIM NPOOYKMOM «Tamuy: epyoHoe ckapmauganue OmmeHeHo aeqauum
8PAYOM NO MECMY JHCUMeNbCMEd.

Ilpu nocmynnenuu 6 Hauie omoeneHue peOEeHOK Obll KOHCYIbMUPOBAH OUENON020M.
Hauamo xopmnenue cmecvlo Ha ocHoge cuoporuzama 6enka ¢ 6KIOYeHuem cpeoHe-
yenoyeunvix mpuzauyepuooe 50% e cocmase orcuposoco komnonenma no 120 mn
(pazsoounu uz pacuema 4 mepuvie noxcku Ha 110mn 600wt)- 8 paz ¢ cymku. [anee 8
payuon Oviia 86edeHa 0Oe3MONOUHHASA KAuld, PA36e0eHHas HA CMeCcU-2Uoporu3amd,
oobasnenuem 2,5 M pacmumenbHo20 Macid.

THooxknoueno uacmuunoe napeHmepanrvbHoe numanue u3 paciema 54 Kkan/ke, O
docmudicenus obweeo kanopasica 140 kkan/ke x cym, komopoe npooondxicanocs 10 ouell.
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B 2211 mec: WAZ = - 1,48 HAZ = -2,68 BAZ = +0,37 - coxpansemcs xpounuueckas
HYMPUMUBHASL HeOOCMAMOYHOCb (2UNOCMamypa,).

I'pynmy B coctaBunu 28 nereit ¢ MykoBuciuao3oM (12 manpyukoB u 16
JIEBOYCK), KOTOPHIC HAXOIWINCh HAa TPYJHOM BCKapMJIMBaHUM OT 1 70 6 MeCsIIEB,
€ro CpeAHss MPOJIOJDKUTEIBHOCTh cocTaBmia 2,5+0,03 mecsma (Min — 1 mecsi,
max — 5,5 mecsien). Jlokopm Obu1 BBesieH ¢ 3+0,5 mecsieB (min - ¢ poXKIeHUS,
max - B 5 MecsIIeB).

BbonsmmnacTBO 26 (92,9%) nereir ponunuck 6e3 ocioxknenuid, y 1 (3,6%)
pebeHka Obljla TUarHOCTHPOBAHA BHYTPUYTpPOOHAs MHEBMOHUS, €II€ Y OJHOTO —
THTIOTHPEO3.

B Bospactre 1 roma momoBuna aereit (15, 53,8%) mumena HopMambHBIM
HYTPUTUBHBIN cTatyc. Y 7 60ibHBIX (25%) otmevanacs HII ymepenHoil crenenu
[(-3)<BAZ<(-2)]; mo 3 (10,7%) nereit umenu serkyrwo [(-2)>BAZ<(-1)] wm
Tsokenyto xponudeckyro HIT [HAZ<(-3)]. B Bo3pacre 3 ser yBenuumiaoch a0 21
(75%) umcno OONBHBIX C HOPMaJbHBIM HYTPUTHUBHBIM CTaTyCOM; OCTaJIOCh
Hen3MeHeHHBbIM yuciio aereit ¢ HII nerkoit crenenu (3, 10,7%) u mo 2 narueHTa

(7,1%) 60ompabIX ¢ HIT ymMepeHHOM 1 TSXKe0# cTerneHu (pucyHok 5.16).

B otcyTcTeme HIN B HI nerkou cTeneHun

HIM ymepeHHOI cTeneHun B HIM TAxenon ctenexu
75,1%

7,1% 7,1%

lrog 3roga

Pucynok 5.16 Oco0eHHOCTH ITMHAMMKHA HYTPUTHBHOIO CTAaTyCA JeTeil

¢ MyKoBucunI030M rpynnsl B (B 1 u 3 roaa)
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B rpynne B BeiceB Pseudomonas Aeruginosa ycranosieH y 11 (39,3%)
MalMeHTOB, IEPBUYHBIN BHICEB OTMEUEH B CpeAHEM B Bo3pacte 6,5+1,29 ner. V 17
(60,7%) netelt (cpenuuii Bo3pact 6,6+1,6 5eT) B moceBax (papuHTO-TpaxeaabHOIO
acmipaTta BCTpedajgach MeHee arpeccuBHas Quiopa - Staphylococcus aureus wu
Haemophilus influenza. ITo nanaeM KT opranoB rpymHO# KIETKH, HEOOpATHMEIE
u3MeHeHus: Obutn HaljeHsl y 12 (42,9%) mnauueHToB (CpelHUil BO3pacT
10,274+2,130eT) (6pouxo3kTa3bl —y 10 gereid, Oyisl — y 2 OOIBHBIX).

Yucno obocTpeHuii B roJ B cpeaHeM coctasisuio 2,5+0,76 (min — 0, max —
10), k Bo3pacty 3-X JIET OHO YBEJIMYMBAJIOCh B cpemHeM 1o 3,93+1,15 (min -0,
Max—15). BbIsIBIEHBI CTATUCTUYECKH 3HAYMMBIC PaA3JIMUuUS MEXKAY YHUCIOM
00OCTpeHHUI y IeTe, KOTOphIE HE TIOJydalid IPYJHOE MOJIOKO (Tpynmna A) U TeMH,
KOTOpPBI€ MOJydaJld TPYAHOE MOJIOKO 110 6 MmecsueB (rpynmna B): B rpynmne aetei,
He nony4yaBmux ['B, obocTpeHus: OPOHXOJIETOYHOTO IMpolecca OTMEYAINUCh B 3
pasa garie (p<0,02).

N3 pucyHnka 5.18 cinemgyer, 4To B JAHHOM Ipynmne Cpeaud OcCioKHeHuit MB
npeoOnamgan 1uppo3 nieueHu (45%), Ha BTOpOM MecTe - HapyIICHUE
TOJIEPAHTHOCTH K Tiitoko3e (37,7%).

B rpynny C 6su10 BrIItOUeHO 19 nereit ¢ MB, koTopsie mogydanu rpyJaHoe
MOJIOKO Oosiee 6 mecsies, B cpeaneM 9+0,43 mecsie (Min - 7 mecsmes, max — 36
MecsitieB). Bece netu aToit rpymnmsl poauck B cpok, y 2 (10,5%) nmereit B pomax
3apeructpupoBana achuxcusi, y 1 (5,3%) pebenka quarHocTUpoBaHa KUIIEYHAsS
HEIMPOXOJUMOCTh, KOTOpasi pa3pemniach KOHCEPBATUBHBIM TyTeM. Jlokopm B
IUTaHKE JeTel ObLI BBeACH B cpeareM B 5+0,98 mec (Min- 1 mec, max- 9 mec).

AHaM3  aHTPONOMETPUYECKHMX  MHAEKCOB  MOKa3zal, 4rto  Z-SCore
NMT/Bo3pacty B Bo3pacte 1 rona cocraBui B cpeanem (-0,29)+0,55, a B Bo3pacte
3-x net: (-0,04) £0,4, 4TO COOTBETCTBOBAJIO HOPMAJIbHBIM CPEIHUM BO3PACTHBIM
MTOKAa3aTeIIsIM.

[IpencraBneHHbie HAa pUcyHKe 5.17 maHHBIC CBHUIETEILCTBYIOT O TOM, UTO B
Bo3pacte 1 roma Gomee mosnoBuHbI (10, 52,6%) ManMeHTOB MMETHW HOPMAJBLHBIN

HYTPUTUBHBIN cTaTyc, v 3 (15,8%) OonbHbIX oT™Meuanack HII nerkoit crenenu [(-
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2)>BAZ <(-1)],y 4 (21,1%) nereit — HI1 ymepennoii crenenu [(-3)<BAZ<(-2)], a
y 2 (10,5%) - HII tsoxenoii crenenn [BAZ<(-3)]. K 3-M rogam >KH3HH YHCIIO
OOJIBHBIX C HOPMAJIbHBIM HYTPUTUBHBIM CTaTycOM yBenuuuBaiachk 10 14 (73,7%).
Yucno manueHToB ¢ HII nerkoit crenenu ocTajoch HEM3MEHEHHBIM, a YMCIIO JIETeH
(2, 10,5%) ¢ HIT ymepenHoii crenenn yMeHbIIHIOCH B 2 pa3a (p<0,005).

Ha MoMmeHT aHKeTHpOBaHHUs, U3MEHEHHUSI, XapaKTepHbIE JIJISI MyKOBHUCIIH103a
(OponxdKTa3el, dopmupoBanue Oy, (GuOpo3upoBaHWE JIETOYHOW TKAHHU), IIO
nanabIM KT peructpuposanucek y 50% nerei.

BriceB Pseudomonas Aeruginosa u3 MOKpPOTHI WU (hapUHTO-TpaxeaabHOTO
acmupaTa yCTaHOBJICH Y TIOJIOBHUHBI TAIMEHTOB JTAHHOMW TPYIIIbI, BIIEPBHIC BBHICEB
CHUHETHOWHOW MaJIOYKH OTMedayics B Bo3pacte 8 jieT 6 mecsmeB £1,56 (min — 3

rojaa, max - 12 ner).

B otcytctBue HM M HIM nerkoi cteneHn M HIM ymepeHHoM cteneHn M HI TAXeNoWM cTeneHn

73,7%

52,6%

21,1%
15,8%
10,5% 10,5%

1ropg 3roga

Pucynok 5.17 Oco0eHHOCTH TUHAMUKH HYTPUTHBHOIO CTAaTyCa JAeTel ¢
mykoBucuuao3oM rpynnsl C (B 1 u 3 roga)

B tedenue nepBoro rojyia )Ku3HU OPOHXOJIETOYHBIE 0OOCTPEHHMS Y MAIIMEHTOB
rpynnbl C peructpupoBanuch B cpeanem 2,5+0,8 pasa B roa, kak u rpynne B. A B
Bo3pacte 3 ner - 4,5+1,03 paza, yTo TakKe 3HAUYMMO MEHBIIIE [0 CPABHEHUIO C

JNeTbMHU, HE NOoJy4aBIIMMU rpyaHoe BckapmimBanue (P<0,02). Cpenu nereit
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rpynnbl C Ha MOMEHT aHkeTupoBaHus 35% TMAIMEHTOB HE HUMEJIM TaKux
COINYTCTBYIOIIUX OCJOXHECHUM, KaK HAPYIICHUE TOJEPAHTHOCTH K TJIIOKO3E,
JIETOYHOE Ceplie, IUppo3 neueHu (pucyHok 5.18).

Knunuueckuit npumep:. Manvuux Q.K., 5 nem. Pebenox om 3 bOepemennocmu, 2
cpounvix pooos. Juacnoz mykosucyuoos [eenomun: F508del/F508del/, necouno-
Kuweunas gopma, cpedHe-msdceioe meyeHue. XpoHuueckuil Opouxum. Xpouuueckas
NAHKpeamuueckas HeOOCMAamoyHOCMb MANCENO0l cmenenu. /[uacno3 «MyKosucyuoo3y
OvL1 nocmasnen 6 sozpacme 1 mecaya. Pebenok Haxoouncs Ha 2pyOHOM CKAPMIUBAHUU 6
meueHue 2,5 nem. B eospacme 1 200a ommeuancs HOpMATbHblL YposeHb L-SCOre
UMT/so3pacm (0,6), x 3-m eo0am ykazauuwiii nokazamenv cocmasasin 0,32, umo
c8UdemenbCmaeosano 00 adekeamuom guzuieckom pazeumuu. K 5 remunemy 6ospacmy y
pebenka He O0blI0 3apecucmpupo8ano HU 00HO20 OPOHX0-11e20UH020 000CMpPeHUsl,
OMCymcmeosal evices VCILOBHO NAmMo2eHHol @ropul.
Takum 0Opazom, MONCHO KOHCMAMUPOBAMb, YMO OIumenlbHoe epyOHOe 8CKAPMIAUBAHUE,

Komopoe nojiydal pe6€HOK, ABUTIOCb  BAIHCHBIM ¢Cle0pOM, cnocobcmeosasuiuM
6ﬂa20npuﬂmH0ﬂ4y mev4yeruro Mykoeucuudos'a.

B Tabmuue 5.23 mpexacraBieHbl OTAAJIECHHBIE PE3YJIBTATHl BIUSHUS
IIPOJIOJKATEIBHOCTH TPYIHOIO BCKapMIIMBAHUS HA TEUEHHE MYKOBUCIUA03a U

HYTPUTUBHBIN CTATYC JAETEN.

Takum 00pa3om, HYTPUTHUBHBIN CTaTyC JeTed, HE MOIYy4YaBLUIUX TPYyIHOE
MOJIOKO, KaK B Bo3pacTe 1 roga, Tak M B 3 rojaa ObLI HUXKE CPEAHEBO3PACTHBIX
CTaHJAApPTOB B OTIMYME OT TAUUEHTOB, HAXOAMBIIMXCA Ha TPYIHOM
BckapmumBanuu (r=0,56 , p<0,05).

AHanu3 [aHHBIX AHKETHPOBAHUS II0KA3aJ, 4YTO Yy JETEed C POXKICHHUS
HAaXOJMBILIMXCS Ha MCKYCCTBEHHOM BCKapMIIMBaHUM YHCIO 00OCTpeHUI
OpOHXOJIETOYHOTO Tporecca ObuT0 3HaUUMO Oosbire (P<0,005) mo cpaBHEHUIO C
JE€TbMHU, KOTOpBIE MOJy4aJld TPyAHOE MOJIOKO. BMmecte ¢ TeM, He OOHapyKeHO
JIOCTOBEPHBIX PA3NIUYUI MEXAY YUCIOM OOOCTpEHHM y JAeTei, MOIydyaBIIMX
IPyJIHOE MOJIOKO MEHee 6 MecsIeB WiH cBbiie 6 mecsies (p>0,1).

[Ipu ananu3e MoceBOB MOKPOTHI U (hapUHIO-TpaxealbHOTO acnupara y
neteit u3 rpynn A u C oGHapyXeHa JOCTOBEpHAast KOPPEIISALUSI MEXY CPEAHUM
BO3pacTOM IEPBHYHOTO BbiceBa Pseudomonas Aeruginosa B 3aBHUCUMOCTH OT

BrJa BCKapMJIMBAHUA W IMPOAOJDKHUTCIIBHOCTH I'PYAHOTI'O BCKAPMIIMBAHUSA: YEM
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JUTUTENIbHEE JIETH MOyYald MaTepUHCKOE MOJIOKO (Oosiee 6 Mec), TeM Mo3/Hee

U3 UX MOKPOTHI BhICEBaJIaCh CHHETHOWHas nanodka (r=0,68, p<0,005).

Ta0muma 5.23

Biusinue npoo/LKUTEIbHOCTH TPYAHOT0 BCKAPMJIMBAHUS

Ha TCHCHUEC MYKOBUCIIMA03a " HyTpI/ITI/IBHLIﬁ CTaTyC NaliMeHToB

['pynmsl manueHToB ¢ P
[Toxazarenu MYKOBHUCITUI030M
A B C
cpenHue
AHTPOITIOMETPUYCCKUE
IIOKa3aTelIu:
B Bo3pacte | roma
- WAZ (macca/Bo3pacrt) | -2,26+0,79 | -0,81+0,4 | -0,76%0,65
- HAZ (poct/ospact) | -2.98+0.98 | -0,12+0,47 | -0.2320.58 |Pac<0.001
- BAZ (MMT/Bo3pacr) -1,4+0,8 | -1,04+0,56 | -0,52+0,61 P£<0,005
B BO3pacrte 3 JieT
- WAZ (macca/Bo3pacrt) | -1,35+0,85 | -0,89+0,3 | -1,03+0,44
_HAZ (poct/sospact) | -2,75£0,76 | -1,1120,36 | -0,94+0,39 | PAe<0:05
- BAZ (MMT/Bo3pacr) -0,8+0,98 | -0,27+0,31 | 0,12+0.4
CpPEIHUM BO3PACT
MEPBUYHOIO BhICEBA 7£1,08 6,5+1,29 8,6£1,56 | pac<0,005
Pseudomonas
Aeruginosa, (roib1)
gucio oboctpernit MB: | 4,8+0,73 2,83+0,7 2,6+0,87 | pa<0,001
B 1 rox 3,4240,64 2,5+0,76 2,5£0,8 | pac<0,001
B 3 roja 11+£3,93 3,93+1,15 4,5£1,03 | pasc<0,05
ocioxHeHust MB
Ha MOMEHT
anketupoBanus, (%)
- OTCYTCTBYIOT 26,7 30,2 35 Peca<0,001
- HapyIICHHUE - - -
TOJICPAHTHOCTH K 58 37,7 23 Pac<0,001
TJIFOKO3€ Pa-8<0,005
- ISTOYHOE CEeP/IIIe 10 2,6 - pa-8,c<0,005
- IUPPO3 TICUCHH 30,5 39 25,5 p>0,05

Baxno OTMCTUTDB, YTO Y I[CTCI‘/JI, JJIUTCIBHO II0JIY4aBIIUX T'PYAHOC MOJIOKO,

ropasio pexe BCTPEHAIMCh COIMYTCTBYIOIIME 3a0oJjieBaHMs. bbuia BbIsSBIEHA

KoppesiouAa MEXKAY MIUTCIbHOCTBIO I'PYAHOrO BCKapMJIIMBAHUSA W Pa3BUTUCM

HapyIICHUs TOJIEPAHTHOCTH K TUIIOKO3€ y JeTeil B Oojiee crapiieM BO3pacTe: uYeM
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NPOJOJDKUTENbHEE ObLIO TPYJHOE BCKAPMIIMBAHUE, TEM DPEXE BCTPEYATUCHh ATH
Hapymenus y nereit (r=0,50 , p<0,001). Takoe oclio)KHEHHE KaK JIETOYHOE Cep/lLie
HE OTMEYAJIOCh Yy JeTel, MOJy4YaBIIUX MAaTEPHUHCKOE MOJIOKO MO CpPaBHEHHIO C
JeTbMH, KOTOpbIe ero He noiydanu (p<0,005).

5.1.2 OGocHoBaHHe M Pa3padoTKa HOBBIX MOAXOA0B K OPraHU3alUH

NMUTAHUSA 00JbHBIX C MYKOBHCHHUI030M IMEPBOIo rojia ;KU3HN

B pabote mpenctaBisiio OONBIION MHTEPEC U3YYUTh B3aUMOCBSI3b MEXKIY
OCOOCHHOCTSIMU THTAaHHUS peOCHKa Ha TEPBOM TOJy >KU3HH, HYTPUTHUBHBIM
CTaTyCOM U TSDKECTbIO TEUYEHHUS MYKOBHUCIIMI03a C IEJIbl0 ONTUMHU3AIUU
JTUETOTEPAITNH.

[Tox nHaGmronenueM Haxomwics S1 peOEHOK ¢ MYKOBHUCHH030M TEPBOTO
roja *u3Hu, u3 HuXx 29 (56,8%) manpunkos, 22 (43,2%) - 1eBOYKH.

TskecTh TedeHUsT OCHOBHOro 3aboneBanusi mno mkaide IlIBaxmaHa-
bpacunbna y 17 (33,3%) aereit Obliia paciieHeHa Kak cpenHe-Tsokenas, y 1 (2%)
OTMEYEHO TshKeNoe Teuenue, 33 (64,7%) maruenta umenu jerkoe (25/75,8%) nam
yaoBieTBopuTenbHoe (8/24,2%) TeueHne MyKOBHUCITH103A.

XpoHHUecKasi BHEITHECEKPETOpHAsl TMaHKpeaTH4ecKas HeI0CTaTOYHOCTh
ycraHoBieHa y 46 (90,2%) mauuMeHToB, MO NOBOMY KOTOPOW OHHU MOJy4asld
3aMECTHUTENIbHYIO (DEPMEHTHYIO TEepamuio.

AHanu3 aHAMHECTHYECKUX JTaHHBIX TOKa3ajl, 9TO OOJBITUHCTBO JETEH, Kak
JIEBOYCK, TaK U MaJIbYUKOB POJMIOCH OT 2 OepemeHHOCTH. DU3HOIOTHYECKOE
TeYeHUue OCPEeMEHHOCTH OTMEYECHO TONbKO Yy 47,5% wmarepeir neBouek u 65,% -
Majgb4uKOB. TedeHne OepeMEHHOCTH ObUIO OCIOXHEHO recto3oM B 13,7%
ciydaeB. OOparraet Ha ce0si BHUMaHUE OOJIbIIasi 4aCTOTa BCTPEUAEMOCTH aHEMUH
oepemenHbix (23,5%). Bce ngetu ObUIM  3a4aThl €CTECTBEHHBIM IyTEM,
BCITOMOTATEIIbHBIE PEIPOTYKTHBHBIC TEXHOJIOTHH HE HCIIOIb30BAJUCH.

BonbmuHcTBO (88,2%) AeTel poauiioch B CPOK, CO CPETHUMHU MOKa3aTeIIsIMU
Maccel Tena: Manpuuku (3125,2+154 r1p), neBouku (3368+182,3 rp) u pocra:
51,2+0,58 cm u 51,940,67 cM COOTBETCTBEHHO, YTO HAXOJWJIOCh B Mpenesiax

CPEIHEBO3PACTHBIX CTaHIAPTOB. PaHbliie cpoka poaunuck 6 (11,8%) nereil.
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[Tocne poxxnenust y nered yacto nuarHoctupoBaiachk achukcus (23,5%), a

Takke BpoxaeHHass mnHeBMOHUs (11,8%). BaxHO OTMETUTH, 4YTO KHUIIEYHAs

HEIMPOXOJAUMOCTh U MEKOHHUAJBHBIN mieyc ObuiM BblsiBIeHB Y 3 (5,9%) nereit

(Tabnuia 5.24).

Tabmuma 5.24

AHaMHecTHYeCKHe JaHHbIe JeTeli ¢ MykoBucnnao3oM (N =51)

Mausburku (N=29) JHeBouku (N=22) Bcero (n=51)
[TapameTpsl
n % n % n %
bepemeHHOCTB:
-1 9 31 6 26,3 15 29,4
-2 12 41,4 9 39,5 21 41,2
-3-5 8 27,6 7 34,2 15 29,4
Teuenune 6GEpeMEHHOCTH:
- ¢pusHoIOTHYECKOE 19 65,5 10 474 29 56,7
- TeCcTO3 3 10,3 4 17,6 7 13,7
- aHEMHUSA 5 17,2 7 30 12 23,5
- yrpo3a npepblBaHus 2 7 1 5 3 6,1
- DKCTPAKOPIIOPATBHOE
OTLIIOJIOTBOPEHUE - - - - - -
ObocTpeHns XpOHUYECKUX
3a00JIeBaHUl y MaTepH
- TaCTPUT 7 2 8 36,4 15 29,4
- nuenonedput 1 5 3 13,6 4 7,8
- TUIIOTUPEO3 1 5 - - 1 2
POXJIEHHE B CPOK 26 89,7 19 86,8 45 88,2
HEIOHOIIEHHOCTE 3 10,3 3 13,2 6 11,8
CPEATBI Macea Tefa Pl 312524154, 3368+182,3 332441077
poxaeHu (T)
CPEAVI UTHHA TP 51,240,58 51,940,67 51,18+0,52
POXKIEHHUH (CM)
3a0o0JieBaHuUs IPU
POXKICHUH:
- BpOKJICHHAs ITHEBMOHUS 2 9 4 10,5 6 11,8
- acukcus 3 11 8 21 12 23,5
-BpOKJIEHHBII THIIOTUPEO3 1 4,5 - - 1 2
-KHIIIeYHAs
HEMPOXOIUMOCTb, 2 9 1 2,6 3 5,9
MEKOHUAJIbHBIA HIICYC
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HecMmoTpss Ha TO, 4YTO MaccOBbIii HEOHATaNbHBI CKPUHUHT HA
MykoBuciu03 B Poccuiickoit ®@enepauun BHeapen ¢ 2006 roma, auarHos y
HaOJIoAaeMbIX JeTe ObUI MOCTaBJIEH IO CKPUHUHTY MEHEE, YeM B IOJOBUHE
ciyqaeB  (47%). Cnemuduyeckas CHUMOTOMATHKAa - MEKOHUAIBHBIN WIIEYC,
MO3BOJIIIA YCTAHOBUTH JaHHOE 3a0oseBanue y 2 (4%) npereir. OcrambHbIM 25
(49%) manueHTaMm AUarHo3 ObLJI YCTAaHOBIIEH B T€UEHHUE MEPBOIO Toja *U3HHU Ha
OCHOBAaHHH KJIMHUYECKON CUMITTOMATHKU: CHIDKCHHE alleTUTa ¥ MacCO-POCTOBBIX
noKasatelield, pa3BUTUE CHHJIpoMa TiceBlo-bapTepa, peuuauBupyronme OpoHXO-

JieroyHble 3a0oeBaHus, quapes (tadnmma 5.25).

Tabmauna 5.25
PacnpenejieHue maleHTOB ¢ MYKOBHCIMI030M B 3aBUCUMOCTH

OT BO3pacTa MOCTAaHOBKHM auarno3a (N=51)

OcHoOBaHMs JUIs1 TOCTAHOBKH JUarHosa
Bospacr HCOHATAJIbHBINA CKPUHUHT KJIMHUYECKass CHMIITOMATHKA
n % N %
5-10 guen 24 47 2 4
2 - 10 mecs1ieB - - 25 49

B wuccnepoBanuu npussuio ydactue 19 (37,3%) nmereit B Bo3pacte a0 3
Mmecsites, 8 (15,7%) mamuenToB B Bo3pacte 4- 6 mecsaneB u 24 (47%) O0MbHBIX
BTOPOTO TIOJYTOAUs JKU3HH. PacmpejieiieHue MAIlMEHTOB ¢ MYKOBHCIIHIO30M ITO

BO3pACTy MpU MOCTYIJIEHUU B OT/AEJICHUE MIPEACTABICHO B Tabnuie 5.26.

Tabmuma 5.26

PacnpeneneHne aeTen ¢ MYKOBHCHHU/TO030M B 3aBHCHUMOCTH OT BO3pacrta

Yucno gereit (N=51)

Bospact n %

1 mecsr 2 4
1-3 mecsma 17 33,3
4-6 mecs1ieB 8 15,7
7-10 mecsreB 12 23,5
11-12 mecsres 12 23,5
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Ha wMomeHT oOcnenoBanus 3HauuTenbHoe uucio (20/39,2%) nereit
MOJTYYaJIA UCKITFOYATEIIEHO MAaTEPHHCKOE MOJIOKO, HA CMEIIIAHHOM BCKapMIITMBAHUHU

Haxonwiuchk 15 (29,4%) nanuenTtoB, Ha uckyccTBeHHOM - 16 (31,4%) - Tabmuia

5.27.
Tabmuma 5.27

Pacnpenesnenue gereil mepBoro roja >KU3HU ¢ MyKOBHCIIMI030M

B 3ABUCHMOCTH OT BH/JIA NMOJYYA€MOI'0 BCKAPDMJINBAHUA

Uucno nereit (n = 51) , monyyaBmux BCKapMJIMBaHUE:
I'pynaoe CMmemanHoe HCKYCCTBEHHOE
Bospact (ﬁy: 20) (n = 15) (= 16)
n % n % n %
1-3 Mmecsma 12 60 2 13,3 2 125
4-6 mecs1a 6 30 8 53,3 4 25
7-12 mecsreB 2 10 5 33,4 10 62,5

Takum 00pa3om, MpH MOCTYIUIEHUH B cTaninoHap OonbimuHCTBO (31/60,8%)

MNangueHTOB ITOJy4daJIi CMCIIAHHOC NJIN HCKYCCTBCHHOC BCKapMJIMBAHHC.

B rnaBe 4 ObUIO MOKa3aHO, YTO CPEAM JAETEM BCEX BO3PACTHBIX TPyNIl B
HaOMOaBIICCST HaMU KOTOpTe, HMMEHHO Y JieTell MepBOro TrojAa KHU3HU
HAOJIIOAAIMCh HAUXYIIIKME aHTPOIIOMETPUUECKHUE MTOKA3aTeNu.

OneHka HYTPUTUBHOIO CTaTyca I[OKa3zaja 3HAaYUTENIbHbIE KOJIeOaHUs
anTponomeTpuueckux unaekcoB: WAZ ot -5,49 no 1,22 (cpennee 3HaueHue -
1,8+0,18), HAZ — ot -5,79 no 2,84 (cpennee 3nauenue - -1,04+0,17), BAZ ot -
6,25 no 1,52 (cpemnee 3Hauenue - -1,6+£0,19). Ilpu »TOM OBLIO BBHISBICHO
OTHOCUTEIBHO Oonbinoe uyuciao nered (23,45,1%), UMEBIIMX YMEPEHHYIO H
TSOKEIYI0 CTENEeHb HEIOCTATOYHOCTH MHUTaHMs, U3 HUX 6 (26,1%) Ha rpynHoMm
BckapmiuBanuu u 17 (73,9%) - Ha CMEmIaHHOM WIH HUCKYCCTBEHHOM

BCKapMJuBaHuu (Tabsmia 5.28).
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Tabmura 5.28

3HaYeHHsI AHTPONOMETPUYECKHX HHIEKCOB Yy JieTeil ¢ MyKOBHCIMI030M
MePBOro roja »KU3HMU MPHU MOCTYNJIEHUH B CTAIIMOHAP

Tianasos AnTpornoMmerpuueckre nuaekcenl (N=51)
IoKas3aresen WAZ HAZ BAZ
(Bec/Bo3pact) | (mmHA/BO3pacT) (MMT/Bo3pacT)
M+Mm -1,8+0,18 -1,04+0,17 -1,6£0,19
Munumym -5,49 -5,79 -6,25
Makcumym 1,22 2,84 1,52
Me -0,82 -1,23 -1,55

Cpenu mpuYrH TaKOTO MOJIOKEHUS HEOOXO0IMMO OTMETUTh CIICTYIOITHE:

- MEHee TOJIOBHHBI JeTrel ¢ MB, JauMarHoCTUpPOBaHHBIX MO HEOHATAIBHOMY
CKpuHHUHTY (47%), C UeM CBsI3aHO MO3HEE HAYAJIO JICUCHUSI,

- OTMEHA TPYJIHOTO BCKApMIIMBAHUS BpadaMH «I10 METUIIMHCKUM TIOKa3aHUAM»: B
34%

- ICKYCCTBEHHOE BCKapMJIMBaHKE HEQTANTHPOBAHHBIMU MOJIOYHBIMH MPOAYKTaMHU
(kopoBbe MOJIOKO, Keup, TaH, aiipaH) 46% WM agallTUPOBAHHBIMH CMECSIMH C
HU3KUM cojiepxkanuem oOenka (<1,2 r/100 mi) 32%

- HECBOEBpEMEHHOE (ITociie 6 MecsIIeB U 103)Ke) BBeAcHUE TpuKkopMa 69%

- MPUKOPM OJIFogamMu ¢ «o01ero» croja (6opii, mios u T.11.) 80%

- HeMpaBWJILHO TOJ0OpaHHAS/HEAOCTATOYHAS JO3WPOBKA TMAHKPEATHICCKUX
dbepmenToB 22%

- OTCYTCTBHE JIOMTOJTHATEIILHOTO Ha3HAUCHHUS KUPOPACTBOPUMBIX BUTAMUHOB 55%.

Panee HamMu OBLIO yCTaHOBIICGHO, YTO JICTH, IMOJYYaBIIUE TPYIHOE MOJIOKO,
UMEIOT 0oJiee BBICOKHE TOKa3aTenu (DU3UYECKOTO Pa3BUTHS U HU3KYIO YacCTOTY

OpOHXOJICTOYHBIX 00OCTPEHUH IO CPaBHEHUIO C MJIAJCHIIAMH Ha MCKYCCTBCHHOM
BCcKapmuiiBaHuH. [Ipu mocTymieHnn B KIMHUKY MAaTEPUHCKOE MOJIOKO TTOJTHOCTHIO
WIM YaCTUYHO ToNydaiud 35 AeTeil, 4TO TO3BOJSET MPEANOJIOKHUTh, YTO OHO
OKa)XeT OJIarONpHUsATHOC BIMSHUC HA HYPUTHUBHBIN CTaTyC M TCUCHHUE 3a00JICBaHU.

Bcem nersiM, HaxoAMBIIUMCS Ha TPYJHOM U CMEIIAaHHOM BCKapMIIMBaHUH,

10 BO3MOXHOCTH, CTapaJuCb €ro COXpPaHHUTb. ]_I.TI}I 9TOIr0 HYTPHUIOHUOJIOTOM -
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CHCIMAUCTOM 10 TPYAHOMY BCKapMIIMBAaHHWIO MPOBOAMINCH Oecembl C
KOPMSIITUMHU MaTepsMHU O TOJIb3€ TPYTHOTO MOJIOKA JJisi pebenka ¢ MB, akTuBHO
NPUMEHSJIM KOMIUIEKC MEp, HANpaBJICHHBIX Ha YJIYYIICHHWE JAKTaIlldU: YacThle
MPUKJIaAbIBaHus peOCHKA K Tpyau 0e3 OrpaHWYCHUsS] BPEMEHU KOPMIICHHS, B TOM
YHUCJIe B HOUHOE BpEeMsi, TOOUYEPETHOE TIPHUKIIAIBIBAHNE K OJTHOM M IPYTOM TPYaH 3a
OJTHO KOpMJICHHWE, KOpMJIEHHE peOeHKa W3 OJHOH TpPyAH C OJHOBPEMEHHBIM
CIIS)KMBAaHUEM JPYTOM TPYIW; HCIOIH30BAHWE KOHTPACTHOTO OyIla W JIETKHHA
Maccak MOJIOYHBIX JKeJie3; MpueM Tropsiuero Hanmutka (200 mir) mepen KopMICHHEM
B COUYETAHHH C TETJIBIMH KOMIIPECCAMH Ha 00JIaCTh MOJIOYHBIX XKeEJe3.

BcenenctBue T1spkenoro cocrosHuss 'y 4 (20%) mamueHToB, KOTOpOE
BBIPKAJIOCh B O0IIEH Ci1abOCTH, OJBIIIKE B TOKOE, CEpACYHO-IErOYHON
HEJI0OCTaTOYHOCTH, HEMPOTYKTHUBHOM BSIJIOM COCAaHWH, MCIOJB30BAIA KOPMIICHUE
CIIe)KCHHBIM HaTUBHBIM MAaTCPUHCKHM MOJIOKOM M3 OYTBHUIOYKH WJTU Yepe3 30H/I.

HezaBucumMo ot TOoro, BCkapMiIMBajcs peOCHOK HEMOCPEACTBEHHO U3 TPYyIU
MaTepH WIIN CIEKEHHBIM MOJIOKOM Tepe] KaXKIbIM KOpMJICHUEM criexkuBamn 5-10
MJ MaTEPUHCKOTO MOJIOKa, K KOTOpPOMY JOOaBIISId  MHHHUMHKPOCQEpPHI
naHkpeatuyeckoro gepmenTa (B cpenneit nozuposke 3400 Ex o numasze/kr x cyT)
Y JaBaJIM B Ha4aje KOPMIICHHSI.

B nexperupoBaHHbIE CPOKH BBOJMIIN BHICOKOOEIKOBBIE BEICOKOKATOPUIHBIC
MPOIYKTHI PUKOPMA.

Hcnonb3yst  BBIICTIEPEUNCIICHHBIC TOAXOABI, OOMbmIMHCTBY  15(75%)
marMeHTaM TEPBOTO  TMOJYroAWsl OJKW3HM  YAQJIOCh COXPaHUTh TPYIHOE
BCKapMiuBanue, u 9(60%) — MaTEepUHCKOE MOJIOKO B COCTaBE CMENIaHHOTO
BCKapMJIUBAHHUSI.

Knunuueckuit  npumep: Jlesouka YA, 4 2o00a. Juaenos: Myxosucyuoos
[F508del/CFTRdele2,3 (21 kb)/, necouno-xkuwmeunas popma, cpeone-msicenoe meuenue.
Xponuyeckuti 6poHxum. XpoHuyeckas naHKpeamuieckas HedoCmamoyHoCmb, Maiceiou
cmeneHu. Xponuueckutl NOAUNO3HbIU PUHOCUHY CUM.

Om 1 bepemennocmu, 1 CpoUHLIX HEOCIOHNCHEHHBIX CAMOCMOSAMENbHbIX p0008 Ha 38
Heoene, e6ec npu poocoenuu 2800 e, oauna 50 cm, nociepodosviii nepuod bOe3
ocobennocmeti. Ha epyoHom eckapmausanuu Haxoouiacsy 00 6 mecsayes.

B 6o3pacme 2 mec mama 3amemuna pazicudtCeHHulll dcupHuiil cmyn 4 — 5 pasz 6 OeHb.
Tocoa owce nomyuenvl pezyibmamvl HeoHamanvHo2o ckpununea (UPT 87,75 wne/mn —
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NOJIOJNCUMENILHO) U  NposedeH NOmosvli mecm (xa0pudvt noma 97 mmoav/n —
nonoxcumenvHo. Bnepsvie cocnumanusuposana ¢ HMHUI] 300posvs demeti M3 PD 6
so3pacme 3 mecayes; eec 5,7 ke WAZ =+0,83 HAZ =-1,711 BAZ =+0,21; moeoa dnce
3aghuxcuposan nepsuunvill ebiceg Pseudomonas aeruginosa, ewisisniena XpoHuueckas
namKpeamuyeckas  HeOOCMAmoO4HOCMb — MANCEeNOU  CmeneHu  (naHKkpeamuveckas
anacmasza-1 xana ,<50 wmxe/e) Hasznauena 0a3zo6as MmeOuKameHmo3Hasi mepanus,
BKIIOYUABWIASL  AHMUOUOMUKU — 6/8 (C  OalbHeUWwUM NnepexooomM HA  UHATAYUU
KOAUCMUMEMAama Hampus), MyKOIUmMuKy, naukpeamuveckue 3amenumenu (7575 Eo no
Jaunaze/ke X cym), Hupopacmeopumvie SUMAMUHbl, evinauearue p-pom Pumeepa (150
mn/cym). llpukopm 6eeden 6 4,5 mecaya (Mon0uHbIE KAUU CO CTUBOYHBIM MACIOM, Odjlee
080UHOE NIOpE C MACHBIM NIOPE U PACHUMEbHBIM MACTIOM.

B sospacme 2 2 1 mec — sec 10,9 ke pocm 86 cm. WAZ =-0,72 HAZ =-0,46 BAZ =-0,7.
TIonyyaem payuonanvrhoe numanue, hepmenmo-3amecmumenvuyro mepanuio 7798 Eo no
aunaze/ke x cym. llamocennas muxpogropa u3z nocesa MOKpPOmMbl He BblCEBAEHICS.
Obocmpenuii 6POHX0-1€204H020 Npoyecca He HAbIOaAN0Ch.

B 6o3pacme 4 nem: scanodvl npu nocmynieHuu: peokue 3nU300bl KAuLisi ¢ MOKPOMOLL.
Jlesouxa axmusena, 3anumaemcs Kunesumepanueu. Annemum xopowuu. Cmyn
peayaapHulll, ogopmien, be3 npusnaxkos cmeamopeu. llpu ayckyrsmayuu: dicecmroe
ovixaHue, xpunog Hem. Kusom He ygenuuew, msekuil, 6ezbonezennvii. Ileuensv y Kpas
pebeproii oyeu. Cenesenxa ne narvnupyemcs. Bec 13,2 ke pocm 96 cm. WAZ =-1,52 HAZ
=-1,65 BAZ =-0,7.Iloces mokpomwi: Staphylococcus aureus. KT opeanos epyomoii
NONOCMU: NPUSHAKU XPOHUYUECKO20 OPOHXUMA.

Cmewannoe u UCKYCCME6EHHOE 6CKapmiueanue

B nuranmm 11 (35,5%) nmanueHTOB, HAXOAMBILKXCA HA CMEIIAHHOM H
MCKYCCTBEHHOM BCKapMJIMBAaHUHM M WMEBIINX aJeKBAaTHOE (PU3UUYECKOE Pa3BUTHE
(BAZ=-0,78+0,34), wuCHoJb30BaIM  aJaNTHPOBAHHBIC  MOJIOYHBIE  CMECH,
COOTBETCTBOBABILIKE UX BO3PACTY, B KAUECTBE JOKOPMA MJIM OCHOBHOTO MUTAHUS.

[Ipn cpegHeTsKEOM W TSOKEIOM HYTPUTHBHOM  HEIOCTATOYHOCTH,
yctaHoBieHHOU y 17 (54,8%) 6onbubix (BAZ= -3,25+0,54), Ha3Ha4amu MOJIOYHBIC
CMECH C TIOBBIICHHOW KBOTOW O€idKa M DHEPTOIEHHOCTHIO, C BKIIOYCHHEM
CPEIHEIeTIOYCUHBIX TPUTIHNIIEPUIOB, B TOM YHCIE CHEIHATU3UPOBAHHBIE CMECH
JUI. HEJOHOLIEHHBIX M MayloBecHBIX Jereil. K ykazaHHbIM npoaykram 8
NaneHTaM, TOJy4YaBIINM MACCHBHYIO aHTHOAKTePHAIBHYIO TEpamnuio, ObLTH
n00aBIeHBl aJaNTUPOBAHHBIE KUCIOMOJIOUYHBIE CMECH B CYTOYHOM OOBEME 0
30%. JIByM JneTsM B CBSI3U C BBIPQXEHHHBIM KHILIEYHBIM CHUHAPOMOM Oblia

Ha3zHa4Y€Ha CMCCb Ha OCHOBEC IrHpoJjn3aTa MOJIOYHOI'O Oeka.
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[Ipu nerkoil HEITOCTATOYHOCTH IMUTAHUS, KOTOpas OTMeuanach y 3 jnerei
(9,7%), koTOpble HAXOOUIUCh HA CMEIIAHHOM BCKAapMJIMBAHUHM, B KaueCTBE
JIOKOpMa TPUMEHSUTM  CHEIUATU3UPOBAHHBIE CMECH Il HEJOHOIICHHBIX H
MaJIOBECHBIX JICTEH.

[TanueHThl ¢ XPOHUYECKOW MAaHKPEATHUECKON HEAOCTAaTOYHOCTHIO (28, 90%)
MOJTy4yajad 3aMECTUTENIbHYIO Tepanuio MaHKpeaTHYeCKUMH (EepMEHTaMUu B BHUJIC
muHuMHKpochep B mo3e ot 2500 mo 4000 Ex mo numasze/kr B CyTKH, 4YTO
coctasisiio 2800 — 3500 Ex mo numase/ T kupa B MOJIOKE/MOJIOYHON CMECH.

Crnenyer moauepKHYTh, UTO BCE MAIMEHTHI ¢ MyKOBUCIIUI030M U OCOOEHHO
JIETU TIEPBOTO T'0J1a )KU3HU HCIBITHIBAIOT MMOBHIIICHHBIC IIOTPEOHOCTH B DHEPTUU U
Oelike MO CpPaBHEHHUIO CO 3JIOPOBBIMU JIETbMH, a TaK)Ke€ HMMEIOT YBEIWYCHHBIC
noTepu xJyopa u Hatpus (Tabiuua 5.29).

Tabmura 5.29

CpaBHuTe/IbHAS OLIEHKA NMOTPe0JIeHUsI JHEPTUU U 0eJIKa Y 310POBbIX
neTel M JeTeif ¢ MyKOBHCIIHI030M MEPBOro roaa skusum [17]

WNHrpenuent
Bospacrt
benok (I/kr B CyTKH) DHeprust (KKaJI/KT B CyTKH)
OT POXKJICHUSA 310POBBI 310POBBIN

oonpHON MB
peOeHOK peOeHOK

2,2-2,9 3-4 (710 6) 110-115 130-200

oonpHOU MB

no 1 rona

[TotpeOHOCTH B XJIOpHAE HATPHsS 3aBUCAT OT MAacChl Tela peOCHKa H
TEMIIEPATYPbI OKPYXKAIOIMIEH Cpebl, YTO 00s3aTeNIbHO JAOKHO YYUTHIBATHCS MpPU
JIOTIOJITHUTEJILbHOM BBEJICHUU B PaIlMOH MTOBapeHHOU coiu (Tabnuna 5.30).

B Buny orcyrctBus B Poccuiickon dPenepanuu CrenHAIA3UPOBAHHOIO
NPOJYKTa I BCKapMJIMBaHUA JAeTell mepBoro roga ¢ MB nHamu pazpabortan
«Crnoco0 BCKapMJIMBaHUS JI€T€ pPAaHHErO BO3pacTa, OOJbHBIX MYKOBHUCIIMIO30M)

(ITatent na u3obperenue RU 2639450 C1 ot 21.12.2017).
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Taomura 5.30

MunuMaabHbIe CyTOYHbIE MOTPEOHOCTH B COJIH

y AeTeil ¢ MyKOBHCIHI030M IEPBOro roaa sku3um [17]

Macca Tena pebeHka
Temneparypa MEHEE 5 KT 5—10 kr
BO3/yXa B | OOJbHBIE | 30POBBIE | OOJBHBIE | 3IOPOBbIE
MOMEIIICHUH MB JIeTH MB JIeTH
MuHUManbHbIE CYTOUYHbIE TOTPEOHOCTH B COJIU

20°C 0,5r - 0,8r -

25°C I,5r - 2T -

30°C 28T - 4 1 -

3a OCHOBY B3fiTa CIEHMAIN3UPOBAHHAS CMECh [UIsl HEJOHOLIEHHBIX H
MmanoBecHbIXx gered «Hytpunak Ilpe» (3AO «Hupanpum»), coctaB KOTOpOH
COOTBETCTBYET NOTPEOHOCTSIM peOEHKa ¢ MyKOBUCLIHUI030M TIEPBOTO I0/la KU3HHU:
COJEPKUT TMOBBIIIEHHOE KOJMYECTBO O€Ka M HSHEPruu, JETrKOyCBOSEMbIE

CPEIHELENIOYEYHBIE TPUIVIMLEPUABL, JOKO30I€KCACHOBYK) KHUCIOTY, OJIHAKO
MPOJYKT TPeOYET NOMOJHUTEILHOTO BBEICHHSI XJIOpUIa HATPHUS.

B cBA3u ¢ yeM Hamu OBUIO NPEAJIOKEHO Pa3BOJIUTH YKA3aHHYIO CMECh B
COOTBETCTBHM C UHCTPYKIMEN MPOU3BOIUTEINS, HO MPU 3TOM YaCTh BOJbI 3aMEHSTh
Ha CTepWIbHBIA (Qusnonorudeckuii pactsop (0,9% pacTBop Xjopuja HATpHs) C
y4eTOM TeMIIepaTypbl BO3AyXa B MOMEIICHHH M MAacChl Tena OOJIbBHOTO peOeHKa
(Tabmuma 5.31).

Pa3zpaboranHblii croco0® BCKapMIIMBaHUSA ObLI HCNOJb30BaH Hamu y 10
MAMEHTOB MEPBOTO TOJIA XKU3HU C TSKEIBIM TeueHneM MB, cpelHer U TsKenon
CTEIEHbI0 HYTPUTUBHOW HEJIOCTATOYHOCTH. KpaTHOCTH KOPMIIEHUI COCTaBIISIA OT
7 mo 10 pa3 B cyTku, 0€3 HOYHOIO MEpEpPbIBA, O0BEM KAXKIOTO KOPMIICHHUS
paccUuThIBAIA B 3aBUCUMOCTHM OT BO3pacTa peOEHKAa U  BBIPAXKEHHOCTH

HCOOCTAaTOYHOCTH ITUTAaHMA.
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Tadmura 5.31

CyTouHoe kon4ecTBO pacTopa 0,9% xopuaa HaTpusi B 3aBUCHMOCTH
0T Bo3pacTa pedeHKa U TeMIepaTtypbl Bo3ayxa™

Cyrounoe koimuectBo 0,9% pactBopa NaCl B mit
Temmneparypa B 3aBUCHUMOCTH OT MaccChl Tesia peOeHKa (Kr)
BO3AYXa 70 5 KT 5-10 xr
B ITOMEIICHUH
20°C 60 M 90 M
25°C 170 mn 230 M
30°C 280 ma 450 mn

*[larent Ha uzooperenne RU 2639450 C1 ot 21.12.2017

Bce netn xopomo npuHUMaK yKa3aHHOE MUTaHUE, HA3HAYEHHYIO MOPLHUIO
ChEJJAJIM MTOJIHOCTBIO, IEPEHOCUMOCTD IPOAYKTA OblIa XOPOLIEH, aJUIEPIrHUECKUX U
JUCHENTUYECKUX peakluii 0TMEUEHO He Obu10. MecsiuHble MPUOaBKU Macchl Tela
kojebanuch ot 520 rpamMm 10 1050 rpamm, 4TO MO3BOJIMIIO YCTPAHUTH TSKEIBIE

IMPOABJICHUA HCOAOCTATOYHOCTU ITMTAHHA Y 8 IIGTCﬁ " IIOBBICHUTH CpCIIHI/Iﬁ HHICKC

BAZ no -0,78+0,43.

Knunuueckuit npumep: /lesouka M.M., 7 mecayes. Pebenok om 3 bGepemennHocmu, 2
npexcoespemMeHnbix po0os, nymem Kecapesa ceueHusi, Ha cpoke 36 Hedenv. Macca mena
npu poxcoeruu 2500 ke, onuna mena 47cm. Oyenxa no wikane Aneap 4/5 6anna. J{uacnos
mykosucyuoos [eenomun: 1677delTA/L677delTA/, recouno-kuwmeunasn popma, msicenoe
meueHue.  Xpounuueckuti  Opowxum. J[H2cm  Xponuueckas  nanxpeamuueckas
Hedocmamounocms  msdicenon cmenenu. Cunopom ncesdo-bapmmepa. 3aodepoicka
ncuxo-momopuozo pazeumusi. benxkoso-snepeemuueckas nedocmamoyHoCms mANCENOU
cmenetu.

Jluacnosz «mykosucyudos» Ovin nocmasnien 6 eozpacme 4 mecayes No KIUHUYECKOU
cumnmomamuke. Bnepsvie 6 6o3pacme 7 mecayes oOviia ocnumanusuposarna 6 O®I'AY
«HMUI] 300posvs oemetiy Munzopasa Poccuu. Ilpu nocmynienuu 6 KIUHUKY macca
mena 3100 e, pocm 62 cm (BAZ< -5,0), umenuce evipasicenHvle 31eKMPOIUMHbBIE
Hapyuienus. Jlesouke Obll yYCMAHOBIEH HA302ACMPATIbHBIL 30HO U HAYAMO IHMEPATIbHAS
numanue cmecvio «Hympunax Ilpe», 6occmanoénennoii no pa3pabomaHHol HAMU
MemoouKe, ¢ UCNONb308AHUEM HACMUYHO @u3uonocuyeckoeo pacmeopa, no 30 ma
Kadicovle 3 uaca 6 couemanuuy ¢ 4acmuyHbvlM NapeHmepalbHblM numanuem (8 meueHue
2 Hedenw), nocie ue2o 003a npoodykma ovlia nocmenenro ygeauvena 0o 110 mn 6 00HO
KOpMAEHUe U 8 MAKoM obveme dHmepaibHoe numanue npoooaxcanocs euje 14 owneii. Ha
MOMEHM BbINUCKU U3 cmayuoHapa pebenoxk npubasun 6 macce mena 1540 e,
NEeKMPOIUMHbIEe HAPYUeHUsl OblIU Kynuposanvl. Pexomenoayuu no nogoody pacuiupeHus
payuona ovLiu 0ansl 01 8bINOJHEHUs. UX 0oma. B eospacme 1 200, macc mena = 7 ke,
pocm 66,5cm,. 6 1,6 200a, macca mena= 9,5ke, pocm= 69,5cm, BAZ nosvicuncsa oo
+0,46. Taxum ob6pazom, Ha pone Koppekyuu payuoHa nNUMAHUs OMMeYaIdAch
HOPpMAnu3ayus UHOeKca Maccovl mena no OMHOULEHUIO K 803DACIY.
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Opzanu3zayus npuKopma npu MyKosucyuoose

Ha oCHOBaHMHM HaKOIUIEHHOTO OMNbITa B CXEMy INpPUKOpMA [JETAM C
MYKOBHCIIMJI030M HaMH ObUIM BHECEHBI KOPPEKTUBBI, OTpakeHHbIe B IIporpamme
ONTUMHU3AalMM BCKAPMJIMBAHUSA JETEM IIEpBOro roja Ku3Hu B Poccuiickon
®epneparuu (2019 1).

OCHOBHOM LIElbI0 MPUKOPMAa SBJISJIOCH OOECIEUEHUE MOBBILICHHBIX
noTpebHOCTe pedeHKa ¢ MYKOBHMCLMIO30M B DJHEpPruu U OejKke, B TMEPBYIO
ouepenb, 3a CYET MCIOJB30BAHMS Kalll IPOMBIIUIEHHOIO BBIITYCKA, CIMBOYHOIO M
pPacTUTENBHOTO Maces, TBOPOId, MSCHOIO IIOpPE, KOTOPhIE HAYMHAIM BBOJUTH B
MATaHUE JIETEN ¢ 4 MECSIYHOTO BO3pacTa.

[lepBpiMu Osr0gaMU MPUKOpMa ObUIM OOOTAIIEHHbIE MOHOKOMIIOHEHTHbBIE
Kallld MPOMBIIUIEHHOTO MPOU3BOJCTBA, Pa3BEJICHHBIE CLEKEHHbIM MATEPUHCKUM
MOJIOKOM WJIM aJalTUPOBAHHOW (CTEIMATU3UPOBAHHON) MOJIOYHOM CMEChIO,
KOTOpYIO moiydain peOeHok. B kamry mo0aBisuid TOMJIEHOE CIMBOYHOE MAacio.
Crnenyromum 0J11010M NPUKOPMBI ObUTH AETCKUH TBOPOT UJIM MSACHOE IMIOPE, BCIIE]
3a KOTOPHIMH B NHUTaHHE JA00ABIISIIM OBOIIHOE IIOpPE, PAaCTUTENIbHOE MAaco,
xenTtok. OObeMBbl NPOAYKTOB M OJIIOA IpUKOpMa 3aBUCSAT OT BO3pacTa U MX

nepeHocuMoctu (Tadnuna 5.32).

Tabmura 5.32

Oco0eHHOCTH HA3HAYEHUS TPUKOPMA JIeTsIM MePBOro rojaa Ku3Hu
¢ MYKOBHUCIIMI030M *

[IpoaykTel u G082 Bo3spact (mec)  [KomudecTBo (M1, I)
1 2 3
Kama 6e3momnounas 4** 50-180
CnvBOYHOE MacCIIo 4-5 1-5
PacturensHoe maciio 4-5 1-6
JleTckuii TBOpoOT 4-5 10-50
Mscnoe mrope™ 4555 5-70
XKenrox 5-6 Ya-1/2
OBorrHoe mope™ 56 50-180
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1 2 3
dpyKTOBOE MIOpE 7 10-100
Cyxapwu, x51e0 7-8 5-10
JleTckue KHCIIOMOJIOYHBIC HAITMTKU 50-200
(xedup, 6uokedup, orypr, 8-9
pSKEHKA)
Pr16HOE TIHOpE 8-9 5-60
* Kalm, OBOIIHOE MIOpe, MscHOE Mmrope noacanuBaiot (0,5-1 r conu/cyTkn).
**c n00aBIEHUEM CLIC)KEHHOT'O MaTEPUHCKOIO MOJIOKa, a/lalTUPOBAHHON

(crienManu3upPOBaHHO ) MOJIOUHOM cMecH, KOTOPYIO MOJIydaeT peOeHOK

Ha ¢one pa3zpaboTaHHBIX HaMH JAMETOJOTMYECKUX METOJO0B, BKJIHOYABIIUX

OIITUMH3aITU IO HCKYCCTBCHHOI'O

NOAJCPKKY  TPYAHOTO  BCKApMIIMBAaHUS,
BCKapMJIMBAHUSI U CXEMbI BBEACHUS MPUKOPMA, Y JIETEH MEPBOTO Tojia >KU3HU
OTMEYEHA TOJIOKUTEIbHAS JIUHAMHUKA CpeaHuX ZSCOreS aHTPONOMETPUYECKUX

MOKa3aTeNeu: NUMT/Bo3pact (BAZ) 3nHaunmo

CpeIHUI TIOKa3aTenab ZScore
yBenuumics ¢ -1,6+0,19 1o -0,67+0,23 (p<0,05) u 1OCTUT HOPMATBHBIX BO3PACTHBIX
BEJIMYMH 3a TNEPUOJ HAXOXKAECHUS B cTalumoHape. Bmecte ¢ teM y psga aerei
COXPaHsJIOCh CHUKEHHBIE TOKazaTenu (U3MYECKOTO pa3BUTHS, OJHAKO, 3a
yKa3aHHBIM NEpHUOJ UX aHTpornoMerpuieckue unjaekcosl (BAZ) Bospociau Ha 1,15
SD (ta6auna 5.33).

Tabnuna 5.33

OcHoBHbBIE AHTPOIMMOMETPHICCKHE MOKA3ATCIH aeren
C MYKOBHCIUI030M II€EPBOIo roga *KM3Hu

AnTtponomerpudeckne uHIEKCH (N=51)
Jnamna3on WAZ HAZ BAZ

nokasareJyei (Bec/Bo3pacr) (poct/BO3pacty) (UMT/Bo3pacry)
M+Mm -1,8 | -1,24 -1,04 -0,43 -1,6 -0,67

+0,18 |+0,32 +0,17 | 4029 +0,19 +0,23
MuHumMym -5,49 -4.2 -5,79 -3,98 -6,25 -5,1
Makcumym 1,22 1,67 2,84 2,76 1,52 2,02
Me -0,82 -0,55 -1,23 -0,67 -1,55 -1,22

*- pY TIOCTYIUICHUH; ** - TIPH BBIMHCKE
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Takum 00pa3oM, Hay4yHO-OOOCHOBAHHOE W MPABHIILHO OPTaHU30BAHHOEC
JedeOHOe MHUTaHWE JETeH C MYKOBHCIIMIO30M Ha TIEPBOM IOy KH3HU 3a CUeT
MaKCUMaJIbHO ~ BO3MOJKHOTO  COXPaHCHHMsS  TPYJHOIO  BCKapMIIUBaHWS,
WCIIOJIb30BaHUs CICIIMAIM3UPOBAHHBIX CMECEH ISl HeJIOHOIICHHBIX JETCH, B TOM
YHClie 3alaTeHTOBAHHOTO croco0a KOpPMIICHHS AETEed C MPUMEHEHUEM CMECH
«Hytpunak IIpe», a Takke CBOCBPEMEHHOEC Ha3HAYCHHE BBICOKOKAJIOPUHHOIO U
BBICOKOOEIIKOBOT'O MPUKOPMA CIIOCOOCTBYIOT YJYUIIEHWIO HYTPUTUBHOTO CTaTyca
narnueHToB ¢ MB u oGnerdaror TedeHue 3a00JICBaHUS, YTO MOBBIIIACT KAUYECTBO

J)KU3HU IETEHU U UX CEMEH.

I'maBa 5.2. OOocHoBanume u pa3padoTka HOBBIX IOAXOA0B K

OpraHms3alvu MUTAHUA 00JIbHBIX C MYKOBHUCIIH/I030M CTapme 0JJHOro roga

TpamuuuoHHBIE AWETHI W3 HATYPAJIbHBIX TPOIYKTOB B TOJHON Mepe He
MOT'YT OOECIEUUTh TMOBBIIICHHBIC MOTPEOHOCTH OOJBHOIO MYKOBHCIIMIO30M B
MTOJTHOIICHHBIM O€JIKe W dHepruu. BkiroueHne B jedeOHBIN pallioH COBPEMEHHBIX
CHEIUAM3UPOBAHHBIX CMECEH ISl JHTEPAJIBHOTO TUTAHUS B CPABHHUTEIHHO
HEOONBIIMX O00BEMax ITO3BOJIIET CYIIECTBEHHO ITOBBICUTH OHOJIOTHYECKYH0 |
MUINEBYIO [IEHHOCTh MX MHUTaHus [17]

[Ipu nocrynienun B cramuoHap 174 petsiMm ¢ MyKOBHUCIMAO30M CTapile
rojia, B COOTBETCTBHM C XapaKTepoM 3a0oJieBaHUs OblJa Ha3HaYeHa BO3pacTHas
CTaHJapTHAs MAAIIas TUETA.

Onenka (akTHUUecKoro TIMTaHWS TIOKa3ajga, 4YTO MHUTaHHE  ObLIO
OJTHOOOpa3HbIM U JCPUIIUTHBIM IO Ka4Ye€CTBEHHOMY COCTaBy U 1O KOJUYECTBY
ChCICHHOW TMMHIIM W3-3a M30HMpaTeNbHBIX IHUIIEBBIX  MPEANOYTCHHA W
COITYTCTBYIOITUX JTUCIECTITUYECKUX SIBJICHUM (CHMKEHUE amMMeTHTa BIUIOTH [0
aHOPEKCHH, TOIITHOTA, PBOTA, PACCTPONCTBA CTYJIa).

BrISBIICHO, UTO AETH OTJABaIU MPEAMOYTCHUS MaKapOHHBIM, KOHIUTSPCKUM
U3JIeTUsIM, BhIMeuke. KuciIoMomouHbie HAaTUTKHU, TBOPOT, MSACO M PBIOY, a TaKkKe
OBOIIM U (PPYKTHl MHOTHE M3 HUX MOTPEOISIIM B HEIOCTATOYHOM KOJIMYECTBE WJIU

COBCCM OTKa3bIBAJIMCh OT UX IIpHUCMA.
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Pacuersl  (pakTMuUeckoro - muTaHus ~ MOKa3add, YTO  OHO  ObULIO
pa3dalaHCUpPOBAaHO TI0O OCHOBHBIM TMHIIEBHIM BEIIECTBAM U OJHEprum. Tak,
YCTaHOBJIEH 3HAUUTENbHBIA A€PUINUT CYyTOUHOro noTpedseHus Oenka - Ha 22%,
xupa - Ha 29%, yrneBonoB - Ha 40%, sHepreTHyeckas [IEHHOCTh PAllMOHOB ObLIa
cHmkeHa Ha 39% 1Mo CpaBHEHUIO C PEKOMEHJIOBAaHHBIMU HOPMaMU MOTPEOJICHUS
[23], B TO BpeMst kak MOTPEOHOCTH B YKa3aHHBIX HYTPUEHTAX Yy ATUX JeTel B 1,2 —
1,5-2 pa3a BbIIIIe, 110 CPAaBHEHHUIO CO 3I0POBBIMH CBepCTHHUKaMU [175].

B cooTrBercTBUM ¢ 1LENpI0 HAcTOsEW paboThl  OBUIO IPOBEAEHO
UCCIIEJOBAaHUE MO ONTHUMM3ALMN PALMOHOB OOJIBHBIX C MYKOBHUCLHUIO30M 3a CUET
BBEJICHUSI  CIICHIMATU3UPOBAHHBIX  BBICOKOKAJIOPUUHBIX  BBICOKOOEITKOBBIX
IPOAYKTOB Ha MOJIOUHOM OCHOBE, KOTOpBIE JAlOT BO3MOYKHOCTb HEOOJBIIMM HX
00BEMOM BOCTIOTHUTH JE(UIIUT BAXKHBIX HyTPUEHTOB U SHEPTHUH.

[IpocniekTBHOE HAOMIOACHWE 3a TMAalMEHTAaMH C MYKOBHCIIUI030M,
NOJy4YaBIIUMHU JieueOHbIE MPOAYKThl HAa Ppa3IMYHOM OCHOBE (LEIbHBIA U
THJIPOJTM30BAaHHBIA MOJIOUHBIA OEJIOK) TO3BOJWIIO OLIEHUTh MX MEPEHOCHMOCTH,
2 PEeKTUBHOCT, U pa3padoTaTh PEKOMEHJAIMU IO HMCIOJH30BAHUIO YKa3aHHBIX
cMecel sl KOpPEKIUU HEIOCTATOYHOCTH MUTAHUS Pa3IMYHON CTENEHU TSKECTH C
MOMOIIIBI0 PA3JIMYHBIX CIOCOOOB BBEACHUS CMeced (CUMMHI WM HOYHAas
TUIEepaTMMEHTAlUs Yepe3 HU3KOMPOPUIBbHYIO TaCTPOCTOMY).

B wuccnemoBaHuM OBLTM HCIIOJNB30BAHBI  CIIEIUATN3UPOBAHHBIE CMECH:
oTreyecTBeHHOro npousBozacTBa «Hyrpusn Ilynsmo» u 3 3apyOexHBIX MpoayKTa

(«Knmunytpen FOunop», «Ilentamen FOunop», «Ilentameny) (Tabauma 5.34).

Jiist 00e3TMuuBaHus Ha3BaHUS MMPOTYKThHI OBUIH 3aKOIUPOBAHBI CJICTYFOIIAM
obpaszom (Tabmuiia 5.34).
Tabmura 5.34

HasBanue npoaykroB

IIponykTsl IIpousBoaurens, cTpaHa

[TpomxyxTt Nel Hytpusn ITynsmo 3A0 Hudanpum Poccus
IIpoayxt Ne2 | Knunyrpen FOHnop Hectne, llIBennapus
[TpoxykTt Ne3 [Tentamen FOHuMOp Hectne, [lIBeiinapus
[TponykTt No4 [Tentamen Hectne, lBennapus




XUMHUYECKUU

AHTEPAILHOTO MMUTAHMS TIPEACTaBIICH B Tabuie 5.35.

COoCTaB

HA3y4aeMBbIX
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CrIcOaJIn3UPOBAHHBIX

IIPOAYKTOB

Ta0muna 5.35

XapaKTepI/ICTI/IKa ClicInaJIN3NPOBAHHBIX cMecer

AJIA HyTpHTI/IBHOﬁ MOAACPKKHA Y 00JIbHBIX MYKOBUCIUI030M

(ma 100 M1 cMecH B CTAHIAPTHOM Pa3BeleHUHN)

Ha3Banue nmpoaykra

[Toka3arenb [Tpoaykt Nel | Ilpomyxt Ne2 | IIpomyktr | IIpomykt Nod
Ne3
PexomeHnnyembIit oT 3 neT u Ot 1 no Ot 1 no Ot 10 mer n
BO3pacT crapiie 10 et 10 et crapiie
. . TUAPOIU3AT MOJIOYHOTO
OcHoBa npoaykTa 1EIbHBIA MOJOYHBIN OeToK SertKa
benok, T 5,0 3,0 2,9 3,6
Kup, r 8,0 4,0 3,64 3,5
CLT, % 48% 17% 56% 70%
[MHXK, r 1,3 0,59 0,52 0,4
VrieBonasl, T 6 m.u. 8,2 13,4 14 11,2
caxaposa, 2 0,5 5,3 3,1 0,9
AAKmosa, 2 - <0,1 <0,1 -
DHepreTuyeckas 125 102 100 90
LEHHOCTb, KKaJl
OCMOJISIPHOCTB, 270 330 320 260
MOcwm/n
KUIKAs,
@dopma BBIITyCKa roToBai K Cyxas cyxas Cyxas
yHOTPEOICHHUIO
CMeCh

Kak BuaHO 13 Tabmuilel 5.35, Mo cCBOEMYy XMMHUYECKOMY COCTAaBY BCE CMECH

OBLIH BBICOKOKaHOpHﬁHBIMH, HMCJIN TTOBBIIICHHOC KOJIMYCCTBO JICTKOYCBOACMOTO

OCJIbHOTO MM THUAPOIMN30BAHHOIO 6€J'IKa,

MPEICTABJIEH

JICTKOYCBOsACMBIMU

CpeaAHCICIIOYCYHBIMHA

KUPOBOU

COCTaB Ha

17-70%

TPUTJULEPUIAMU,




109

KOTOpbIE VISl YCBOEHUSI HE TpeOYyIOT MPUCYTCTBUS JuNasbl. Bce mpoaykThl ObLIn
0€371aKTO3HBIMU.

Kunkuit nmponykt Nel s mepopaibHOro NMpUMEHEHHsI ObLT YIaKOBaH B
Tetra Pak mo 200 mn, maisg mutaHus OOJIBHBIX Yepe3 30HI WJIH TacTPOCTOMY
WCITOJIB30BAJIHM YIIAKOBKHU AaHHOTO mpoaykTa mo 500/1000 v B camocIagarommxcst
MaKeTax.

[Tponykter Ne2, Ne3, Ne4 nmpencrtaBisiian coOOH CyxHe MOPOIIKOOOpa3HbIE
CMeCH, yIlaKOBaHHBIE B xKecTssHbIe 0aHku 110 400 T.

[lepen Ha3HaUECHUEM CHEIUATM3UPOBAHHBIX MPOAYKTOB ObLIa MPOBEICHA UX
JIETyCTalusl, B KOTOPOM NpuHsUIM ydactue Jgetu ¢ MB um ux pomurenu. Mm
MpEIarajioch OLEHUTh BKYCOBBIE KAauecTBa CMECEHl: JNeTAM cTapiie 6 JIeT U uX
POAUTEINSIM TI0 5-TH OAJIITLHOM CUCTEME, ACTAM MJIaJIIe 6 JIET - O CUCTEME «eCT» -
«He ect». Ilo pesynbraram naeryctauuu OOIIMI CpeaHHIl Oall COCTaBISUL: IS
npoaykra Nel - 4,8, mms mpomykra Ne2 - 4.8, nms mpomykra Ne3 - 4,7, nis
npoaykra Ned - 3.7 (tabnuna 5.36).

Tabnuma 5.36

OpranosenTuyeckne XapakTepUuCTUKHN MPOXYKTOB MUTAHUS, KOTOPbIE
NPUHUMAJIY HA0JII0JaBIINECH NANUEHTHI C MyKOBHCIIHI030M

[TapameTpsl
Pametp mpoaykT Nel | mpoaykr Ne2 | mpoaykt Ne3 | mpomykt Ned
OLICHKH
J)KCJITOBAThIN, | MOJIOYHBIH, .
. . MOJIOYHBIH,
[BeT MOJIOYHBIN Oeblid, CBETJIO- o
. . YKEJITOBAThIMN,
MOJIOYHBIN KEITHIN
3amnax BaHWJIN BAHWJIU BAHWJIU BAHWJIN
Koncucrenuus OJHOPOJHAsl | OJHOPOAHAs | OJHOPOJHAS | OJAHOPOJHAs
Bxkyc . . . CJIeTKa CJIETKa
HEUTpaJbHBIN | CJIaJIKOBATHIN . .
TOPbKOBATBIA | TOPBKOBATHIN
PactBOpuMOCTH OPOAYKT
P poLy . xopo1as xopo1as Xopouas
KUJKUI
OO0mmit 6amn 4.8 4.8 4.7 3,7

beino IIOKa3aHO, 4YTO CMECHU Ha OCHOBEC IICJIBHOI'O OeJIka uMenu IMPHUATHLBIC
BKYCOBBIC CBOﬁCTBa, B TO BpEMA KaK HNPOAYKTbBI Ha OCHOBC T'HAPOJIM30BAHHOIO

MOJIOYHOTO Oenka O6JI&I[3JII/I CJICTKa T'OPbKOBATBIM BKYCOM.
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NudopmupoBaHHOe coriacue Ha y4acTUE B KIMHUYECKOM HCCIIEIOBAHUU T1O
oreHKe A(PPEKTUBHOCTH OOOTAMEHHBIX OHET 3a CUYET CHCIHATM3UPOBAHHBIX
MPOAYKTOB UTaHus nojanucanu 80 poaureneit u 23 nanyenTa crapiie 14 ner.

Jlis  BBIMOJMHEHHUS HAyyHOM palbOThl ObUT  HCMONB30BaH MPOTOKOI,
pa3pabotannbii B ®I'AY «HMUL] 3mopoBest nereit» Munzapasa Poccun,
0J100peHHbI Ha 3acenaHud JIOKAJIbHOTO HE3aBUCUMOTO STUYECKOrO KOMHUTETA
(mpotokost JIHOK Nel2 ot 06.12.2019).

PabGora mnpencraBisia coOOi  MPOCIEKTUBHOE, HEPAHIOMHU3UPOBAHHOE,
HEKOHTPOJMPYEMOE UCCIIEI0BAHNUE.

Kpumepuamu éKknioueHun A6AAMUCH:

— netu oboero 1mosia B Bo3pacte oT 1 1o 18 ner;

— HaJIM4YHME JMarHo3a «MYKOBHUCIHUIO03», YCTAHOBICHHOTO B COOTBETCTBUU C
Poccuiickum HanmonaneaeiM KoHceHCycOM «MyYKOBHUCIHIO3: OIPEIECICHUE,
JMarHOCTHYECKUE KpUTEpHH, Teparus», 2019 [27];

— Hanuyue HHGOPMHUPOBAHHOTO COTIIACHS POUTENICH/MalueHTa.

Kpumepuamu ucknrwouenua na ecex 3manax A61aauch:

— HeXeJaTeNbHbIE SIBJICHUST BO BpeMs HCIHOJIB30BAHUS CIICIIUATU3UPOBAHHBIX
CMECEH WIIA OTKa3 OT UX IPHUEMA.

Iopsinok Ha3HAYEHUS CHENUATUZUPOBAHHBIX MPOAYKTOB

OCHOBHBIMM TMMOKa3aHUSIMU K HA3HAYEHUIO TMPOJIYKTOB HHTEPATHLHOTO
MUTaHUS OOJIbHBIM MYKOBHCHHIO30M Oblla HemocTaTouHocTh muTanus (HIT)
Pa3IMYHONM CTEMEeHM TSHKECTH W HapyleHWs (PYHKIMOHAJIBHOTO COCTOSHUS
YKETyI0YHO-KUIIIEYHOTO TPAKTAa.

HyrtputuBnyto noajepxky mnonydanud 80 MAalMEHTOB C MYKOBHUCILHIO30M,
KOTOpbI€ B 3aBUCHUMOCTH OT OCOOCHHOCTEM HUX HYTPUTHUBHOIO cTaTyca OBbUIM
pacrpeeieHbl Ha 2 TPYIIIIbL:

I'pynny | cocraBumu 26 (32,5%) nereid ¢ OTCYTCTBHEM WIIM JIETKOM
HEJIOCTaTOYHOCTHIO MATaHMUS, OTCYTCTBUEM W HE3HAYUTEIbHBIMU

JUCIICIITHYCCKUMU SABJICHUSAMU.
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I'pynmy 1l coctaBuu 54 (67,5%) narpieHTa O CpeaHE-THKEION U TSHKEIOM
HYTPUTUBHOW HEIOCTATOYHOCTBIO, a TaKKe JCTH, WMEBIINE BBIPAKCHHBIC

raCTPOMHTECTUHAJIbHBIC HapyIIeHus (Tabmmma 5.37).
Tabmuma 5.37

XapakTepucTHKA AUCHENTHYECKUX ABJICHUH Y 1eTeH ¢

MYKOBHCIHI030M
CHMITTOMBI, | rpynma (n=26) Il rpynma (n=54)
COCTOSIHUE n % n %
Annerur:
- HOpMaJTbHBIN 22 84,6 8 14,8
- CHIDKECHHBIN 4 15,4 24 44,7
- aHOpEKCHUs - - 22 40,7
TomrHoTa, pBOTa - - 22 40,7
["acTponzodareanbHbIN
pedokc - - 12 22,3
JlnutenbHas nuapes - - 26 48,1
AOnoMuHaIbHBIE 00N 5 19,2 27 52,9

B Tabmuue 5.38 mokazano 4to, U3 26 neTedl ¢ OTCYTCTBHUEM WU JIETKOM
crenensto HII 19 (73%) nanueHTOB B KauecTBE HYTPUTHUBHOM MOIACPKKH
MOJTy4aIl CMECH Ha OCHOBE LIEJIbHOTO MOJIOUHOTO Oenka (mpoaykT Nel u mpomykT
No2), octanbnbie 7 (27%) — cMecu Ha OCHOBe ruapoau3ara 0enka (mpoaykT Ne3,
npoaykT Ned).

[TaruenTam co cpenHe-TsuKenon u Tsokenon creneHpio HIT (33/62%) waine
Ha3HayvaJ M CMECH Ha OCHOBE Tuiposn3ata Oenka (mpoaykT Ne3, mpoaykTel Ne4d).
OcranbHble neTh AaHHOM rpynmbl (21/38%) nonaydanu cMecu Ha OCHOBE IEJIBHOTO
MOJIOYHOTO OerKa.

CrienmaiM3upoBaHHBIE CMECH JIaBaJI ITyTEM CHUITMHTA — B KAYSCTBE HAITUTKA
MEJUICHHBIMH TJIOTKaMH W3 YalllKu WJIH 4epe3 COJIOMUHKY, a TAKKE BBOJUIIN Yepe3

racTpoctomy (Tabnuma 5.39).
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Taoauma 5.38

PaCHpCI[eJIeHI/IC I[GTGI\/JI C MYKOBUCTIMA0O30M, ITOJIYHaBIINX HYTPUTHUBHYIO IIOAACPKKY CIICHUAIIN3UPOBAHHBIMHU IIPOAYKTAMUA

B 3aBUCHUMOCTHU OT BO3paCTa U CTCIICHU HCAOCTATOYHOCTH MIUTaHUN

['pymma 1(n=26)

I'pymma Il (n=54)

[Tpoaykt Bo3spacrt nereii (1) Bo3spacrt nereii (1)
1-3 4-7 8-10 11-17 1-3 4-7 8-10 11-17
Nel - 2 2 2 - 3 4 7
Ne2 6 4 3 - 3 1 3 -
Ne3 2 1 2 - 5 5 5 -
Nog* - - 1 1 - - 6 12
Bcero 8 7 8 3 8 9 18 19

*- npoaykT Ne4 B COOTBETCTBHE C MHCTPYKIMEN Ha3Hayanu He panee 10 net




113

Tabmura 5.39

PacnipenesieHue 60JILHBIX C PA3JINYHOI CTeNEeHbI0 HAPYIIEHUSs
HYTPUTHBHOI'0 CTATYCA B 3aBUCMMOCTH OT BH/A CHIEHAJIU3UPOBAHHOIO
NPOAYKTA M CII0C00A ero BBe/ICHUs!

Crienmam3upoBaHHbBIN TPOIYKT
METOMKA BBEICHHUS:
[TamueHTHI — —
OCHOBa cunuHr (N=64) ractpocroma (N=16)
n % n %
LEJILHBIA MOJIOYHBIN 19 29,7 - -
rpymma | 0eoK
TUJIPOJIM30BaHHbBIN 7 10,9 - -
MOJIOYHBIN OEJIOK
LEJIbHBIN MOJOYHEIA 14 21,9 7 44,8
rpynmna |l 0eJIoK
THUAPOTH30BAHHBIN 24 37,5 9 56,2
MOJIOYHBIN OEJIOK

Kak BumHo wu3 tabmuipl, OosbiminHCcTBO 64 (80%) pebenka moiaydanu
HYTPUTHUBHYIO MOAJEPKKY METOAOM cumuHra, 16 (20%) namueHTaM c TSKEIOM
CTETIEHbIO OUTATEeIbHOU HEI0CTaTOYHOCTBIO IPOBOAUIIU HOYHYIO

TUTIEPATMMEHTAIIUIO Y€PE3 FTaCTPOCTOMY.

llopsi0ox nasnauenus cneyuanusupo8anHvlx NPOOYKmMoa

Hetsim rpynmsl | B 3aBUCMMOCTH OT BO3pacTa M anmneTuTa MPOAyKT BBOJIUIIH B
o0veme 150-250 ma B 1-2 npuema Ha NOJITHUK WM TIEpe]l CHOM; MallMeHTaM TPYMIbl
I — mo 200 mn B 2-3 mnpuema, a TnaUMEHTaM, TOJYYaBIIUM HOYHYIO
rurneparTuMeHTanuo — B Hounoe Bpems mo 500-1000 mur ¢ moMoIs10 HHPY3HOHHOTO
Hacoca co ckopocThio 50-150 mi/gac.

[TpoAoMKUTENBHOCTh  MCHOJIB30BAHMS  CHELHAIM3UPOBAHHBIX  MPOJYKTOB
METO/JIOM CHUTMHTa cocTaBisuia 25-30 gueit. Uepe3 OamioHHYI0 HU3KONMPO(HIBHYIO
racTpoCTOMY HYTPUTHBHAs  TOJJIEPIKKA NPOBOAWIACE  METOJIOM  HOYHOM
runepanumenTanud, B oobeme 500 - 1000 mim cmecu. Cpoku KOpMIICHHS dYepe3
racTpOCTOMY OBbLITM MPEUMYIIECTBEHHO JUIUTEIBLHBIMU: OT 6 Mec. 110 5 JeT.

Cnenuanu3nupoBaHHbIE CMECU BOJIUIIM B COCTAB CTAHJAAPTHOM IIAASsIICH JUETHI,

muddepeHIIMPOBAaHHOW IO BO3pacTy, KOTOpash Ha3HA4aeTcs B KIMHUYECKUX
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ornenenusix OI'AY «HMMULL 3nopoBbst nereir»y MunzapaBa Poccun 6onpHbIM MB.
Ornenka KBOTHI O€llka W DHEPTreTUYECKON IEHHOCTH YKa3aHHOW IUEThI Tociie e
oOorameHus npeacTarieHa B Tabmuiie 5.40.

Tadmuma 5.40

buojgornyeckas u IHEPTEeTHIECCKAA HECHHOCTH CTaHI[apTHOﬁ OﬁOI‘aHIeHHOﬁ
manmueifl AUETHI B CPABHEHUHU C PEKOMCHAYEMbIMHA HOPpMaMM HOTpeﬁJIeHI/ISI

(PHII)
JlonmoaHeHHOE
BBEJICHUE CrannapTHas
Bo3pacrnas PHII (3a cuer oborarieHHast
rpymnmna CHEIUATN3UPOBAHHBIX | IAJsIas AUeTa
(ter) cMmecei)
benok, | kkan/cytku | benok, kkan/cyt | benok, | kkan/cyt
I/CyTKH I/CyTKH I/CYTKH
1-3 39 1300 11 (27%) | 300 (23%) 50 1600
3-7 54 1800 14 (26%) | 400 (22%) 68 2200
7-11 63 2100 18 (28%) | 500 (24%) 81 2600
11 u crapie 77 2550 21 (27%) | 600 (24%) 98 3150

BaxxHo OTMETHTh, YTO MallMEHTaM C MYKOBUCIHUAO030M JiedyeOHas JueTa,
oOoramieHHas CHELHMATU3MPOBAHHBIMU  MpPOJAYKTaMM, Ha3Hadajach Ha (oHe
OOLIENPUHITON Teparnu, BKJIFOYABIIIEH (hepMEeHTO3aMECTUTENBHYIO,
aHTHOAKTEPUAIbHYIO, MYKOJUTUYECKYI0, KHHE3UTEpanui0 U JpyrHue  BUIAbI
CUMIITOMaTUYECKOM Tepanuu.

B cooTBeTCTBUU € TPOTOKOIOM UCCIEAOBAHUS OLIEHUBAIIN:

NEPEHOCUMOCTh  cMecell  (HaJMYMe/OTCYTCTBUE  HEXKENATelIbHBIX  SIBJICHUA -
METEeOpH3M, KOJMKH, 3alopbl, HM3MEHEHHE YacTOThl M KOHCHUCTEHIIMH CTyJa,
COCTOSIHUE KOYKHBIX TOKPOBOB);

aHTPOINIOMETPUUYECKUE TIOKa3aTeNn (Macca U poCT peOeHKa);

COCTaB Tela (KaaunepoMeTpus, OMOUMITETaHCOMETPHS);

OvoxuMuyeckue  mokazatenu  (oOmui  Oenok, anbOyMHH, MpeanbOyMUH,

TpaHcheppuH, peppuTHH, IITIOKO03a).
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5.2.1. Owuenka 3PPeKTUBHOCTH  HYTPUTHBHOW  MOMJAEPXKKH  C
HCNOJIb30BAHHEM PA3JIMYHBIX CHENUAJN3NPOBAHHBIX MNPOAYKTOB O0O0JBHBIX
MYKOBHCIIM/I030M CTapiie roaa

Cnenmanu3upoBaHHbie jedueOHble cMecu (4 Buma) nomydanu 80 geteit ¢
MYKOBHCIIUJI030M B Bo3pacte oT 1 roga no 17 ner 11 Mec, UMEBIIMX pa3IU4HYIO
CTENCHb TSXKECTH HYTPUTUBHOW HEJOCTATOYHOCTH. B 3aBUCHMMOCTHM OT BHUJA
HA3HAYaeMOI'0 CHENUAIN3UPOBAHHOIO MPOAYKTAa BCE JETHU ObUIM pasleneHbl Ha 4
noarpynmnel. Cnenuanu3upoBaHHasi CMeCh JaBajiach B TedeHue 25-30 aHei.

IIpooykm Ne 1 6bin Ha3HaueH 20 OonbHBIM B Bo3pacTe oT 3 a0 17 net 11 mec,
3 Hux 6 (30%) n;erelt ¢ OTCYTCTBUEM WM JIETKOM CTENEHBIO TSHKECTU
HefocTaTouHoCTU nutanusd, 14 (70%) 00NbHBIX — C YMEPEHHOM U TSHKEJION CTENEHBIO
HII. Tsokenoe teuenne mykoBuciuposza (M= 32,5 +1,2) ormedeno y 5 (25%)
netelt, cpenne-tsokenoe teuenne MB (MII=50,2+1,07) - y 14 (70%) nanueHTOB,
nerkoe teuenne MB (MII=61,5+£2,05) - y 1 (5%) pebenka. Y GonpiuuctBa (17,
85%) nmerteit peructpupoBanach cmemranHas ¢gopma MB, y ocraneubix (3/15%)
MAlMEeHTOB - KuieyHasi (hopMa. XpOHUYECKYIO MAHKPEATUUECKYIO0 HEJIOCTATOYHOCTh
TSDKEJIOW cTeneHu (ypoBEHb NMaHKpeaThyeckod snactasbl-1 <50 Mkr/r) umenu 16
(80%) nmereit, y 4 (20%) - ypoBeHb IaHKpeaTHYECKOM 3J1actas3ni-1 6601 >200 Mkr/T. B
KOIpOrpaMMe OTMEUajoCh TMPUCYTCTBHE HEUTPAIbHOIO JKHpa B  OOJIBIIOM
konuuectBe y 12 (60%) neteit, B He3HauuTeabHoM — Y 4 (20%) nmanueHToB.

Meronom cumnubara npodykm Nel nonmydanu 15(75%) mnanueHTOB, uepe3
0aJTIOHy HU3KOMPOPUIBHYIO TacCTpoCcTOMY - 5 (25%) GONbHBIX.

[lepenocumocts mpodykma Nel netbMu C  MYKOBHUCIIMAO30M  Obliia
YVAOBJIETBOpPUTEIbHON. B  Hawame wucciaegoBaHusi  3aUKCUPOBAHBI  JICTKHE
ajuieprudyeckue peakuuu y 1 (5%) peOGeHka, KOTOpbie OBICTPO KyIMHUPOBAIUCH
AHTUTHCTAMUHHBIM TPETIapaToOM, YTO B JAIBHEHUIIIEM TO3BOJIMIIO TTPOOJDKUTE MPUEM
cmecu. [1060UHBIX peakIuii CO CTOPOHBI YKEITYJOYHO-KUIIIEYHOTO TPaKTa OTMEYEHO
He OBLIO.

Ha ¢one HyTpuTHBHOM MOJAEPKKH BBISIBICHA MOJOKUTEIbHAS TEHICHITUS CO
CTOPOHBI OCHOBHBIX aHTPONOMETPUYECKUX TMoKazareneit: Z-score MMT/Bo3pact

(BAZ) BrIpoc B cpeanem ot -1,1 mo -0,1, Z-score poct/Bo3zpact (HAZ) — ot -0,91 1o -
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0,23, Z-score macca/Bo3pact (WAZ) - ot -1,2 go -0,5, 4ro cBUAETEILCTBYET 00

3¢ (HEKTUBHOCTH MPOBOIUMOM ueToTepanuu (pUCyHOK 5.18).

nccnegosaHune 1 nccneposaHune 2

-1,4 mWAZ mHAZ mBAZ

Pucynok 5.18 /luHamMuka aHTpONOMeTPHYECKUX MOKAa3aTesell y aerei ¢
MB, nosayyaBmux npoaykr Nel

BaxxapiM mokazareneM 3¢(OEKTUBHOCTH MPOBOANMON JUETOTEPAITUN SBIISAIACH

MOJIOKUTENIbHAS JUHAMUKA JAHHBIX KajgurepoMeTpuu (Tadmmma 5.41).
Tabmuma 5.41

)Il/lHaMI/IKa noxkasareJiei Ka/IMIEepMEeTpUn y )1eTei71 ¢ MYKOBUCHHI030M,

MOJIy4aBIIMX NPOAYKT Ne 1

[Tokazarenu Uccnenosanue 1* | UccnenmoBanue 2** P
KXKCT (mm) 60,34+1,34 8,67+1,16 p 21<0,05
OKPY>KHOCTb Tuieua (cm) 19,39+1,12 21,08+0,82 p 21=0,05
OKPY>KHOCTH MBIIIIIT 17,26+0,91 19,5+0,87 p 21<0,05
mieya (Mm)

B nmannoi Tabiune, 1 Tabaunax 5.43, 5.45u 5.47
*- 10 Ha3HAYEHUS MPOJIYKTa, **Ha (OHE MCIOIH30BAHUS TPOAYKTA

Ha ¢one wucnonb3oBaHus CHeUUATU3UPOBAHHOTO npodykma Nel mnpubaBka

MAaccChl TeNa y IeTel B 3aBUCUMOCTHU OT Bo3pacTa kojebanack ot 350 mo 800 r.
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YpOBeHb TIIOKO3bI OB CTAOUIBHBIM U cocTaBisil 4,79+0,18MMmonb/1 B Havane
ucciaenosanns, 4,85+0,15 wMMmoiap/mn  mo ero  okonHyaHuu. Ilokasarenu,
XapaKTEPHU3YIOMIN OEIKOBBI OOMEH, OCTaBaMCh B Tpenesiax pedepeHCHBIX
3HAYCHU Ha TPOTSHKCHHHM BCETo mepuoia HabmomaeHus. [lpu 3ToM oTMmeuanock
CTaTUCTHUYECKH 3HAYMMOE TIOBBINIEHUE KOHIEHTparuu obmiero 6enka (p < 0,05),
npeansoymuHa (p < 0,005) u Tpancdepprna cbiBOpoTKH KpoBH (p < 0,05) - Tabiauna
5.42.

[Ipu anamm3e KomporpaMMbl OTMEUYEHO YMEHBIIICHHE HEUTPAIBbHBIX JKHUPOB
kame y 12 (60%) mamumentoB, y 7 (35%) neredl - HMX KOJMYECTBO OCTaJOCh
HEU3MEHHbIM U TOJNbKO Yy 3 (15%) oTmeyanach HE3HAUMMOE YBEIUYCHUE
HeHUTpasibHOTO Jkmpa. [lonmokuTenpHas OWHAMHKA B KOMPOTPaMME MOXKET OBITh
CBsA3aHAa C TEM, YTO B COCTaBE MPOAYKTa IOJOBHHA >KUPOBOTO KOMIIOHEHTA

npeacTaBJICHA JICTKOYCBOACMBIMU CPCAHCUCIIOUCYHBIMHA TPUTIINLICPUIAMU.

Tabmuma 5.42

JInHamMuKa OMOXUMHYECKHE MOKA3ATEHN Y JeTed ¢ MyKOBUCIIHI030M,
nosy4aBmux npooykm Ne 1 (n= 20)

Hccnenosanue | Mccnenoanue | PedpepeHcHbie P

[Toka3arenp 1% 2** ?tll){ari){CHI/IH
Obmmii Oenok | o5 50109 71,5+1,2 60-80 P 21<0,05
(r/m) |
AnpOoymuH(T/11) 42,1+2,0 42,6+1,8 38-54 P 2,:>0,05
Tpancdeppun 282,15+15,2 320,55+19.44 203-360 P 21<0,05
(mr/ o) |
[IpeansOymun 215,9420,1 265.1+12,3 150-400 p »1<0,005
(mr/i) |
['moko3a 4,79+0,18 4,82+0,15 3,3-5,5 P »1>0,05
(MMOJIB/11) |

B nannoii Tabmauie, u Tadbnuiax 5.44, 5.46 u 5.48
*-70 Ha3HAYEHUS MPOAYKTa, **Ha (OHE UCTIOIH30BAHMS MPOAYKTA
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Heobxoaumo oTMeTuTh pasHooOpasue U yaoOCTBO ymakoBKHM mpoaykra Nel:
terpanaku o 200 mjig cunuHra u camocnajaromuecs nakersl ooremom 500 u 1000
MJI, YTO TO3BOJSET JIETKO HCIOJb30BaTh TOTOBYIO K YIOTPEOJCHHIO CMECh Yy
NAIMEHTOB, TOJYYAIOIINX €€ Yepe3 raCTpoCTOMY.

IIpooykm Ne 2 nomyunnu 20 netel, B Bo3pacte ot 1 roga go 10 ser, u3 Hux 13
(65%) - ¢ yerkoii CTENEHbIO TKECTH HEJOCTATOYHOCTH NUTaHus, 7 (35%) OOJBHBIX
— CO CPENHE-TSKEIION U Tshxkeon crenenbro HII.

Tsxenoe teuenne mykoBuciuao3a (U= 34,24+1,97) ormeueno y 4 (20%)
netel, cpenue-Tsixenoe teduenne MB (MI=49,=53+1,76) - y 12 (60%) namueHTOB,
nerkoe teuenue MB (UL=61,54+2,05) - y 4 (20%).

XpoHHWUecKass IMaHKpeaTHdecKas HEIOCTAaTOYHOCTh  TSDKEIOW  CTEIEHHU
ycta”oBiieHa y 15 (75%) manuenToB, y octanbHbIX 5 (25%) nereit maHkpeatnueckon
HEJI0OCTaTOYHOCTH BBISBIICHO HE OBLIO.

B xonporpamme GosnbiuHcTBa (16/80%) marmeHTOB OTMEUEHO MPUCYTCTBUE
3HAYUTEIHLHOTO KOJIMUECTBA HEUTPANIbHBIX KUPOB, ¥ 3 (15%) netelt OHU BBISBISIIUCH
B HeOOobIIOM KomdecTBe, y 1 (5%) pebenka - He 00HapyKUBAIUCH.

Meronom cununara npodykm Ne2 monydanu 18 (90%) manueHToB C
MYKOBHUCIIUIO30M, uepe3 HU3KonpopuibHyro ractpoctomy - 2 (10%) pebenka c
YMEpPEHHOM U Tspkenou crenenpro HIIL.

IIpooykm Ne2 ynoBIIeTBOPUTENHHO MEPEHOCUIICS, HE OBLIO 3a(pUKCUPOBAHO HU
OJHOTO cIy4yasi OTKa3a OT €ro mpHheMa, a TaKKe aUIePIHYeCKUX peakuud u
JHUCIIENTHYECKUX PACCTPOMCTB.

IIpueM m3ydaemoro ImpoaykTa CONIPOBOXKAAICSA IOJIOKUTEIBHOW AUHAMUKOMN
OCHOBHBIX aHTPONOMETpPUYECKUX TMoKazareneit: Z-score UMT/Bo3pact (BAZ) Bbipoc
B cpeadem oT -1,81 mo -0,57, mpupoct sBISETCS CTAaTUCTUYECKA 3HAUYUMBIM (t-
kputepun Crerogenta = 2,134, p=0,05) Z-score poct/Bo3pact (HAZ) ot -0,91 mo -
0,33, a Z-score macca/ Bo3pacT BbIpoc oT -1,12 mo -0,57. OOpamaer Ha cebs
BHUMaHue, yTo 4epe3 30 mHEH mocie mpueMa HCCIAEAYEeMOro MPOIyKTa CPEIHUE
3HAUEHUA BCEX TMoOKa3zareled HaxOIWIUCh B Mpelenax CpeaHEBO3PACTHBIX

UHTEPBAIOB (PUCYHOK 5.19).
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nccnegosaHme 1 nccnegoBaHue 2
0
-0,5 - -0,33
-0,57 -0,57
-1
-1,12
-1,5

1,84 WAZ mHAZ mBAZ

Pucynok 5.19 JInnaMuka aHTPONOMEeTPHYECKHUX MOKa3aTesiel nerei

€ MYKOBHCIH/I030M, OJTY4ABIIMX MPOAYKT Ne2

[Io maHHBIM KamUOEpOMETPUH OTMedajach TMOJOXKUTENbHAS JWHAMUKA,
BeIpaxatontasics B ypenudeHnn KXKCT u okpyKHOCTH MBIILIIL [IJI€4a, KOTOpast Oblia
cratuctuaecku 3Hauuma (p <0,05 u p <0,01 cooTBercTBeHHO) (Tabnuna 5.43).

Ta0Omuma 5.43

JInHamMuKa nokasareJjied KaJuNepMeTPHUHU y AeTeil ¢ MyKOBUCLHMI030M,
MOJIy4aBIIMX NPOAYKT Ne 2

HUccnenosanue
IToka3arenu Uccnenosanue 1* P
2**
KXKCT (Mmm) 7,34+1,47 8,96+1,59 p 21<0,05
Oxpy’XHOCTH TIIeda (CM) 19,3+1,73 20,5+1,56 p 21=0,05
OKpy>KHOCTb MBIIIIII IJIeYa 16,97+1,4 17,6+1,22 P 21<0,01
(Mm)

[Ipu cTaOuibHBIX MOKa3aTENsAX YPOBHS 001Iero 0eiaka u arb0yMHUHAa OTMEUEHO
MOBBINICHUE KOHIEHTPAIIMK TpaHcpeppuHa U TpeaTbOyMuHa, KOTOpbie ObLIN
cratuctudyeckn 3HauyuMbl (p<0,01). YpoBeHb TIIIOKO3bI 3HAYUMO HE H3MEHSJICS U

HaXOJIUJICS B TIpenesiax peepeHcHbIX 3HaUeHHM (Tabnwuia 5.44).
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TabOmuma 5.44

JlnHaMuKka OMOXMMUYeCKHe MOKA3aTeJH Y 1eTell ¢ MyKOBHCIIHI030M,
nosry4aBmIux mpoaykt Ne2 (n= 20)

HccnenoBanue
ToKasareis I/ICCJ'Ie,Zi(lBaHI/Ie Pedepencunie P
1* 2 3HAYEHHS
OO6muii 6emox (/1) 72,58+2,35 72,18+£2,19 60-80 P 21>0,05
AnpOymuH (/1) 44,34+1,69 44,36+1,2 38-54 p 21>0,05
Tpaucheppun (Mr/m) 289,11+13,1 320,55+21,44 203-360 p 21<0,01
[Mpeansoymun (Mr/i 213,8+24,9 267,2+13,7 150-400 p 21<0,01
p
I'mroxo3a (MMOJTB/IT) 4,77+0,14 4,9+0,15 3,3-5,5 p 21>0,05

[Ipu TOBTOpPHOI OlLIEHKE KOMPOrpaMMmbl OBLIO OTMEUYEHO, 4To Y 9 (45%)
MAIMEHTOB KOJIMYECTBO HEUTPaIbHBIX JKUPOB YMEHbIIWIOCH, ¥ 6 (30%) mereit wux
KOJIMYECTBO OCTAJIOCh HEU3MEHHBIM U ToJlbko y 5 (25%) oTmeuanoch
HE3HAUUTEIIbHOE YBEIMYCHUE.

Kiuanueckass sddexruBaocts mpoodykma Ne3 ouenena y 20 nereir B
Bo3pacte ot 1 rona 1o 10 net, u3z vux 15 (75%) narueHToB ObUIO € JIETKON CTETEHBIO
TSOKECTH HENOCTAaTOYHOCTH mnuTaHus, 5 (25%) OONbHBIX HMMENIN YMEPEHHYIO H
Tsokenyto creneds HII. B mannoit rpynne 6osee, yem y nonoBussl (13/65%) nereid,
OTMEYEHO CpeaHee-TshKenoe Teuenne Mykoucuuaosa (MUII=53,24+1,04), y 7 (35%)
ManueHToB - Jierkoe TeueHrne MB (U111=61,5+2,05). V 6oasmmuucTBa (16/80%) neteit
peructpupoBanach cmemanHas ¢opma MB, y 4 (20%) — mnpeumMyIiecTBEHHO
kumreyHas Qopma. Tsokemas XpoHMYECKas ITaHKpeaTHdecKas HEeA0CTaTOYHOCTh
nuarHoctupoBaHa y 17 (85%) nanueHTos.

Metoaom cunuura cMmech nojydanu 17 (85%) manueHToB, U3 HUX 15 nereit ¢
JIETKOW  HEIOCTATOYHOCThIO TUTaHuUsA W 2 pebeHka ¢ ymepennoit HIIL.
['unepanumenTalys yepe3 OaIOHYI0 HU3KOMIPOPMIHHYIO TaCTPOCTOMY MPOBOINIACH

3 (15%) netsM co cpeaHe-TsxKEeIoN U Tshkenon creneHbio HIT.
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B nauane uccrnenoBanus u3-3a crneuuduueckoro Bkyca mponaykra 3 (15%)
MaryeHTa MU er0 HEOXOTHO, B JaJbHEHIIeM OauH PEOCHOK OTKa3ajics OT €ro
npuemMa. Octanbabie 19 (95%) 00ABHBIX MPOJOJKUIN YYACTUE B UCCIICIOBAHUM.

Ha ¢one wucnonb3oBanusi npoaykra y 7 (37%) npereit ¢ ydallleHHBIM
Pa3KIWKEHHBIM CTYJIOM COKpaTWach €ro YacToTa, KOHCHCTCHIMS cTajia Oojee
0(OpPMIICHHOM, Y OCTaJIbHBIX MAIMEHTOB XapakTep CTyja He U3MEHUICs, nedexanus
oTMeyanace 1-2 pasza B CyTKu.

3a BpeMs HaOIIOACHHSI OTMEUEeHO moBbiieHue Z-score UMT/Bo3pact (BAZ) B
cpennem -0,68 no 0,45, mokasarens Z-score poct/Bo3pact (HAZ) yBenuuusics or -
1,19 no -0,45, Z-score macca/Bo3pact (WAZ) Beipoc B cpennem ot -1,23 mo -0,36.
JlaHHBIC W3MEHCHHUS SIBISIOTCS CTaTHUCTUYECKH 3HAa4uMMBbl ({-kputepuii CThIOJeHTA

=2,05, p=0,05) (pucyHok 5.20).

nccneposaHue 1 nccnegosaHume 2

0,6 0,45
0,4
0,2

0
-0,2
-0,4
-0,6
-0,8

-1
-1,2
-1,4 -1,23 1,19 BWAZ EmHAZ mBAZ

-0,68

Pucynok 5.20 /lnuHaMuKa aHTPONOMETPHUYECKHUX NOKa3aTeseH aerei

¢ MYKOBHMCIHM/I030M, OJIY4YAaBIIMX MPOAYKT Ne3

OOcnenoBaHre  METOAOM  KaJIMIIEPOMETPUM  MOKa3ajo  3HAYUMYIO

MOJIOKUTENBHYIO JUHAMHUKY BCEX M3ydaeMbIX MoKa3aTenel (Tabnuua 5.45).
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TabOmura 5.45
JAnHaMuKa KaJaunepMeTpPpuM y AeTeill ¢ MyKOBHCUHUI030M, MOJTYy4ABIIMX
npoaykr Ne 3
ITokazaTenu HccnenoBanue
UccnenoBauue 1* P
2**
KXKCT (mm) 5,38+0,58 7,58+0,67 P 2,1<0,005
OKPY>KHOCTb IjIe4a (CM) 16,68+0,98 18,76+0,97 P 21<0,05
OKPY>KHOCTb MBIIII] I1JIe4a (MM) 14,96+0,93 16,8+0,94 P 21<0,05

B 3aBucumMoctu ot Bo3pacta aeteit ¢ MB npubaBka macchl Tena kojaedanach OT
350 rpamm g0 1200 rpamwm.

3a Bpemsi IpUMEHCHHS npodykma JNe3 oTMeuajach 3Ha4YMMas TEHISHIMS K
CHIDKCHHIO YpPOBHS TJIIOKO3BI B TMpejaenax pedepeHcHbx 3HadeHuit (p<0,05),
HOBBIIIICHHE TIpeaarOymuHa u TpaHcheppuHa (pP<0,01), oTCyTCTBHE 3HAYHUMOM
JWHAMUKHA oOiiero O0enka u anbOymuHa. CienyeT OTMETUTh, YTO BCE IOKa3aTeln
HaxOJWINCh B TMpeaenax pe]epeHCHBIX 3HA4YeHUH B TEYCHHE BCEro Iepuoja
HaOmoaeHus (Tabmuna 5.46).

Ta0Omura 5.46

JInHamMuKa OMOXUMHYECKHE MOKA3ATEHN Y JeTed ¢ MyKOBUCIIHI030M,
nosy4aBmux mpoaykt Ne3 (n= 20)

TTokaszaTenn HCCJICIISB&HI/IG Uccnenosanue | Pedepencurie P
1 2** 3HAYCHUS
OOGmuit 6enok (r/m) 74,82+1,74 72,5+2,83 60-80 p1.2>0,05
AnbOymuH (T/11) 44,34+1,86 41,87+2,47 38-54 p »1>0,01
Tpancheppun (mr/mn) | 249,65+27,25 | 287,95424,09 | 203-360 p »1<0,01
[MpeansOymun (Mr/i) 202,83+10,1 219,1+4,61 150-400 p 1<0,01
I'mroxo3a (MMOJTB/JT) 4,61+0,26 4,34+0,14 3,3-5,5 P 21<0,05

IIpooykm Ne4 nonyuunu 20 geteid B Bo3pacte ot 10 go 17 net 10 mec, U3 HUX
2 (10%) nmanuenta umenu Jierkyro crenenb HII, 18 (90%) GonbHBIX - yMEpPEHHYIO U
Tsokenyto crenenb HIL. Tspkenoe teuenme MB (M= 31,24+0,75) otmeueHo y 6
(30%) nmeteit, cpeane-Tskenoe Teuenne MB (MI1=45,89+1,13) - y 12 (60%), sierkoe
teuenue MB (UII=59,45+1,65) - y 2 (10%) OombHBIX. Y Bcex naerei Oblia
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AUArHoCTupoBaHa XpPOHHUYCCKas IIaHKPCATHYCCKAaA HCIOCTATOYHOCTD TSDKEIION
CTCIICHH, II0 IIOBOAY KOTOpOﬁ OHU TIIOJy4daIn OobIINE JA03bl IMAaHKPCATUYCCKUX

dbepmenToB (B cpeaaeM 8320 +£1650 ME/kr/cyT).

[Ipu noctyrieHuu B oTejeHUe B Konporpamme 6obmHcTBa (17/85%) nereit
OTMEYAJIOCh 3HAYUTEIbHOE KOJIMYECTBO HEUTPAJIbHBIX KHUPOB, Y 3 (15%) mauneHToB

OHH OTCYTCTBOBAJIH.

Bo Bpems nerycranuu ObUIO OTMEUEHO, YTO Mpodykm Ned yMern HENpUSITHBIN
TOPbKOBATHIA BKYC. OTO BBI3BIBAJIO ONPEACICHHBIE HEraTUBHBIC pEaKIuu Yy
MalMeHTOB W WX poauTeneil. B cBI3M ¢ 4YeMm, NPOBOAWINCH COBMECTHBIC
KOHCYJIbTAllUM JIUETOJIOTa M MCUXOJI0Ta, B XOJIe¢ KOTOPHIX MOTYEPKUBAIUCH OCOOBIC
MPEUMYIIECTBA JTAaHHOTO BUJA MUTAHUA U HEOOXOJUMOCTh €r0 MPUMEHEHHUs], YTO B

MMOCJICAYIOMICM ITOCITYKHUJIO OCHOBAHHUCM K IIPUCMY IIPOAYKTA BCCMH INallTUCHTAMMU.

Mertonom cununra cmech noiaydanu 14 (70%) nanueHToB, yepe3 OaUIOHHYIO

HU3KONpouiIbHyI0 ractpoctomy 6 (30%) nerei.

Ha ¢one ucnons3oBanus mpoaykra y 16 (80%) nereld OblJIM OTMEUEHBI
MIOJIOKUTEIIBHBIC W3MEHEHUsS B KONpOTrpaMMe B BHIE CHIDKEHUS KOJIMYECTBA

HEUTPAJIBHOTO JKHUPA.

[Ipu aHanmm3e aHTPONOMETPUUYECKUX TOKa3aTelleld YCTAaHOBIEHO, YTO Ha (oHE
TUETOTepaliid ~ MMEJIO  MECTO  yMEHBIIEHHE  CTENEeHW  BBIPAXKEHHOCTH
HEIOCTaTOYHOCTH MuTaHWs (B CpeHEM IokaszaTeiab Z-SCore poct/Bospact (HAZ)
BbIpOC OT -1,93 no -0,85, Z-score UMT/Bo3pact (BAZ) ot -2,51 no -1,46). beuu
MOJY4YEHbl JOCTOBEpHbIE paznuuusi (t-kputepuii CTbIOJIEHTa) MEXAY 3HAYECHUSIMHU

HAZ n BAZ B nauane u B koHile uccieaoanus (p<0,05) (pucynok 5.21).
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nccnegosaHume 1 nuccnegosaHue 2

-2,51
3 mHAZ  mBAZ

Pucynoxk 5.21 /[nHamMuka aHTpOIIOMETPUYECKUX MOKA3aTENEN IETEN

C MYKOBUCIHU030M, MTOTY4YaBIIUX #PoOyKkm Ned

B mpouecce uccienoBaHus y BceX AETEHW JAaHHOM TPYyNIbl C MOMOUIBIO
OMOMIIEJAHCHOTO aHaju3a ObI OIEHEH COCTaB Tejda 10 M IOCiie Ha3HA4YCHUs
npoaykta Ned4. OtmedeHo, uyTo HU3HayanbHO Yy OosbmuHcTBa (14/70%) nerewt
YKUPOBas Macca HaXOAWJIach B MIPeeiIax HOPMBI, B TOXKE BpeMsl ToIlas Macca Oblja B
nepunure y 15 (75%) nanmentoB. Ha poHe mpoBoauMoit HyTPUTHBHOM MOIACPKKH
OTMEYEHO YBEJIMYEHUE YMCIa JIeTell ¢ HOPMAJIBHOM Toulell Maccol tena ¢ 25% 1o
43% tipu 5TOM Z-SCOre JaHHOTO TMoKa3arens yBenuuuics ¢ -2,09+0,87 no -0,76+0,75.
Uwucio manueHToB CO CHIKEHHBIM ToKa3zareneM Z-SCOre akTUBHOW KJIIETOYHOU MacChl
<-1, CBUIETEILCTBYIONIEM O JePUIIUTE OEITKOBOTO KOMIOHEHTAa B MMUTAHUU, K KOHITY
UCCIIeIOBaHUsI CHU3UIIOCH ¢ 85% 110 68% 3a cueT yBenu4eHus noTpedeHus Oenka u

HHEPrUH CO CHELMATU3NPOBAHHBIM MPOIYKTOM (PUCYHOK 5.22).
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Huposan Touwasn AxTuBHaa pona AKM Kuposas Towasn AKkTMBHaa apona AKM
macca macca KNeTo4HasA Macca macca KneToyHas
macca macca
(AKM) (AKM)
EHopma M Bbiwe HOPMbI 1 AebuumT B Hopma M Bblwe HOpMbl 1 geduumT
buonmnerancomerpus o mprema npoaykra Nod Buonmmenancomerpus Ha poHe mprema npoaykra Ned

Pucynok 5.22 JlunamMuka noka3arteJsieil OuoumMineIaHCMeTPUN y AeTei

€ MYKOBHMCIHM/I030M, IIOJIy4aBIIMX NPOXYKT Ned

OTMeueHO YBCIIMYCHUC TAKHUX U3YHACMBbIX rokazareJieu KaJIUIICPOMCTPHUH, KaK

KXKCT u okpyXHOCTH Tuleua, yKa3aHHas JIUHAMHKA ObLIa CTATUCTUYECKH 3HAUMMa

(p >0,05) (Tabauma 5.47).
Tabmuna 5.47

JAuHaMuKa nokasaresed KaJIMIEPMETPUH y eTeil ¢ MyKOBHCIMI030M,
MOJIy4aBIIMX NPOAYKT Ne 4

HUccnenosanne HUccnenosanne
[Mokaszarenu P
1* 2**
KXKCT (mwm) 7,57£1,15 9,15+1,26 P 21<0,05
OKPY)KHOCTb Tieua (Cm) 22,25+0,75 23,12+0,76 p 21<0,05
OKPY>KHOCTb MBILII] IJIe4a (MM) 19,8+0,75 20,31x0,75 P21>0,05

[TpubaBka macchl Tena aeteit ¢ MB B 3aBUCMMOCTH OT BO3pacTta Kojiebanach B

npenenax ot 500 rpamm g0 1500 rpamm.
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[Ipu oueHke OMOXMMHUYECKHUX IIOKa3aTeNiell YCTaHOBJIEHO CTAaTUCTUYECKOE
JI0OCTOBEPHOE TOBBIIICHHE KOHILIeHTpauuii Tpanceppuna (p<0,05) u npeansOymunHa

(p<0,05) u camxkenne ypoBHs Trioko3bl (P<0,05) B paMkax pedepeHCHBIX 3HAYCHUI

(Tabnuia 5.48).

Tabmuma 5.48

JIMHAMHKA OMOXHMHYECKHE MOKA3aTeIN Y eTeil ¢ MyKOBHCIIHI030M,
noJIy4aBIIuX npooykm Ned (n= 20)

ToKa3aTeIL HCCJ’IGI{SB&HI/IC Uccnenoanue | Pedepencunie P
1 2** 3HAYCHUS
OO6muit 6emmok (/1) 77,53£1,33 77,47+0,8 60-80 P2.150,05
AnsO0yMuH(T/11) 39,37+0,93 40,36+0,79 38-54 P2.150.05
Tpancheppun (Mr/mm) 264,6+13,67 310+15,5 203-360 P2.1<0,05
[TpeansOymun (Mr/i) 151,2+15,38 240,6+£11,46 150-400 P2.1<0.05
['mroxo3a (MMOJIB/IT) 4,78+0,56 4,65+0,43 3,3-5,5 P2.1<0.05

Knunuueckuii npumep: Manvuux, 15.5 nem, oOuacno3: MyKosucyuoos [eenomun:
W1282X/W1282X], necouno-kuweunas ¢opma, msaxcéioe meuenue. Xporuueckuil
obcmpykmuenvll Opouxum. Pacnpocmpanéumvie oOponxosxkmaszvl oboux néexkux. /J[H 2
cmenenu. Y pebénka ommeuanucy 060cmpenuss XpOHU4ecKko2o OPOHX0Ne204H020 npoyecca
nO NHEeBMOHUYECKOMY muny 00 5 pasz 6 200, 6 nocege MoOKpomwl @vlcesanacy Pseudomonas
aeruginosa (obviunas u mykouonas gopma). PyHKyus GHewtHe20 ObIXAHUSL CHUMNCEHA:
O®BI 6 npeoenax 40%. Macca mena nayuenma- 33 ke, pocm = 149 cm, UMT=14,9,
BAZ=-3,02 (nympumuenas nedocmamo4Hocms yMepeHHOU cmeneHu msxcecmu). Annemum
PE3KO CHUMICEH, KpatiHe u3oUupamenbHblil.

Manvuux coenacuncs yuacmeosamv 6 UCCAe008AHUU U NOAYYAL 6 medenue 25 OHell
cneyuanusuposanusiil npooykm Ned na ocnoge eudponuzama monournozo oeaxa no 200 mn x
2 pasa 6 Oenb HA NOJIOHUK U neped CHOM, 4mo 00602amuilo e2o0 Cymounsli payuor Ha 15,6 2
oenxa u 400 kxan.

Pebenox oxomno npunuman pexomenoyemoe KOIUYECMBO CMeCU MEMOOOM CUNUH2d,
BLINUBANL €€ NOIHOCMbIO. Allepeuueckue peakyuu u Oucnenmuyeckue paccmpoucmed
ommeuenvl He ObLIU.

3a epemsa HaONOOeHUs OMMEUANOCH YIyYuleHue camoyy8cmeusi u oowe2o Ccocmosanus
pebenxa, noevluleHue annemuma, Hopmanuzayus cmyna. Illpubaska 6 macce mena
cocmasuna 1,5 xe, UMT yeenuuunca oo 16,1, yposeno BAZ noowsanca oo -2,01.
OxpyoicHocms naeda ospocia Ha 2 cm (om 20,3 0o 22,21cm), umo ceudemenbcmaosano oo
VeenuyeHuy MoliedHol maccol. Yposensv gyukyuu eneuwneeo ovixanus (ODBI) ysenuuuncs
00 60%.

B cocmase mena ommeuancs Hebonvuiou npupocm sxcuposoi maccwol (Z-score om-0,6SD oo
-0,302 SD) u mwlueunou maccot mena (Z-score om -3,53 SD oo -2,58 SD), max sice vipoc
VPOBeHb AKMUBHOU KiemouHou maccwl (Z-score om -3,817 SD oo -3,124 SD).
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Brniouenue 6 cocmas  KomniekcHou — mepanuu  pebeHKa ¢ MYKOBUCYUOO3OM
CReyuanu3UpoO8anHo20 NPOOYKmMa HA OCHOGE 2UOPOAU3AMA OeIKa NO360JIUNO VIVUUUUMb €20
obwee cocmosinue, QYHKYUO BHEWHe20 ObIXAHUSL U ONMUMUSUPOSAMb HYMPUMUGHBI
cmamyc.

B uenom, Ha ¢oHEe BKIIOYEHHUS B COCTaB JICUEOHBIX PAI[MOHOB MAalMEHTOB C
MYKOBHCIIHJIO30M  CIICIIHAIM3UPOBAHHBIX  BBICOKOKAJIOPUHHBIX, BBICOKOOECITKOBBIX
0€3J71aKTO3HBIX MPOJAYKTOB Ha OCHOBE IIEJIBHOTO WJIM THAPOJIM30BAaHHOTO MOJOYHOTO
Oeyika OTMEYCHA TMOJIOKHUTENbHAS TUHAMUKA CPEAHUX Z- SCOreS aHTPOMOMETPUUECKHIX
nokaszaresnei y gereit crapiie 1 rona. Tak, cpennuit nokazarens Z score UMT/Bo3pact
3HaYUMO yBenuuuics ¢ -1,6£0,19 go -0,67+0,23 (p<0,05) 3a 30 nHeil momydeHwus
YKa3aHHBIX MPOAYKTOB. I[lOJHOCTBIO yCTpaHUTh HYTPUTUBHYIO HEIOCTATOYHOCTH
yaanoch y 3 (4%) nmanuentoB ( p <0,05), y 3 (4%) ymepeHHas HEIOCTATOYHOCTH
NUTaHUS TIepeluia B JETKyl creneHs, y 5 (6,3%) Tskenas HII - B ymepenHyto
crerieds ( p <0,001).

Opnako, y 15 (19%) nereti m3 obmero uucia O0iabHBIX (79 MalMEHTOR)
COXpaHslach TsDKeNas CTeMeHb HEJOCTaTOYHOCTH TMUTAaHUS TPU  YBEJIUYEHUU
cpeaHux 3HaueHui nmokaszarencii BAZ na 1,15 SD ( (tabawumb! 5.49 u 5.50).

Tabnuma 5.49
JIMHAMHKa cpeJHUX 3HAYEHHH AaHTPONOMETPHUYECKHUX MOKa3aTesei JeTeH ¢

MYKOBHCIM/1030M cTapuie 1 roaa.

AHTponoMeTprueckre HHICKCh (N=79)
Jnanazon WAZ HAZ BAZ
MoKa3aTesen (Bec/Bo3pacr) (poct/BO3pacry) (UMT/Bo3pacty)
1* 2%* 1* 2%* 1* 2%*
M=EMm -1,18+0,36 | -0,45+0,31 -1,34+0,29 -0,42+0,28 | -1,05+0,24 | -0,57+0,31
MuHUMYM -3,61 -2,14 -3,78 -3,07 -3,4 -2,84
Makcumym 0,87 2,0 1,44 1,62 1,41 2,49
Me -0,91 -0,41 -1,12 0,29 -1,12 -0,89

*1- uccrnenoBanue 10 Ha3HAYCHUS MPOAYKTa; **2 — yepe3 30 muelt Ha hoHe mpuema

MPOAYKTa
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Tabmuma 5.50
JIMHAMHKA pacnpe/eJeHUs JeTel Mo CTeNneHn THAKECTH HeJOCTATOYHOCTH
nuTanus 10 1 yepe3 30 qHeli NpUMeHEHUs CEeNMATU3UPOBAHHBIX CMecel

CTeleHb TSOKECTH gucio aetei (N=79)
HENOCTATOYHOCTH bi (o) I10CJIE p
MMUTaHUSA n % n %
OTCYTCTBHE - - 3 3,8
JIerKas 36 456 41 51,9 p<0,05
cpenmss 23 | 201 | 20 | 253 |P=0.026
TOReas 20 | 253 | 15 19 | P<0,001

Takum 00pa3om, pe3ysbTaThl UCCIEAOBAHUS MOKAa3ald, YTO BCE UCCIIETyEMbIE
MPOAYKTHI OKa3bIBAIM OJIArOMPHUATHOE BO3JCHCTBHE HAa HYTPUTUBHBIA CTaTyC
MalMeHToB ¢ MB, 4TO NpOSBISUIOCH MOJHBIM YCTPAHEHHEM HEAOCTATOYHOCTH
MMATAaHUS WIM YMEHBIICHHEM TSXKECTH €€ MPOSIBICHUW. Pe3ylbTaToM HYTPUTHUBHOM
MOJJICP)KKU  SIBWJIOCh 3HAYMMOE YBEJIWYCHUE KOXXHO-)KMPOBOW CKJIAJIKWA HAaJ
TPHUIIETICOM M OKPY>KHOCTU MBIIII] IJIeYa, YTO CBUJETEIBCTBYET O OJIArOMPHUSTHOM
HApaCTAaHWUU MBIIICYHON MACCHI.

Ha »>ddexTuBHOCTS cHenuaau3upoBaHHOTO MPOAYKTa BIHMSET HE TOJBKO
XapakTep JIETKOYCBOESIMOTO MOJIOYHOTO Oenka (LeIbHbIM WM TUAPOJIM30BAHHBIN),
HO W HaJW4YME B COCTAaBE CMECHU BBICOKOTO COAEPKAHUS CPEIHEUECNOYEYHbBIX
TPUTJIMIIEPUAOB, OTCYTCTBHUE JIAKTO3bI M MHUHHUMAJIBHOE COJIEPKAHUE/OTCYTCTBUE
caxapo3bl, YTO 3HAYUTEJBHO O0O0JIeT4aeT MPOIIECChl MUINEBAPEHUS W BCAChIBAHUS
HYTPUEHTOB, CTIIOCOOCTBYSI MaKCUMaJbHOMY YCBOCHHUIO MUTAHUS, YTO YPE3BBIYANHO
BAXHO UISI JETed C XPOHWYECKOW TMAaHKPEATHUYECKOM HEIOCTAaTOYHOCTHIO,
raCTPOMHTECTUHAIIBHBIMUA PACCTPOMCTBAMU, HAPYLICHUEM TOJIEPAHTHOCTH K TIIIOKO3€
Y JIJAKTA3HOM HEJIOCTATOYHOCTHIO, KOTOPBIE HEPEKO COMPOBOXKAAIOT TeueHne MB.

N3yuaembie OMOXMMHUUYECKHE TIOKA3aTeNd, XapaKTEePU3YIOIIUE OCIKOBBIN
oOMEH, y JdeTell ¢ MYKOBHUCIIUIO30M OCTaBAJIMCh B mpenenax pedepeHCHBIX
3HaueHud. OJHAKO KOHIIEHTpallMu MpeaabOyMHUHa W TpaHcheppuHa Ha (oHe

npuemMa MpPOAYKTOB OSHTCPAJIbHOIO IIUMTAHHUA  HC3aBUCMMO OT HX OCHOBBI
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MPOJIEMOHCTPUPOBAIA  3HAYMMYK)  IOJIOKUTEIIBHYK) JUHAMHKY B  CTOPOHY
YBEIMYEHUS U MPUOJIMKEHHS K BEpXHUM T'PAHULIAM HOPMBI.

BaxkHO mOAYEepKHYTH COXpAaHEHUE CTAOUJILHOTO YPOBHS TJIIOKO3bl KPOBH Y
nereit ¢ MB Ha BceM NPOTSHKEHUH UCCIIEIOBAHUS.

Pe3ynprarel NMpOBEAEHHOrO HWCCIEAOBAHUS ITO3BOJISIFOT CHAENAaTh BBIBOJA O
BBICOKOM  KJIMHUYECKOW 3(P(HEKTUBHOCTH JTUETOTEpAllMd C  HCIOJIb30BAaHUEM
MCCJICIOBAHHBIX BBICOKOKAJOPUMUHBIX BBICOKOOETKOBBIX CMECEH [JIsi SHTEPAIBbHOIO
MATAaHUA Yy JETeM C  MYKOBHUCHMAO30M,  OCJOXHECHHBIM  HYTPUTHUBHOMU
HEJIOCTATOYHOCTBIO.

[TockoibKy M3y4YaeMble CHEIUATU3UPOBAHHBIE CMECH UMEIOT Crielr(pruuecKuit
BKYC, OCOOCHHO CMECH Ha OCHOBE TUJIPOJIM30BAHHOIO O€jKa, KOTOPHIM MPHUCYIIL
rOPHKOBAThIN TMPUBKYC, UCIOJIb30BAaHUE MX B MHUTAHUM OOJIBHBIX JeTel Tpedyer
MPEIBAPUTEIBHON TMCUXOJOTHYECKOW MOATOTOBKM JJII MO3UTUBHOTO HACTPOS Kak
JIETEeH, TaK U UX POJUTENIEHN, HA IPUEM HOBBIX IIPOAYKTOB.

5.2.2. BO3MOKHOCTH MCIOJIb30BAHUSA METOAA HOYHON I'MIepaJMMEHTALNH
JJIs1 HYyTPUTHUBHOM MOAEPKKHU eTed ¢ MYKOBUCIHI030M

[IpeacTaBmsio OONBIION HMHTEPEC HU3YyYUTh BO3MOXKHOCTH U 0€30MaCHOCTh
WCIIOJIB30BaHUsl HOBOTO CIIOCO0Oa BBEACHUS CIEIUATU3UPOBAHHOM CMECU JIETSIM CO
CHIKCHHBIM aIllETUTOM BIUIOTH 10 AHOPEKCUM, HAPYLIEHUEM IHUIIEBOrO MOBEACHHS,
BBIPAXKEHHBIMH PACCTPOMCTBAMHM HYTPUTHUBHOIO CTAaTyCa, TSKEJIOW XPOHHYECKOU
MMAHKPEATUYECKON HEOCTATOUYHOCTBIO.

C oro¥i menbto Ha 0aze mylnbMoHoONOrH4eckoro otaenenus OI'AY «HMMUIL]
30pOBbs JeTei» MunznpaBa Poccun BrepBbie y JI€Te ¢ MYKOBUCIMAO30M ObLI
UCIIOJB30BaH  CMOCOO ~ HOYHOM  TUIEpaJMMEHTAIluM  4Yepe3  OaUIOHHYIO
HU3BKOMPO(MUIBHYIO TacTpocToMy. B KkadecTBe HYTPUTHBHOM  MOAACPKKU
MPUMEHSUTUCh BBHICOKOKQJIOPUHHBIE BBICOKOOETKOBBIC O€3JIaKTO3HbIE CMECH Ha
OCHOBE KaK IeJIbHOTO, TaK ¥ TUPOIU30BAHHOTO MOJIOYHOTO OeTKa.

[Toka3aHUsIMH K TPOBEACHUI0O HOYHOM THMIIEPAITMMEHTANMS SBJISUIOCHh HAIUYUE
OJIHOTO U 00JIee YCIOBUI:

- TAKCJIOC TCHCHHNEC MYKOBHUCIIM 034,
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- CHIKeHHe Z-SCOreS aHTPOIIOMETPUYECKUX MTOKa3aTeen <- 2

- OTCyTCTBHE 3P deKTa OT IPOBOJUMON TUETOTEPANHH ITyTEM JAOTOTHUTEIBHOTO
MMM TAHUS/CUITHHTA;

- OTCYTCTBHUE NMPUOABKHU B POCTE U MAcCe Teja B TEUCHUE MOCIIETHETO roia.

[lepeuriciieHHBIM KpUTEpHUsM OTBedasid 43 peOeHKa, UMEBIINUE BBIPAKECHHYIO
HEJI0OCTaTOYHOCTh NuTaHus, u3 Hux y 24 (55,8%) G6ompHbIX Z-Scores UMT/Bo3pact
(BAZ) 6wt B muanaszone ot -2 10 -3SD, y 19 (44,2%) 3TOT noka3areib HaXOAUJICS Ha
ypoBHEe HIKe -3SD.

[IpeaBaputenbHo poauTeneii MHGOPMHUPOBAIU O BO3MOXKHBIX MOOOYHBIX
ABJICHUSX IIPU YCTAHOBKE TAaCTPOCTOMBI M O CJOXKHOCTAX, KOTOPBIE MOTYT
BO3HUKHYTh MPU HOUHOM BBEJICHUU MUTATEIILHON CMECH.

N3-3a oTkaza poaurenedl uimu nered (HexenaHue, OMaceHHe OCIIONKHEHUH)
ractpocTomusi Obuta mpoBeneHa Toybko 16 (39%) manuenTtam crapuie 1 roma. Bee
poIuTENM M JAeTH crapuie 14 ner noanucain HHPOPMUPOBAHHOE COIVIACHE HA
ydacTue€ B HCCIEIOBAaHUU. AHTOPOIIOMETPUYECKHE TOKa3aTedu OOJBHBIX C
MYKOBUCLHJIO30M  TEpell  MOCTAHOBKOM  HHU3KONPO(PWIBHOW  TacTPOCTOMBI

npejcTaBiieHbl B Tabuie 5.51.

Tabnuma 5.51
AHTpOnoOMeTpHYeCKUe MOKA3ATeJU AeTeH ¢ MyKOBUCIHMI030M
A0 MOCTAHOBKHU IraCTPOCTOMBI

[Tokazarenu WAZ (n=5)" HAZ (n=16) BAZ (n=16)
Cpennee -1,65+ 0,19 -1,167+ 0,28 -3,51£ 0,41

Munumym -2,03 -2,46 -5,26

Makcumym -1,36 -0,58 -1,29

Kak BumHo w3 tabmuier 5.51 cpegnume mokaszarenu BAZ nereit ¢ MB nmo
MMOCTAHOBKHU TacCTPOCTOMBI ObUIM HU3KMMH U KoJieOaMCh B Mpejaenax or -5,26 1o -
1,29SD, uto cBumerenscTBOBaNO 0 Hannmuuu y HUX HII pasHoii ctenenu TsHKecTH.

VY Bcex ManueHTOB MYKOBHCIIUI03 MPOTEKA B TsKENOM (popMme, OlIEHKA IO

mkane [lIBaxmana-bpacduibaa cocraisiina B cpennem 3443,56 Ganna, 060cTpeHuUs
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OpOHXOJIErOYHOTO Tpolecca HabMI01aI0Ch €XKEroaHo B cpeaneM mno 5,33+1,36 pas,
Bapbupys oT 2 10 12 pa3 B rox.

B  MHKpOOHOJOTMYECKHX aHaldu3aX I[OoceBa MOKPOTH (Wiau  ¢apuHro-
TpaxealbHOro acmnupara) aeteit ¢ MB oOunbHbIi pocT Pseudomonas aeruginosa Obut
BbIsiBIIeH y 11 (68,8%) manmenToB, u3 aux y 4 (36,4%) nereit — 00b14HOM GOpMEIL, ¥ 7
(63,6%) OonbHbIX - MykougHol. Y 4 (25%) mnamueHToB OTMEUYEH pPOCT
Staphylococcus aureus, y 1 (6,3%) — Achromobacter xylosoxidans.

@yHKIMS BHEIIHETO JbIXaHUs B Ipeaesiax HopMbl (>80%) HaxoIuaack TOIBKO
y 3 (18,8%) nereit B Bo3pacte muajiie 7 JeT, y KoTopbix 1o aaHHbiM KT He ObL10
BBISIBJICHO U3MEHEHMI B jerkux. Y 7 (43,8%) nereit orMeuanuch HapyueHuss OBJ]
cpeaneit creneHu TsokecTu (ODBI1 = 55-80%). [Tokazarens ODPB1 6bu1 Ha ypoBHE <
50% ycranoBinen y 6 (37,5%) nereid, y oqnoro pedenka 13,6 ner OOB1 = 24%, 4to
OLICHMBAJIOCh KaK AKCTPEMAJIbHO HU3KUI MMOKA3aTENb.

N3menenuss ©Ha KT B BUIE  MHOXKECTBEHHBIX  PaCHpOCTPAHEHHBIX
OpoHx03KTa30B oTMeueHbl y 14 (87,5%) Oonbubix MB, y 4 (25%) neteil BbIsBIEHBI
Oy/ulbl pa3HbIX pa3MepoB U JIOKanu3auud, y 1| mamnueHTa Obula NpoOBelEHA
sMOONM3aMsl  COCYIOB IO  MOBOAY  JIEFOYHOTO  KpoBoTeueHus.  Ha
MHTEPMUTTUPYIOLEM KHCIOPOJHOM oOecniedeHnu Haxoauinock 4 (25%) pebeHnka.

Kunesurepanuto He BBITTONTHSIM TToAaBJsttomnee 60apmuHcTBO (14/90%) nereid,
y HUX )K€ OTMEUEH HU3KUI YpoBeHb (pusudeckoit aktuBHOCTH. Octanbhbie 2 (12,5%)
pebenka ObuiM  (U3UMYECKM  MAJIOAKTHUBHBI W HEPEryJsipHO  IPOBOJIUIH
KUHE3UTEPANUIO C IbIXaTEIbHON TMMHACTUKOM.

VY 6onbmmHcTBa (12/75%) OONBHBIX anmeTUT ObLT 3HAYUTEIBLHO CHIDKEH (JeTH
chelalii HEOOJNbIION 00bEeM MUIIM, MPOAYKTHl U OJt0Ja noAdupamn n30upaTeinbHO,
KaXJIbIH MPUEM MUIIN 3aHUMAJ IPOIOJKUTENBHBIN NEPUOT BpeMeHU - 10 60 MUHYT).
VY 4 (25%) nerteil, HECMOTPSI Ha XOPOIIUH AMNMETUT, 00bEM IHEPTrOMOCTYTUICHUS ObLIT
HU)KE BO3PACTHON MOTPEOHOCTH.

Bce mamueHThl B TUTAHOBOM TOPSAKE Tepel IMOCTAaHOBKOW OalljIOHHOM
HU3KONPO(MUIBLHON TracTpOCTOMBI  OBUIM  MPOKOHCYJIBTUPOBAHBl  KIMHUYECKUM

IICUXOJOIOM M JHUCTOJIOI'OM.
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[Icuxos0roM OTMEUEHO, YTO BCE OOJIbHBIE U UX POJAUTENN ObUIH MOABEPKEHbI
JEMPECCUM U KAIOBAMCH HA MJIOXOE CAMOYYBCTBHUE. Y JETEH OTCYTCTBOBAJ MHTEPEC
K IIKOJBHBIM 3aHATHSM, OTMEUEHbl amaThus W Oe3pa3auuhe K OKpYKarollen
oOcrtaHoBKe. HampaBieHHOCTh  TCHXOJIOTMYECKOrO0  CTaTyca OIeHEHa, Kak
MICUXOJIOTUYECKOE YTHETEHHUE.

Koncynbranms nuerosnora Obula HampaBieHa Ha yOEXIEHUE pOAUTENed U
neTell B He0OX0IUMOCTH KOPPEKIMKA MUTAHUS 32 CYET JOMOJHUTEIHHOTO BBEICHUS
CHEUAIN3UPOBAHHBIX ~ CMECEed  IyTEM  HOYHOM  TUIEpATMMEHTalWd,  Kak
CIMHCTBEHHOTO Ha JaHHBIM MOMEHT 3((EeKTUBHOTO METO/Ja BbIBOJA peOCHKA H3
COCTOSIHUA O€IKOBO-3HEPreTUUYECKON HETOCTATOYHOCTH.

Juis  GezomacHoro W 3(QQEeKTUBHOTO (YHKUMOHUPOBAHHUS  OalIOHHON
HU3KOMPO(DUIBEHOM TracTpOCTOMBI ObUTH pa3pabOoTaHbl CIEAYIONIUE IPaBUIIa;

-B TIepBble 5 [HEHW mMocie YCTAaHOBKH TacTPOCTOMbI HEOOXOIMMO HaOII0JEeHUE
XUpypra,

- BOBHUKAIOIIUE MECTHbIE TOOOYHBIE SIBJICHUS HE JOJDKHBI SBISATHCS MPUYUHOMN ISt
yAQJICHUSI TaCTPOCTOMBI U OTKa3a OT HOYHOM THUIEpATTMMEHTAIUU; TPU TEXHUYECKHU
MPAaBWJIBHO YCTAaHOBJIEHHOMW TacTpOCTOME B TEPBBIE JTHHU BO3MOXKHO IOSIBIICHHE
MECTHBIX MOOOYHBIX SIBJICHUM (00J1b, TOAKOXKHAsL IM(pU3EMa), KOTOPhIE YCTPAHSIIOTCS
C IOMOIIIbIO aHAJIBI€TUKOB U BBIKUJATEIbHON TAKTUKH;

- MECTHasi BOCTIAJIUTEIbHASL PEAKIUS HAa KOXKE BOKPYT CTOMBI HE TpeOyeT SKCTPEHHOTO
BMEILIATEIbCTBA M MPU TILIATEIBHOM YXOJA€ OBICTPO HHUBEIMPYETCS; 3TO peaKuus
oOycIioBIeHa 0COOEHHOCTSIMHU 3a00JIeBaHUS: BbIJICJICHUEM BBICOKO-
KOHLIEHTPUPOBAHHOI'O COJIEHOTO MOTa BOKPYT CTOMBI;

- BBEJICHUE CHEIUATU3UPOBAHHBIX CMECEH SHTEpaJbHOIO MUTAaHUS HauMHaeTcs ¢ 4-5
JHA TOCJIE YCTAHOBKM CTOMBI, C MajbIX KOJIMYECTB, MPH OTCYTCTBHM MECTHBIX
OCJIO)KHEHHUI BOKPYT CTOMBI; TaK KaK paHHEE BBEJECHUE CMECH MOXKET BbI3BaTh 00JIb,
B3yTHE )KMBOTA U AUCIEICHIO;

- 0a3ucHas Tepamnus y narueHToB ¢ MB npu npoBeseHuN HOYHON TUTIEpATUMEHTAIIUN
JOJKHA TIPOJOJIKATECS B TIOJIHOM 00BbEME coriacHo KinnHHUeCKMM peKOMEHalusIM

«Kucroznsrit pubdpo3 (MykoBuciuaos)», 2021 [Knun pexk MB 2021].
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[Tocne YCTaHOBKHU racTpOCTOMBI MIC-KEY (Kimberly-
Clark/[HALYARD/AVANOS) MECTHBIC 1oO0YHBIC SIBJICHUSI ObLTH
3apeructpupoBanbl y 7 (43,8%) u3 16 nanuenrtos: y 3 (18,8%) nereit Ha 1-3 nenn
MOSIBUJIACh TOJIKOKHAsg SMdu3eMa, KoTopas pacrpocTpaHsjiach BOKPYr CTOMBI. B
ATOM CJIydae COBMECTHO C XHpypraMu ObLla IPUMEHEHA BBDKHIATEIbHAS TAKTUKA W
npoOsema pa3pennaach CaMOCTOATENIbHO B TEUeHHE 3-5 THEH.

Ha 1-3 cytku nocne ractpocromuu 4 (25%) aetu cranu >xajioBaThbcs Ha 00U
Pa3HO MHTEHCUBHOCTHU B MOCJICONEPAIMOHHON 00JIaCTH, KOTOPhIE KyIIUPOBAIUCh Ha
¢dboHe npreMa aHaJbIeTUKOB U CIIa3MOJUTHKOB.

N3-3a  cunpHOro kamwis Ha 7 Cytku |y pebenka 13,6 ner c
KHCJIOPOA03aBUCUMOCTRI0O U BblpaxkeHHo HII (BAZ = -5,3) otnmenuics onauH u3
Kperexel racTpoCTOMBI, TO3TOMY HOYHAs THIEpaIMMEHTalus Oblla HayaTa TOJIbKO

Ha 14 CyTKH ¢ MOMEHTa YCTaHOBKH IacTPOCTOMBI (Tabuia 5.52).

Tabmura 5.52

IIpo0GiiemMbl, BOSHUKIIKE MOC/Ie YCTAHOBKHU 0a/IJIOHHOM HU3KONPO(PUIBbHOM
racTpocTOMbI Y HA0IK01aeMBbIX JIeTeil ¢ MyKOBUCIIHI030M

Cpoxku nosiBJIE€HUS MOOOYHBIX PEaAKIIUi
Ne TakTHka BegeHU
MecTHas 00JIb MOAKOXHas dMPpu3zema

1 |mal cytku - AHaJIBr€THKU

2 BBDKUJATENIbHAST ~ TaKTHKA,
Ha | cyTkm -

aHaAIT€TUKU
3 | na2 cyrku - CnazsMoIMTHKN
MECTHasl o0OpaboTka
4 | na 3 cyrku (10 14 cyr) - p ’
AHAJITE€TUKH
5 BBDKHMJIATENIbHA  TaKTHKA,
- Ha 2 CyTKHU
AHAJITE€TUKH
6 - Ha 3 CyTKH BbDKHIAaTeNIbHASA TAKTHKA
Ha 5 CyTKHU
7 BBDKHM/IATENIbHAs TAKTHKA

(B TeueHue S5 nHE)
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BaxxHO OTMETUTH, YTO, HECMOTPS Ha OTHENbHbIE MPOOJIEMBbI, BO3HUKIINUE Y
NAlMEHTOB IOCJIE€ YCTAHOBKH TacTPOCTOMBI, BCEM JETSAM YAAIOCh COXPAHUThH €€ B
paboyeM  COCTOSHMH, 4YTO  TMO3BOJIMJIO  YCHEHNIHO  MPOBOJUTH  HOYHYIO
TUIEPATUMEHTALIUIO.

Crnennann3upoBaHHAas BBICOKOKAJIOpUIHAsA BBICOKOOEIKOBAsI CMECh BBOJMJIACH
B HU3KONPOQUIBHYI0 TacTpOCTOMY B HOYHOE BpeMsi B TeueHue 6—8 yacoB ¢
noMoIbl0 UHPY3MOHHOro Hacoca. OOBeM cmecu Kosebajcsi B 3aBUCHUMOCTH OT
Bozpacta oT 500 mm go 1000 mi, uro cocraBmsuio  1/3-1/2 paccuurtanHOiM
HEOOXOMMON BO3pacTHOM NOTPEOHOCTH B OEJIKE U KAJIOPUSX.

B mnepBeie 10-14 nHel mocime Hadana SHTEPATBbHOrO MUTAHUA MCXOIHAsS
CKOPOCTh BBEACHHUS NUTATENbHOW cMecH cocTaBisiia 50 mi/yac, mpu Xopouien
nepeHocumoctu e€ yBeanunBaiu 10 100—150 mu/gac 10 nocTmxeHus: He0OXO0AUMOTO
1o pacyeraM o0beMa.

3amectuTenbHas — (EepMEHTHas ~ Tepamus  MPOBOAMJIACH  IpernapaTom
NaHKpeaThHa B BUAEe MUHUMUKpocdep u3 pacuera 2000-2500 EJl no nunaze Ha 1 r
KUpa B CMECH, KOTOPBIM JaBajcsi MEpopajibHO B 2 MpUEMa: Nepel HadajlioM U B
cepeMHe HOYHOM rHIepainMeHTanun (depe3 3—4 Jaca rmocje Hayayia BBEICHHS)

HouHoe kKopMiieHHE coueTanoch C OOBIYHBIM JHEBHBIM NUTaHuEM. B psne
CllydaeB MAalMEeHTbl JHEM IMOJy4yalau MAOMOJHUTENbHOE OOJIOCHOE (TMOPLMOHHOE)

KOPMJICHHE CMEChIO Yepe3 ractpoctoMy B ooseme 200-400 mut.

IPppexkmuenocmev nHounoil cuneparumenmayuu y 004bHbIX C MYKOGUCUUOO30M
[TpoOIKUTENBHOCTE HOYHOM TUIEPATIMMEHTALINM Y IETEU C MYKOBUCIIUI030M
yepe3 Oa/UIOHHYIH HHU3KONMPO(HUIBHYIO TacTpOoCTOMY B cpeaHeM cocraBuia 35,3
MecsIa ¥ Kojedanack ot 2 Heaenb 10 60 mecsies (Tabmmma 5.53).
Kak BumHo u3 Tabmuiwl 5.53, Hounas ecunepanrumenmayusi 6 noocpynne «ay»
npojaoxanack MmeHee 6 mecaueB y 4 (25%) aereit. Ilocne BBIMKUCKK U3 CTAllMOHAPA,
rIe B TeueHuWe 2 Heaenb 2 peOeHKa MOoJaydajad JHTEepajbHOE NHTaHHE Yepes

racTpoCToMy, B IOMAallIHUX YCJIOBHAX UX POAUTCIIN HEC CMOI'JIM CIIPABUTLCA C YXOA0OM



135

32 CTOMOH, B CBSI3M C YeM JAHHBIM METOJ MUTaHWs ObUT MPEKpalleH W MaldeHTHI
BBIOBLTH W3 UCCIIeIOBaHUS (PUCYHOK 5.23, pebenok 1 u pebenok 2).
Tabmuua 5.53

IIpoao/KNTENIbHOCTh HOYHOM IMIIePAJTMMEHTALMY Yepe3 0aJTIOHHYI0
HHM3KONPO(PUIBbHYIO TAaCTPOCTOMY Y AeTeil ¢ MYKOBHCLHM/I030M

JIMMTEIbHOCTD HOIICHUS Yucio gereit (n=16)
IToarpymnma
racTpOCTOMBI (B MeC) n %
a MeHee 6 Mec 4 25
b 7 -12 mec 4 25
C 13 — 24 mec 3 18,7
d 25 — 60 mec 5 31,3

[TampeHnT 5-TM 7n€T WMeNn NPEeMMYLIECTBEHHO KHUIIEYHblE cHUMNTOMBI MB,
TspKesoe TteueHue (mo mkaine IlIBaxmana-bpachunbna 39 6amnos; OOPB1=78%) V
HEro B TEUECHHE MABYX MPEAbIAYIIUX JIET OTCYTCTBOBAJIM Kakue-IMOO NMpUOaBKU B
Macce Tena u pocte, Z-scores opumm Huskumu: BAZ =-2, WAZ =-2,03, HAZ=-1,05
HecmoTpst Ha BbIpakeHHYIO 3(P(EKTUBHOCTH MPOBOJUMON THIEPATUMEHTAIINH
(monokuTenpHAS JUHAMUKA aHTPOTIOMETpUYECKUX UHACKCOB: BAZ =+ 0,22, WAZ =-
0,26, ynydllleHUE MCHUXO-3MOIMOHAIBHOIO COCTOSHHS, AKTUBHOE IMOJKIIOYEHUE K
3aHATHSAM KUHE3UTEpANuel u CopToM) Yepe3 5,5 MecsIeB poauTenn peOeHKa 13-3a
CTpaxa pa3BUTHS y HEro OXXUPEHUS OTKA3IUCh OT MaJIbHEHUIIEro BBEJICHUS
CMEHATM3UPOBAHHON CMECH Yepe3 TracTpocToMy (pUcyHOK 5.23 pebenoxk 3).,

PebGenok ¢ MB B Bo3pacTe 6 JeT ¢ TshKelloi HyTpUTUBHOM HEAOCTATOYHOCTHIO
B TeyeHWe 6 MecsleB IMojdydyal [OuTaHue depe3 racrpoctoMy. HouHas
rUnepajIuMEeHTals OKa3ajach BBICOKOA((EKTHUBHON: 3a yKa3aHHBIM MPOMEKYTOK
BPEMEHHU OTMEUYEHO 3HAUYUTEJILHOE YJIYUIICHUE HYTPUTUBHOIO CTaTyca U YBEJIUUCHHE
BAZ ¢ -2,5 no -0,85 (HOpmasibHBIC 3HAYEHUS), B CBS3H, C 4YeM pPEOCHOK OBLI

TIepeBeIcH Ha SHTEPAbHOE MMTAHNE METOJ0OM cuniiHTa (puc. 5.23, pebenox 4).
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BEC (Kr
(kr) Poct (cm)

50 g1

X/x 180 cm

. Vg
40 - 160 - P
30 - ‘ 140 - .
20 - 120 - u
10 I \ 100 T 1
0 mecsiLes 6 MecALeB 0 mecaues 6 mecaues

0,5 NMT/Bo3pacTty

0
=@=1 pebeHoK

-0,5
== 2 pebeHOoK

-1
3 pebeHok

-1,5
5 [ | =>¢=4 pebeHok

- 45
-2,5

Pucynok 5.23 JluHaMHMKa AaHTPONOMETPHYECKMX MHACKCOB Yy JeTed ¢
MYKOBHCHMI030M IMOArPynnbl «a@» Ha ¢oHe HCHOJb30BAHUA HOYHOM
rUnepajTuMeHTaluu.

B moarpynne  «b» wuoumas eunepanumenmayus mponmomxamace ot 7-12
MecalueB y 4 gneredd. 3a ykasaHHbIM mnepuoj Z-SCOIeS aHTPONOMETPUYECKUX
IOKa3aTesied BCEX JIeTed YBEIWYWINCH: CpEJHUME 3HAUCHHE MHAEKCa Macca
tena/Bo3pact (WAZ) Beipoc 6omee, yem Ha 1,5 SD, uanexcoB poct/Bospact (HAZ) u
NMT/Bo3pact (BAZ) — 6onee, uem va 0,5 SD (pucyHnok 5.24).

HeBouka 6 ner 3 mec ¢ TsxkenbIM TeueHneM MB U BbIpakeHHOU OENKOBO-
HHEPreTUYECKOM HEIOCTATOYHOCTBIO TOJydyajia MHUTAHWE Yepe3 TacTpoCToOMYy B
TeyeHue 12 mecsues. 3a NpeaIecTBYIOMMI YCTAHOBKE FaCTPOCTOMBI IO/l TAllMEHTKA
notepsina 2,8 kr u Z-score UMT/Bo3pact y He€ Obul paBeH -2,0 SD. 3a mepuon
IPOBEJCHUS HOUHOM T'MIepalMMeHTalluu JeBOUKa MpulaBuia B Bece 5 Kr, IPU ITOM
uaaekc BAZ mnoseicuncs o +0,19SD. Onnako ypoBens O®BI1  yBenunumiics
He3HaYuTeabHO (10 58%) (pucyHok 5.24, pebenok 5).

PeGenox 9 ner monyyan nuTaHue yepes ractpoctomy B TeueHue 11 mecsies. B
CBsI3U ¢ Xopoieil npubaBkoir B Macce tena (BAZ ysenmnuwics ¢ -2,5 mo -0,4 SD)
COBMECTHBIM PEILIEHUEM JICUAIETro Bpaya U JIUETOJIOra JaHHBIM METOJ MUTaHus ObLI

OTMeHeH (pUCYHOK 5.24, pebenok 6).
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JIBa marmenTta (10 u 12 jer) monyyanau CHEeNHATM3UPOBAHHYIO CMECh 4epes
HU3KoMpouinpHyo racrtpoctomy B TeueHue 10 m 11 mecsieB COOTBETCTBEHHO,
INPEUMYILECTBEHHO BO BpeMs TOCHUTAIM3ALMU. B JOMalIHMX yCIIOBHUSX MUTaHUE
yTeM HOYHOM THIepaJTuMEHTallMU OCYIECTRISIIOCh HE PETYIISIPHO U3-3a epedoeB B
MIOCTaBKAX CMECEW MO MECTY JKUTEIbCTBA, OTCYTCTBUS PACXOJHBIX MAaTEPUAIOB IS
racTPOCTOMBI, B CBSI3U C YeM KellaeMblil 23PdeKT He ObUT TOCTUTHYT. Y ITUX JIeTeH Ha
NPOTSHKEHUH YKa3aHHOTO CpOKa OTCYTCTBOBasia mMpuOaBKa Macchl Tena (PUCYHOK

5.24, pebenok 7 u pedenox §).

Bec (Kr) PocT (cm)
45 - 40 -
40 om — 35 -
35 T 30 _

30 -

. 25 -
25 -

20 -
. HM
15 - i~ 157
10 - 10 1

5 - 05 -
O T T 1 00 T T 1
0 mecAues 6 mecaues 1roa 0 mecaues 6 mecaues 1rop
0,5 -
NMT/Bo3pacty ——5
0 . : , . pebeHokK
05 0 mecaues 6 mecaues )il 6
’ pebeHoK
_1 .
7
15 - pebeHoK
2 4 =8
./ pebeHokK
-2,5 -

Pucynok 5.24 JluHaMMKa aHTPONOMETPHYECKMX MHIACKCOB Yy JeTed ¢
MYKOBHCIUI030M moarpymmnel «b» Ha ¢oHe HCHOJbL30BAHUS HOYHOI
rUnepajTuMeHTaluu.
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[lutanue yepe3 HHU3KOMPOPWIbHYIO TacTPOCTOMY 6 meyeHue 24 mecayes
noiyyanu 3 fereil (MoArpymnmna «c»).

JleBouka 5.5 neT ¢ TsxkenbIM TeueHrneM MB (MHOXECTBEHHBbIE OpPOHXIKTa3bl,
O®B1=62%) nonydyana mUTaHWE METOJOM HOYHOM THIEpaIMMEHTalUu 24 MecsIia.
3a yka3aHHBIN Mepuoa MpubaBka B Macce Tena coctaBuia 2,4 Kr, pocte - 4 cM, TIpH
ATOM MOJIOKUTETbHAS TUHAMUKA MacCO-POCTOBBIX MOKa3aTelel 0TMeuanach TOJIBKO
B TIEpPBBIE 8 MECSIIEB C MOMEHTa YCTAaHOBKH TacTPOCTOMBI, YTO, BEPOSITHO, OBLIO
CBSI3aHO C  IPOTrPECCUpPOBAHMEM  OpPOHXOJErOYHOrO0  Mpollecca,  KOTOPOE
conpoBoxanock yxyamenueM OBJ[ (ODB1 =48%). M3-3a TsHKenoro cCoOCTOSHUS
peObeHKa pOJUTENM CaMOCTOATENIbHO, 0€3 KOHCYJIbTAllUM C JICYAllUM BpayoM
IPHHSIIN pelIeHUe 00 yIaleHUU TracTPOCTOMEBI (PUCYHOK 5.25, pebernok 9).

HeBouka 12 ner 11 MecsueB ¢ BbIpAKEHHOW HEAOCTATOYHOCTHIO NMUTAHUS U
TsOKENbIM TedueHneM MB (MHoecTBeHHbIe OpoHXAKTa3bl, ypoBeHb ODBI1 - 73%) 3a
MEPBBIN T0O/1 UCTIOIB30BaHUSI TACTPOCTOMBI MpUOaBUiia B Macce Teja 8 Kr, BRIpocia Ha
6 cM, BAZ cocraur -1,91 SD, mpu s3tom ODBI1 noseicuics mo 83%. B Teuenue
CJIEAYIONIETO Tojia manveHTka npubaswia eme 4,5 kr, BAZ yBenuuuncs go +1,38
SD. Yucno 6ponxoseroyHsix oboctpenuit cokpatminock ¢ 10 pa3 1o 1 pasa B roa. Ha
24 wmecsdue npoBEAEHU HOYHOW THIEPATMMHUHTALMU 110 PEIICHHIO JIEYallero Bpaya
COBMECTHO C JUETOJIOTOM racTpocToMa ObuIa ynaneHa (pucyHok 5.27, pebenox 10).

PeGénky B Bo3pacte 7 JIET B CBS3M C MOJOKUTEILHBIMU PE3yJIbTaTaMH JICUCHUS
M0 UCTEUCHHUIO 2 JIET MOCTOSIHHOM HOYHOM TUIepaTMMEHTAIIUU TaKXKe ObLIO MPUHSITO
perieHue 00 yaaaeHuu TacCTPOCTOMBI. 3a 3TOT MEPHOJI BpEMEHH OH ITPUOABIII B Macce
Tena 6 xr U Belpoc Ha 7cM, BAZ yBemmuwmiica ot -1,87 mo 0,43 (HopmanbHOE

3HaueHHe) (pUCYHOK 5.25, pebenox 11).
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50 1 170 -
Bec(Kkr Poct(cm)

45 -
160 -
40 -

35 1 150 -

30 A
140 A

25 A

130 A
20 | 30

15 4 /f ¢ 4 120 -
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110 A
5 -

0 mecaues 6 mecaues 1ron 2roga 0 mecaues 6 mecaues 1ron 2ropa

1 -
NMT/Bo3pacTy =0=9
0 : : ) pebeHoK
0 mecsaueB 6 mecaues 1 req 2ropa

-1 =10
ebeHoK

2 - P

3 11
pebeHoK

4

Pucynok 5.25 /luHaAaMHKa aHTPONOMETPHMYECKHX HHIEKCOB Yy Jereil ¢
MYKOBHCHMI030M MOATrPyNmnbl «C» Ha (oHe HCHOJIb30BAHUA HOYHOM
runepaJJuMeHTalMH.

N3 5 pereit ¢ MB, nosiydaBIIuX HOuHYHO cunepaiumenmayuro ot 2 10 5 ner
(moarpynma «d»), 4 (25%) manmeHTaM HYTPUTHBHAS IMOJIJCpPXKKaA MPOBOANUIACH B
TEUEHHE S5 JIeT. 3a yKa3aHHbIM BPEMEHHOM NEPHOJ Macca Teja YBEIMYWIACH B
cpendeM Ha 16,2+ 4,69 kr, poctr - Ha 19,1+ 3,7cMm, a cpegnee 3HaueHue BAZ
BbIpociio Ha 0,8 0,47 SD (pucyHok 5.26 demu 12,13,15). Ilpu noncuére t-kputepus
CrprofieHTa JJIS pOCTa M MacChl Tella DJTUX TMAIMEHTOB OBLIM  TOJTYYEHBI
cTaTUCTUYECKU 3Haunmble paznuuus (P<0,01), 4TO CBHIIETEIHCTBOBAIO O BBICOKOM
() PEKTUBHOCTH MPUMEHSIEMOT0 METOa MUTAHUS. Y ITHUX MAIMEHTOB CPEHEE YNUCIIO

OpPOHXOJIETOYHBIX 000CTpeHM coKpaTHiioch ¢ 11+2,26 mo 3+1,25 pa3 B rox (p<0,01).

Cnenyer BblIenuTh pebenka 11 ymer 5 Mec, y KOTOPOro OTMEUaJIUCh
HeCcTaOWJIbHBIC MPUOABKU MAcChl TeJia MPU HOPMAJIbHOM YBEJIUYECHHH pPOCTa, YTO
OBLIO CBSA3aHO C JUIMTEIBHBIM IIEPEPHIBOM HOYHOM TMIIEpaMMeHTanuu (6 MecsieB) B
CBSI3U c omcymcmeuem CReyuanu3upoOB8aHHol cmecu no Mmecmy

orcumenvcmea(pedenox 14).
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MeTon  HOYHOW  THINEpPAIMMEHTAIMKM C  TIOJIOKUTEIBHBIM  AhdexToM
npuMeHsics Ooinee 4 et y peGeHKa, BCTYIUBIIETO B HCcleAoBaHue B Bo3pacte 13,6
jeT. 3a 3TO BpeMs JeBoYKa npubaBmia B macce tena 13,5 kr u Bblpocia Ha 13 cwm.
OmHako HECMOTpPsI Ha YIIYYIIEHHE MacCO-pOCTOBBIX TIOKa3aTeliel, COXpaHsIIHCh
BBIp2XCHHBIE H3MEHEHHS CO CTOPOHBI OPOHXOJIETOYHON CHCTEMBI, TTOITBEPK/ICHHBIC
KT (MHOXeCTBO pacnpoCTpaHEHHBIX OpOHXO03KTa30B, Oymibl), ypoBeHb O®DBI
OCTaBaJICS CHIDKEHHBIM. BmecTe ¢ TeM, MO3WTUBHBIM CIEAyeT NPU3HATH (aKT
YMEHBITIICHUST 9rcia 000CTpeHU OPOHXOJIETOYHOTO TMporiecca y 3Toro pedbeHka B 2

pasa: ¢ 12 10 6 pa3 B rox (p<0,01) - pucyHnok 5.26, pebenox 16).

60 - 170 ~
Bec (kr) Pocr (cm)
35 1 160 -
50 -
150 -
45
40 140 -
35 1 130 -
30 1 120 -
25
20 - 110 -
15 - 100 T T T T T T |
10 S £ &L LS E
B S S S S O A AR A SO
o Q,‘f‘\\) N qfo ,);o RS o 813‘ (oé\
& & ()
X © Q/Q»
& &
® ®
0
1 Touka 0 6 mec. 1lrop 2 T MMT/BO3paCTy

=912 pebeHOK == 13 pebeHok 14 pebeHok

=>¢=15 pebeHokK == 16 pebeHOK

Pucynok 5.26 /IuHaMMKa AaHTPONOMETPUYECKMX MHIAEKCOB Yy JeTed C
MYKOBHCIMIO30M NOATrpynnbl «0» Ha ¢oHe HCHOJb30BAHUS HOYHOM
rUINePaAJUMEeHTALINH
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Knunuueckuit npumep 5.10: Jlesouxa, B.A. 11.5 nem, ouacHo3: MyKoBUCYUOO3
[eenomun: F508del/Q378Afs], necouno-xuweunas opma, maxncénoe meuenue.
Xponuueckuti odcmpykmusHwvlll Opouxum. Pacnpocmpanénnvle 6poHX03Kmazvl 000uUx
nézkux. Imbonuzayus cocyoos npagozo ne2ko2o. [vixamenvHas He0oCmamoyHocms 2
cmenenu. benkogo-snepeemuueckas HeOOCMAMOYHOCb MANCEN0U CIEeneHu.

V pebenxa ommeuanuco yacmvie 0600cmpenusi XpoOHUUECKO20 OPOHX01e204H020 npoyecca
no nHeeMonuyeckomy muny (0o 8 pas 6 200), ¢ 6 nemne2o 603pacma 6 nocege MOKpombl
svicesanracy Pseudomonas aeruginosa obwsiumas u mykououas Gopma. Pyukyus
sHeuwiHezo ovixanus: ODPBI 6 npedenax 40%, camypayus - 6 npedenax 95%, 6o epems
obocmpenusi ona chudxcanracy 00 89-90% u mpebosanact KUCIOpOOHAS NOOOEPIHCKA.
Macca mena 26,6 ke, pocm — 140 cm, UMT=13,6, BAZ= (-3,01) — msoicenas cmenens
HeooCmamo4HoCmu numanus. Annemum Obll pe3KO CHUJICEH, KpatiHe u30upamenvHbill.
Jlesouxka manoakmusna, umo 3ampyoHsio npogedeHue Kunesumepanuu. Ilo 3axnrouenuro
ncuxonoea npeobnadano He2amueHoe HACMpoeHue, NAYUeHmKa nooasiend, He Obllo
uHmepeca K 00ueHuro ¢ 0emvMu U pooumesimu, K 3aHamusim 6 WKoJe.

Tsoicenoe  cocmosinue pebeHKa, BbIPAJNCEHHAS HYMPUMUBHAS He00CMamoyHOCHb
HOCAYHCUTU OCHOBAHUEM K YCMAHOBKE 2ACmMpPOCMOMbl Ol NPOBEOeHUsl HOYHOU
eunepanumenmayuu. Manunyiayus no YCmMaHoske CMOMbl HPOULld WmMamHo, 6e3
OCI0JICHEHULL, 0e80UKa nepeHecia ee xopoulo. B meuenue nepgvix 48 uacoe ommeuanucey
oHcanodvl Ha mawywue 601U 8 0061ACMU CMOMbL, KOMOpble KYNUPOBANOCH NPUEMOM
ananveemuxos. Ha 3-e cymku Hauamo xopmienue uepe3 eacmpocmomy U30KALIOPULHOU
CMeCbl0 HA OCHOBe 2UOPOIU3AMA MOJIOYHO20 benka «npodykm Nedy uz pacuema 850
kkan/3a Houw (1/3 cymounoii nompebnocmu). Hounoe egedenue nauanu ¢ 50 mn/uac 6
meueHue 6-7 uacos, nobounvie 3ghghekmovl He HaAbIOOANUCH, CMECH XOPOULO YCBAUBANACD,
Ha 2 nouv — no 100 ma/uac 6 meuenue 6-1 uacos, na 3 nouv — 150 mn/uac. /lesouxa u ee
mMama 6viIcCmpo NPUBLIKAU K HOBOU CUMYayuu U NOJHOCMbIO 081A0elU HeoOX0OUMbIMU
MAHURYTAYUSAMU.

Yepes 6 mecsayes om Hauania HOYHOU SUNepaluUMeHmayuy ommeyeHa npubaska 6 macce
mena, komopas. cocmasuia 6,6 ke, 6 pocme + 3,0 cm (nokazamenu odocmueau 25
nepyenmuns), UMT=15,6, nokazameno BAZ=-1,24. Ilpu cnupomempuu yposeno ODBI
cmabunvHo oepxcancs eviue 40%.

3a credyrowuii 200 HAOIOOEHUS OMMEYEHO, YUMo pebeHOK 8 Macce meia NPAKMuYecKuy He
nHabupan, no npubasun 4 cm 6 pocme, UMT=14,8, BAZ=(-1,97). Kax evisicnuiocv &
meuenue 6 MecAayes HOUHAS 2unepaluUMeHmayusi pebeHKy He NpPo8OOUNACh BB8UOY
omcymcmeus CneyuaIu3upoOSAHHOU CMeCU N0 MeCmy HCUmenbCmad.

B Oanvuetiwem HouHnvle KOpMmIeHUs uepe3 eacmpocmom)y Ovliu npoooadxcervl. Yepesz 2
200a ¢ momenma ycmanoexu cmomolt, ODPBI ocmasancs cmabunvro 6 npedenax 40-50%,
macca mena 41,5 ke (+14,9 ke ¢ nauana nounou euneparumenmayuu), pocm 153 cm (+13
cm), UMT=17,7, BAZ= (-0,67), umo ykasviéaro Ha 3¢phekmusHocms npoeooumoll
ouemomepanuu.

Ilo npowecmeuu ewe 3 nem ODPBI naxoouncsa 6 npedenax 50-60%/]. Obocmpenus
OpOHXONe204YHO20 npoyecca ommedanucsy He uawe 2 pas  200. B nocege moxpomul
sbiceusanacy movko ooviunas opma — Pseudomonas aeruginosa. Macca mena - 53 ke,
pocm 160 cm (umo coomeemcmayem 25-50 nepyenmunro). Iloxkazamenu UMT/6o3pacm
(BAZ)=-0,19 u pocm/sospacm (HAZ)=-0,63, ceudemenvcmeosaiu 06 ycmpaHeHuu
HeOd0Cmamo4HOCmMu NUMAHUS.

3a namv 1em npumeHeHuss Memooa HOYHOU 2UNepatuUMHHmMayuu npubaska 6 macce mena
cocmasuna 26,6 ke, yeenuuenue pocma - 20 cm. Huskonpogunvnas eacmpocmoma ue
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Mewiana pebeHKy eecmu aKMuBHuI 00paA3 HCU3HU, 0eB0UKA XOPOULO 3AKOHYUILA UWKOJY.
AxmusHo nposoouna KuHeumepanuro, Kamaiacb HA elocunede, 3AHUMALACD
MeopYeCmeoM.

B oannom raunuueckom nabnrooeHuu HeoOXoo0uMo OmMMemums HEeCKOJIbKO BAICHBIX
Mmomenmos. Hedonycmumo Oenamb nepepviébl 6 HOUHOU 2UNEParUMeHmayul, eciu
cmoma YCMmaHo8nieHa U XOpowio QYHKYuoHupyem. IOmo npueooum K pezpeccy
00CMUSHYMbIX NOJIONCUMENILHBIX — Pe3VbMamos. Jlnumenvroe npumeHexue
HU3KONPOPDUNILHOU 2ACMPOCIOMbL Y OOIbHO2O C MANCENbIM MedeHUueM MyKOSUCYUOO03d U
BHIPANCEHHOU NUMAMENbHOU HEeQOCMAMOYHOCMbIO0 N0360J5en He MOJIbKO 3HAYUMEbHO
VAVUUUMb HYMPUMUBHBIL CMAMYC, HO U HOO00epHCUBAMb €20 HA BblCOKOM YPOGHe.
TpunyunuanvHo BadCHbIM ABULOCL CHUNCEHUE YUCIAd 000CMPEeHUll OPOHXO0Ie20UHO20
npoyecca u Kypcos anmubuomuxomepanuu. ( lpunoxenns Ne2 pebeHok 4)

Takum oOpa3oM, Hall TEPBBIM OMNBIT TOKa3al, YTO METOJ HOYHOU
TUNIEPATMMEHTAIIMA 32 CYET BBEICHUS BBICOKOOCIIKOBBIX BBICOKOKATOPHUIHBIX
cMecell uepe3 HU3KOMPOPWIbHYIO TacTPOCTOMY [IETM C MYKOBHUCIHI030M
ABJIIETCS] 0€30MACHBIM U BEICOKOI((EKTUBHBIM.

HaunOonpmmii 3p¢eKt ObUT TOCTUTHYT Y OOJBHBIX JOLIKOIBHOTO BO3pAcTa C
YMEPEHHOM M TSHKEIIONW HEJOCTaTOYHOCTHIO TMUTAHUS JJIUTEIBHOCThIO MeHee |
roga. {ns ynydiieHuss UX HYTPUTHUBHOIO cTaTyca motpedoBanoch oT 6 jgo 12
MecsameB. Y JeTel W TOAPOCTKOB IIKOJBRHOTO BO3pacTa B CBS3UW C OoJee
MPOJOJDKUTEIBHBIM M TSOKEJIBIM TEUEHHEM MYKOBHUCIIHA03a C BBIPAKEHHOU
HEJIOCTATOYHOCTBHIO MUTAHUS KenaeMblil 3(dekT HacTynmana B 0OoJiee MO3THUE
CpokH: OoT 2 A0 5 ner. 3a Bpemsi HaONIOACHUS HEXKENATeNbHBIX SIBICHUN H
OCIIO)KHCHHMH MpH (HYHKIIMOHUPOBAHUHM TAaCTPOCTOMBI Y TAIMEHTOB OTMEUCHO HE
OBLIIO.

CoBpeMeHHBIN CIOCO0 MOMOJHUTETFHOTO HOYHOTO KOPMJICHHUS OOJBLHOTO
MB ¢ moMomipi0 TacTpOCTOMBI BBITIOJHSICT BaKHYIO 3a7ady B €ro JICYCHUU U
peabmwiIMTanuy; yaydiaeT U JJIUTETBHO MOAIePKUBACT HYTPUTHBHBIN CTaTyC Ha
YIOBIETBOPUTEIIBHOM YpPOBHE, CIOCOOCTBYeT CTaOmimmM3anuu (yHKIIMOHAIBHBIX
MokKaszareyied JIETKUX, TMPUBOJIUT K YPEKEHHIO OOOCTpEeHUN OpOHXO0JIETOYHOTO
mpoliiecca ¥ COOTBETCTBEHHO K YMEHBIIICHUIO KYPCOB aHTHOUOTUKOTEPAIIHH, YTO B

OciioM oOecrneurnBaeT NO3UTUBHBIN IMPOrHO3 3a00J1eBaHMS.
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[Ipu HanmuuuKM MOKa3aHWM UIsi HOUHOM TUNEpPAIMMEHTALMK 1eIeco00pa3Ho
IIMPE BHEIAPATh JTaHHYI0 METOJMKY y JeTed € MYKOBHCLUHI030M, B CIy4yae
HEraTUBHOTO OTHOIICHUS MAllMeHTOB M WX pOAMTENEH K TakoMy CIocoly
BBEJICHHS ITUTaHUS MTPOBOJUTH PA3bICHUTEIbHBIE OE€CEIbl O €r0 MPEUMYIIECTBAX,
y0exaaTh B HEOOXOIMMOCTH JJOTIOJTHUTEIHLHOTO HOYHOTO KOPMJICHUSI.

Jlanuplii  MeTO[ JaueToTepanuu TpeOdyeT BpadeOHOro KOHTPOJA 3a
aJICKBAaTHOCTBIO €0  COOJIFOICHMS, AHTPONOMETPUYECKUMH  IOKA3aTEISIMU
NalyeHTa M JOJKEH NPOJOJIKATHCA O HOpPMalIM3alldd HYTPUTHUBHOTO CTaTyca

IHanyucHTa.
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I'naBa 6
OBCYKJIEHME PE3YJIBTATOB UCCJEJJOBAHUM

MyxkoBUCIINI03 - 3TO ayTOCOMHO-PEIECCUBHOE MOHOTE€HHOE
HACIICJICTBEHHOE  3a00JIeBaHME,  XapaKTEPHU3YIOIIEEeCs  IMOPAXKEHUEM  BCEX
AK30KPUHHBIX JKENE3, a TAKXKE JKU3HCHHO Ba)KHBIX OPraHoB W cucTeM. Yacrora
BcTpeuaemoct MB B eBpomnerickoit momyssiiiuu kosieaercs ot 1:600 mo 1:17000
HOBOpOxJeHHBIX. B Poccuiickoin ®enepaunu, no nanasiMm GI'BHY «Meauko-
FCHETUYECKUM HaydHbIll 1eHTp uM. akagemuka H.II. boukoBa», wacrtora
MYKOBHCITH103a cocTaBisieT 1:9000 HOBOPOXKACHHBIX [27].

OcHoBHass wnenp JiedeHnss MB - 3amennenue  nporpeccupoBaHUs
OpOHXOJErOYHOTO MATOJOTUYECKOTO TMPOIEcca, KOTOPBIM HEMOCPEACTBEHHO
BJIMSET HA KAaYECTBO M MPOAOJKUTEIBHOCTD )KU3HU NallueHTa B MHOTOUMCIIEHHBIX
UCCIICIOBAHUSIX TIOKA3aHO, YTO COCTOSHME (YHKIUU JIETKUX W HYTPUTHUBHBIN
CTaTycC y OOJIBHBIX MYKOBHCIIHI030M TECHO B3aMMOCBs3aHbI [175].

Opranuzanusi ageKBaTHOTO MHUTAHUS SBJSIETCS HEOTHEMJIEMOW YacCThbiO
KOMIUIEKCHOTO JICYEHUS TAlUUEHTOB C MYKOBUCUMI030M KaK B TEPHUOJ
000CTpeHus, TaK U BO BpeMs peadminTammu [6].

C nenbto 0OOCHOBAHMS W Pa3padOTKUM MEPONPUATHA O ONTHUMHU3ALUU
HYTPUTHUBHOU TOMJIEPKKUA JETEH C MYKOBUCIUAO030M ObulO oOcnemoBaHo 225
JIETe ¢ MYKOBHCIMI030M B Bo3pacTe ot 1 mecsna no 17 mer 11 mecsues, u3 HuX
105 nmeBouek (46,6%) u 120 mampuukoB (53,4%). I'enaepHOe pacmpencieHue
JeBOYEK K Majbunkam - 1:1,15.

VY nopasnstomiero OonbmuHCTBa (207, 92%) HaOMI01aeMbIX MAlMEHTOB
OblIa TMarHOCTUPOBAHA CMEIIaHHAA (JIETOYHO-KHUIIIeuHas ) (hopmMa MyKOBUCIIHI03a,
peuMyIiecTBeHHO JieroyHass ¢opma otmeuanack y 7 (3,1%) OonbHBIX,
npeumyiiecTBeHHo kuieyHas —y 11 (4,9%).

HeonaranbHblii CKpUHUHI Ha MyKoBucLHMI03 B Poccuiickon Penepanun
BBeZIeH ¢ 2006 roga. [locne atoro cpoka poawnuck 157 nereu, u3 HUX TOJBKO 66
(42%) manuMeHTaM AMArHO3 «MYKOBHCIHUAO3» OBLI TMOCTaBJIEH MO pe3yjbTaTam

CKpUHMHTA, ocTabHBIM (91, 58%) manueHTaM - MO BBIPAXXEHHON KIMHUYECKOU
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cumrnromatruke. Kpome toro, 68 (30%) u3 HaGmomaeMbIx gereid poauauck a0 2006
roJia ¥ CKpUHUHT UM HE MPOBOJIHJICS.

Y Bcex TNanNMEHTOB JAWAarHo3 ObUl  MOATBEPXKIEH MOJOXKUTEIHHBIM
MOBTOPHBIM  PE3YyJbTATOM I[OTOBOIO TECTa U  MOJICKYJISIPHO-TEHETUUYECKUM
ucciaenoBannem resa MBTP.

JleTn ¢ MyKOBHUCLIHUI0O30M HMENIH Pa3HOOOpa3HbI T'€HOTHUI: TOMO3UTOTAMHU
o camoii yactor mytaru - F508del 6111 59 (26,2%) nereit, reTepo3UroTaMu 1o
naHHod myrtauu - 87 (39%) OONBHBIX, YTO B IIEJIOM COOTBETCTBYET JAaHHBIM
Poccuiickoro peructpa nauuentoB MB, 2019 r. (30% u 46%, COOTBETCTBEHHO).
OcranpHBIC MYyTallMM BCTPEUYAINCh HAMHOTO pexe. «Tsokenple» MyTaluu
CFTRdele2,3 (21kb) oonapysxensr y 18 (8,2%) u W1282X -y 9 (4%) nanueHToB.
Penkue myranmu B cymme BoisiBieHbl y 20 (9,1%) nmereit: 1677delTA, R553,
394delTA u N1303K, S1196X, L138ins.

[Ipu omeHke TskecTH TeueHusi 3aboneBanus mno mkane IlIBaxmana-
Bbpachunpaa ormedeno, uto Tsxkenoe teueHue MB umeno 52 (23,5%) pebenka,
cpeane-Tsxkenoe - 91 (40,5%) namuent, aerkoe — 97 (43,2%) GOJIBHBIX.

Y CTaHOBIIEHO, YTO C BO3pPAacTOM JETEH OTMEYAETCS YTSHKEICHUE TEUEHUS
MYKOBHUCIIM/I03a M YMEHBIICHHE 4YHCJIa TalUEeHTOB C JIETKUM TEYEHUEM
3aboneBanus (r=-0,68, p<0,005). Tak, B Bo3pacte 17-18 ner cocrosiHue nerei
PaCLIEHUBAJIOCh UCKITFOUUTEIBHO KaK CPEIHE-TIKEI0€ U TSHKEIIOE.

Y  OombmmHcTBa (205, 91%) mnanueHTOB ObUIa BBISIBICHA TsKENas
XPOHHUYECKAas BHEIIHECEKPETOPHAs MAaHKpeaTUUeCcKasi HeI0CTaTOYHOCTh, Yy 13 (6%)
- MaHKpeaTHUIeCcKas HeJI0CTaTOYHOCTh CPEHEN CTeneHu TsukecTH, Y 7 (3%) neteil ¢
MPEUMYIIIECTBEHHO JieroyHo ¢opmoit MB mokazarenu mnaHKpeaTHYeCKOn
anacTasbl -1 HAXOUIIUCH B MpeJiesiax HOPMBI.

[TanuMeHThl MOCTYNadu B KIMHUKY M3 Pa3lMyHbBIX cyObekTOB Poccuiickoii
®enepanuu (90,7%), a takxe u3 ctpan CHI' (Ykpauna, Kazaxcran, Monnosa -
9,3%). bonpmuHcTBO geteit Obiiu w3 YeueHnckoit Pecnyomuxu (11,7%),
Pecniy6oimuku Kpeim (8%), Mockssr (7,1%), Boporexckoii (5,3%) u MockoBckoit

(4,9%) obnacteit, octanbHbIe (53,7%) — U3 APYrUX PETHOHOB U peciyOauk PO.
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OCHOBHBIMH Xano0aMu MPU TOCIUTAIM3ALNKN ObLIU: CHUXKEHUE alIeTUTa
(78,2%) u orcraBanue B Macce Tena (70,6%). bonee, yueM y mOJIOBUHBI MAIIMEHTOB
OTMEUaJIUCh c1a00CTh, BSJIOCTb, YTOMJIIEMOCTD (63,5%), cyxou
MaJIONPOIYKTUBHBIN Katenb (57,3%), 0011 B ®UBOTE BCcTpedauch y 44% netei.

AHanu3 aHaMHECTHYECKHUX JTAaHHBIX NIEPUHATAIBLHOIO Niepruojaa y aerei ¢ MB
HE BBISIBUJI CYIIECTBEHHBIX OTIMYMM OT OOIIENONYJIAIMOHHBIX JaHHBIX.
O6pamaio Ha ceOsi BHUMaHHeE, 4TO Mojasisoniee OonpmmHcTBO (207, 92,7%)
JIeTel IpU POKJICHUN UMEJTU CPEeJIHE-BO3PACTHBIE MAaCCO-POCTOBBIE TTOKA3aTEIH.

[Ipu mocTymieHnu B KIMHUKY Y BCEX JIET€H C MyKOBHUCIIMI030M OLIEHUBAIIU
aHTPOMOMETPHUUECKHE TIOKa3aTeIu (Macca U JJIMHA (POCT) Tella, U3MEPSUIH KOXKHO-
JKUPOBBIC CKJIQJKH METOJOM KAaJIMIIEPOMETPUU, a TaKXKe OKPYKHOCTh IUIeua.
[TarmenTam crapie 5 JeT NPOBOAMIN OHOMMENETAHCOMETPHIO.

YcranosneHo, uto u3 176 nanuentos, 6oabmiuHCTBO (135, 76,7%) nereii ¢
MYKOBHCIIUJIO30M MMEJH CpeAHe-BO3pacTHbIe Mokaszatenu maccel tena (WAZ -2
+2SD). Hedunut maccor Tena (WAZ <-2SD) BrisBrieH y 40 (22,7%) nanueHTos,
npudem kak Hu3kue (WAZ -2 -3SD), tak u ovenp Huskue (WAZ <-3SD)
MOKa3aTeld BBIABISUINCh B PpaBHBIX cooTHomieHusx (mo 20 nereir, 11,5%).
N36b1Tounas macca tena (WAZ>+2 SD) nHaGmronanachk Topko y 1 peOeHka.

VY 6onbmuncTBa (178, 79,1%) nanmentoB ¢ MB poctHaxonusics B mpeesiax
cpenHe-Bo3pactHbIx BeanunH (HAZ ot -2 mo +2SD). Beicokopocieimu (HAZ >+2
SD) obutn 4 (1,8%) pebenka. Ilokazarenu pocta Obutn Hu3kuMu (HAZ <-2 SD) y
43 (19,1%) OonbHBIX, YTO YKa3blBaJlO HAa Pa3BUTHE XPOHUYECKOU
HefocTaTroyHocTU nutanus. [lpu 3tom ymepennas xponnyeckas HIT (HAZ ot -2
n0-3 SD) auarnoctupoBana y 27 (62,8%) nerei, Tsxenas (ot -3 g0 -4SD) - y 16
(37,2%) nauueHToB.

Ocoboe BHUMaHue ObUIO yAeneHo aHanu3y nokazarenss MMT/Bo3pact, Tak
KaK CHIKEHUE JAHHOTO aHTPOIIOMETPUYECKOTO MHACKCA YKa3bIBaCT Ha PA3BUTUE Y
pebdenka ¢ MB octpoit HenocTarounoctu nutanus [180,181]. Huskwuit nokazarens
(BAZ < -1) ycranosinieH y 92 (41%) 6ompHBIX, a y 19 (8,5%) u3 HUX OH OBLT OYCHb
Huskumu (BAZ <-3). Cpennue nokazatenu Z-scores UMT/Bo3pact (BAZ -1+1SD)
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OTMEUaJIUCh TOJIbKO y moJioBuHKI (116, 51,5%) nereit. Tlokazarens UMT/Bo3pact
ObLT BhILIE CcpenHUX BenuuuH y 17 (7,5%) nauuentoB ¢ MB u cBUaeTenbCTBOBANI
00 u30wbiToyHOM Macce Tena (BAZ +1 - +2) y 14 (6,2%) nereit U oXXupeHUU
(BAZ>+2SD) y 3 (1,3%) OONBHBIX.

B uccnenoBanum mpeacTaBisio OOJIBIION MHTEpPEC OICHUTHh (DU3UUYECKOE
pa3BUTHE MAIIMEHTOB C MyKOBHCIIMI030M B 3aBUCHMOCTH OT WX BO3pacTa.

YCTaHOBJIEHO, YTO caMble HHU3KHE aHTPONOMETPUUYECKHE I[OKa3aTen
BBISIBIISIIOTCS Y JIETe ¢ MYKOBUCILIMI030M Ha MEPBOM ToAy ku3Hu (Meaunana BAZ
=-1,56 ON [-6,25;1,18]). B Bo3pacte 1-3 ner mapameTpsl MaKCHUMAaJIbHO
npuOmkaroTess K 1eneBbiM 3HaueHusiM (BAZ =0), HO ocTaioTcsi Ha ypoBHE
OTpUIIATEIbHBIX 3HaueHui: meauana BAZ=-0,04. B panbHeilleM ¢ BO3pacTom
OTMEYAETCsl CHUYKEHHUE MEIHAaHbl BCEX aHTPOMOMETPUYECKUX HUHIEKCOB, MPU ATOM
HAaMXYJIIAE IOKa3aTean OTMEUYEHbl B Bo3pacTHoM rpymme 13-17 jmer 11 wmec.
(memuana BAZ =-1,16, 11 [-4,94;+0,45]).

CHmKeHHe aHTPONMOMETpPUYECKUX Mokazareneit, ocooenno WAZ u BAZ,
MOET OBITh CBSI3aHO C MHTEHCHUBHBIM OOMEHOM BEIIECTB, KaK Ha TEPBOM Oy
KU3HHM, TaK U B MyOEpPTaTHOM TMEPUOJE, & TAKXKE C OYECBUIAHO HEIOCTATOYHBIM
BHUMAHHUEM K KOPPEKIMU THUTaHUs JI€Ted B ATUX BO3paACTHBIX rpymnmax. Hamm
pe3yNbTaThl YACTUYHO COBMAJAIOT C JIAHHBIMU,B PabOTE KOTOPOU MOKa3aHO, YTO
HauOojiee  NPEAPACIONIOKEHHBIMU K PUCKY  pPa3BUTHS  HYTPUTUBHOMU
HEJIOCTATOYHOCTH SIBJISTUCH JIETU B BO3pacTHBIX rpynmnax 4-6 pet u 13-17 ner.

Takum o00pa3om, pe3ynbTaThl HcCleAoBaHUS Tokaszanu, 4to 135 (60%)
MalMeHTOB C MYKOBHUCIIHJIO30M, TMPEUMYIECTBEHHO IEPBOr0 TOJa KWU3HU U
CTapIIero MIKOJIBHOTO BO3pAacTa, MPU MOCTYIUIEHUH B CTAllMOHAP UMEIH OCTPYIO
WM XPOHUYECKYI0 HEJOCTATOYHOCTh MUTAHMS PA3JIMUHON CTENEHU TSHKECTH, YTO
TpeOyeT 0co00Tr0 BHUMAHUS MPU OPTaHU3AINH JICUEOHOTO MMUTaHUs B CTallMOHApE.

Ornenka Z-score UMT/Bo3pacT B 3aBUCUMOCTH OT TSKECTH MYKOBHCIIH]I034,
onpenensemoit o mkane [lIBaxmana-bpachunbna ycraHoBuia, 4yTo Jjisl I€TeH ¢
TSOKEJIBIM ~ TE€UeHWEM 3a0oyieBaHMsl ObUla  XapakTepHa TsDKeNas CTeneHb

HepoctaTouHoctr ruranus (r=0,65, p=0,001). V nereii ¢ merkum tedueHnem MB
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yaiie HaOMIOAJUCh HOPMAaJIbHbIE WM JaXXe TOBBIIIEHHBIE TOKAa3aTeNlu
NUMT/Bo3pact (r=0,58, p<0,01). Takum oOpa3om, OblIa BBISBICHA TMpsMas
KOppESU MEXKIY TKECThIO TeueHnss MB W CTeNneHblo TSKECTH HYTPUTUBHOU
HEJIOCTATOYHOCTH.

buoxumnueckue mokazatenu (oOmui Oenok, anbOyMHUH, MpeanbOyMUH,
TpaHcheppHuH), HE3aBUCUMO OT HaJW4usl WM OTCYTCTBUS HYTPUTUBHOU
HEJIOCTATOYHOCTH Y JIETEM C MYKOBUCHMAO30M, HAXOJAWINCh B MpeAeiax
pedepeHCHbIX 3HAUYEHUW, YTO MOTJIO SBISITHCS CJEJICTBUEM XPOHHUYECKOTO
OpOHXOJIETOYHOTO BOCIAJICHUs, PU KOTOPOM YPOBHU KOPOTKOXKHUBYIIHMX OEIIKOB
noBbIatoTcs. [lomydeHHble pe3ynbTaThl YKa3bIBalOT HA TO, YTO, B OTJIUYHE OT
XUPYPruyeckux 3a00eBaHUM, TPUBOIAIINX K HEIOCTATOYHOCTH MUTAHUS, JaHHBIC
nokazarenu y OonbHbIXx MB He sBastorcss MHGOPMATUBHBIMHU JJISl OLICHKHU
HYTPUTUBHOTO  CTaryca WM  OEJIIKOBO-PHEPIeTHYECKOW  HEJOCTATOYHOCTU
[Epmiynesa 2006.].

Y cTaHOBJIEHO, YTO METO/I OMOMMIIETAHCHOTO aHalln3a, UCII0JIb30BAHHBIN JJIsI
OLIECHKM CcOCTaBa Tejla 'y TNalMeHTOB C  MYKOBHUCHHJIO30M,  SIBJISIETCS
WHOOPMATUBHBIM U JOCTYNHBIM I TEIUATPUYECKON MPaKTHUKU. Y JeTell C
HOPMAaJIbHBIM U CHI>KEHHBIM MHEKCOM MAcChl Tejla MOTYT BBISBIISATHCS U3MEHEHUS
cocTaBa Tela B BHJe HU30BITKA XUPOBOW MaccChl, neduIMTa TOIIEH MAacChl,
aKTUBHOM KJICTOYHOMN MAacChl M JJOJU aKTUBHOM KJIETOYHOMN MacChl, UTO, BO3MOXKHO,
CBS3aHO KakK ¢ AePUIIMTOM OETKOBOTO KOMIIOHEHTa palroHa (WM HApyIICHUEM
yCBOEHUS O€JiKa), TaK M ¢ HeOCTATOYHOW (PU3NUECKON aKTUBHOCTHIO TAI[UEHTOB.

BrisiBniena npsmasi Koppensius MexAy 3HaueHuem Z-SCOre TOoIed Macchl
Tera W TsbKecThlo 3aboneBanust (r=0,68, p=0,003), mokaszatenem ¢yHKIUN
BHenHero apixanus (r=0,57, p<0,005).

Hamu nannbie o cocraBy Tena naureHToB ¢ MB, mosrydeHHbIe ¢ MOMOIIBIO
OMOUMITETaHCOMETPHUH, COBMAJAIOT C pE3yibTaTaMH HW3Y4YEHUS COCTaBa Tema
METOIOM JIBYXOHEPreTUIECKON peHTIeHOBCKOM abcopoumomerpun (DXA) [187].

[TokazaTenu coctaBa Tena 00aHBIX ¢ MB MOXHO HCTIONB30BaTh HE TOJBKO

C I[H&FHOCTH‘-IGCKOﬁ nCJIb0, HO W A MOHHUTOPHHIA 3a TCUYHCHUCM Oone3Hu y
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KOHKPETHOTO TAalMeHTa M COCTaBJICHUS MNEePCOHU(UIIMPOBAHHON MPOrPAMMBI
KOPPEKITUU TTUTAHUS.

[lonmydyeHHass cuibHas CTaTHUCTHYECKW 3HauuMMmasi koppemnsiuusa (r=0,77;
p<0,001) mpu cpaBHUTEIHLHOM HUCIOJIB30BAaHUU METOJIOB OMOUMIIEAAHCOMETPUU U
KaJIUTIEPOMETPUN TIO3BOJIMJIA CUUTATh ATH METOJBI B3aMMO3aMEHSEMBIMHU, YTO
coBmnajgaer ¢ naHHpiIMM HMBanoBoit M.B. c¢ coabt. (2011), ycraHoBjieHBI mpu
obcnenoBannu 600 ywammxcs CpemHHX 00ImeoOpa3oBaTeNbHBIX IIKOJ T.
SApocnasns B Bo3pacte 13—14 ner. [13],bonbInoit nHTEpec MPEeACTaBISAIO OIEHUTD
BIIUSIHUE TPYAHOTO BCKApMJIMBAHUS W €r0 MPOJOJDKUTEIBHOCTH Ha TEYCHHE
3a00NieBaHUsl, HYTPUTUBHBIN CTaTyCc JeTell ¢ MYKOBHCIHIO30M, a TaKXe Ha
pa3BUTHE CONMYTCTBYIOIIMX 3a0osieBanuii. Hamu mnpoBeneHo peTpocneKTUBHOE
UCCIIEIOBAaHUE METOJIOM aHKeTupoBaHus 60 matepeit nereit, 6onpHbIX MB (22
MajgbuuKoB M 38 neBouek). CpemnHHil BO3pacT Marepeid Ha MOMEHT POXKACHUS
nereit cocraBisn 27,4+5,54 ner.

[Topasnstomee 600ybIMHCTBO (56, 93,3%) AeTeil poauInCh B CPOK, CPETHSS
macca Ttena (3336+142,5 r) mu mmnHa Tenma (51,2+0,52 cMm) coOTBETCTBOBAIU
BO3PACTHBIM TapaMeTpaM.

Heobxoaumo OoTMETUTh, UTO yXke C MmepBbIX aHEH xu3Hu 9 (15%) nereit mo
pa3HbBIM TPUYMHAM OBLIM JIMIIEHBl BO3MOXKHOCTH TIOJYYEHHS MATEPUHCKOTO
MOJIOKA, Ha MEPBOM MECSLE XKM3HU TPYJHOE BCKapMIIMBAaHUE ObUIO MPEKPAILIECHO
eme y 4 (7%) nereit. [IpogommkurensHocth I'B oT 1 10 6 MecsiieB oTMeueHa y 28
(46%) maruenToB, cBhIe 6 MecsreB - y 19 (32%) nereit.

Pe3ynbraThl aHKeTHPOBAHUS TIOKA3aJIi, YTO HYTPUTUBHBIN CTaTyC JEeTeH Kak
B Bo3pacTe | roma, Tak u B 3 rojia, HE TMOJYYaBIIMX Ha MEPBOM TOAY >KU3HU
TPyHOE MOJIOKO, OBLT HWXE CpPETHEBO3PACTHBIX CTAaHIAAPTOB, B OTIWYHE OT
NAIMCHTOB, HAXOAMBIIKUXCS Ha TpyaHoM BckapmimBanuu (1=0,56 , p<0,05). Yucno
o0oCTpeHnii OpOHXOJETOYHOro Tporecca Obuto 3HaunMo Oombiie (P<0,005) y
JIeTel ¢ POXACHUS HAXOAMBIIMXCS HAa HMCKYCCTBEHHOM BCKapMIIMBAHUU I10
CPaBHEHHIO C JI€TbMH, KOTOpBIE MOJIydadd MaTepuHCKoe Moiioko. [Ipu anammze

IIOCEBOB MOKPOTHI U (PapUHTO-TpaxealbHOTO acnupara y aeteit u3 rpynn A u C
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oOHapy>kKeHa JOCTOBEpHas KOPPEJSLUs MEXKIY CPEAHUM BO3PACTOM IEPBUYHOTO
BeiceBa Pseudomonas Aeruginosa B 3aBHCHMOCTH OT BHUJa BCKapMJIMBAHUS H
MPOJIOJKUTEILHOCTH TPYAHOTO BCKaPMJIMBAHUS: YEM JIJTUTENIbHEE JIETH MOJTydaan
MaTEepUHCKOE MOJIOKO (Oosiee 6 Mec), TeM TMO3AHEe M3 MX MOKPOTHI BHICEBAach
cuHerHolHas manouka (r=0,68, p<0,005).

BoisBiieHa Takke KOppeNsluus MEXKIy MpPOJIOJKUTEILHOCTBIO TPYAHOIO
BCKapMJIMBAHUS M PA3BUTHEM HAPYIICHHUS TOJEPAHTHOCTH K TIIIOKO3€ y JETeH B
OoJiee cTapilieM BO3pacTe - YeM JUIMTeNIbHEee ObLIO TPYAHOE BCKapMIIMBaHUE, TEM
peKe BCTpevannch 3TH Hapyienus y aereit (r=0,50, p<0,001).

[Ipencrapisyio OONBIION MHTEpPEC HU3YyUYUTh OCOOCHHOCTH MHUTaHUS JeTei
MEPBOTO TOJa KU3HU TMPHU TOCTYIUICHUH B KIWHUKY, OIEHUTh UX HYTPUTHUBHBIM
CTaTyC ® THKECTh TEYCHUS  MYKOBHCIHMIO3a JUIA  ONTHMH3AIUU  UX
nueronoruyeckoro jedeHus. C »Toil mensto oOcnenoBan 51 pedbenoxk ¢ MB
nepBOro roja >Ku3HU. [lpu MOCTyIUIEHHM B KIMHHUKY HCKJIIOYUTEIBHO
MaTepuHckoe Mojoko nonydanu 20 (39,2%) ngerei, Ha cMenIaHHOM
BCKapMJIUBaHUM Haxomwiuch 15 (29,4%) OoybHBIX, Ha HMCKYCCTBEHHOM -16
(31,4%) manueHTOB.

TsxecTh TeueHHs MykoBUcHUAo3a 1o mkaie [lIBaxmana-bpachunpaa y 1
(2%) pebenka pacrieHeHa Kak Tsokenoe Tedenue, y 17 (33,3%) nereit - kak cpenne-
TspKenoe, y 25 (49%) - nerkoe u ynosieTBoputTenbHoe - y 8 (15,7%) nanueHTos.
XpoHHUecKasi ~ BHEIIHECEKPETOpHAas  MaHKpeaTHdeckas  HEJIO0CTaTOYHOCTh
ycTaHoByieHa y OonpmmmHCTBA (46, 90,2%) manueHToB, MO MOBOAY KOTOPOW OHU
MOJTyYaJIl 3aMECTUTEIbHYIO (DEPMEHTHYIO TEPAITHIO.

OO6pamano Ha cebs BHUMaHue, 4To Ooibmioe uucio (23, 45,1%) nereit
MEPBOTO ToJa JKM3HU YK€ HMEIH YMEPCHHYIO WIH TDKEIYI CTCICHb
HEJ0OCTAaTOYHOCTHU MUTAHUA, U3 HUX 6 (26,1%) manMeHToB HaXOJUINCh Ha TPYTHOM
BckapmiuBanuu u 17 (73,9%) - Ha cMEIIaHHOM WJIM HCKYCCTBEHHOM.

[ToTHOCTBIO WJIM YaCTHMYHO MATEPUHCKOE MOJIOKO Toiydanu 35 (68,6%)
MAIMEHTOB, KOTOPOE, IO BO3MOXXHOCTH, CTAPAIMCHh UM COXpaHUTh. C 3TOH TENBIO C

KOpMAIIMMU MAaTCpsAMHU  IIPOBOANIIN 66C6I[BI O IIOJIB3C TIPyAHOI0 MOJIOKA JJIA
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pebenka ¢ MB, aKTUBHO MPUMEHSUIM KOMIUIEKC MEp, HaIpaBJCHHBIX Ha
ylydiieHue Jakrtauuu. K MaTepuHCKOMY MOJOKY J00aBIsUIIA MUHUMHUKPOCQEpHI
naHkpeatudeckoro (epmenta (B cpeaneit nosupoBke 3400 ME/kr) m naBaiu B
Hayajie KOpMJICHUS.

Hcnonp3ysi BBIIENIEPEUUCIICHHBIE MOAXObI, O0dbIKUHCTBY 15 (75%)
NalyMeHTaM TEepPBOro  MOJYroAusl SKM3HM  YAQJIOCh  COXpPaHUTh TIPYyJIHOE
BckapMiuBanue, a 9 (60%) — MaTEepUHCKOE MOJOKO B COCTaBE CMEIIaHHOTO
BCKapMJIUBaHUSI.

[Manmentam (11, 35,5%) ¢ agexBaTtHbIM (usnueckum pasputuem (BAZ=-
0,78+0,34), HaXOAMBIIMMCSI Ha CMEIIAHHOM M MCKYCCTBEHHOM BCKApMJIUBAaHUU B
KauecTBEe JIOKOpMA WJIM OCHOBHOIO TMHTAaHHWS Ha3HA4Yajdu aJanTHPOBAaHHBIE
MOJIOUHBIE CMECH, COOTBETCTBOBABIIINE UX BO3PACTY.

B cBs3u ¢ TeM, 4TO A€TH C MYKOBHCIUJO30M HE3aBHCHMO OT CTEIEHU
TSHKECTU HEJIOCTATOYHOCTH MHUTAHUS HCTBITHIBAIOT MOBBINMICHHBIE MOTPEOHOCTH B
PHEpruM © Oenke, TMalMeHTaM C YMEPEeHHOHM U TSDKENOW  CTENEeHBIO
HEJIOCTAaTOYHOCTU MHUTAHMS, HAXOJUBIIMMCS Ha CMEUIAHHOM WJIM UCKYCCTBEHHOM
BCKapMJIMBaHUH, MTPEUMYIIIECTBEHHO HA3HAYAHU CIICIHMAIM3UPOBAHHBIE CMECH JIJIS
HEJIOHOIICHHBIX W  MAaJIOBECHBIX JIETE C BBICOKOM HOHEPrOUECHHOCTHIO,
MOBBILICHHON KBOTOM O€JKa, BKIIFOUEHUEM CPEIHELENOYEYHbIX TPUTTULEPUIOB OT
20 no 40%. JletsimM, moiy4aBUIMM MACCHBHYIO aHTHOAKTEpUAIbHYIO TEpamuio,
J00aBJISAIN aJaTHPOBAHHBIC KMCIIOMOJIOYHBIE CMECH B CYTOUHOM o0BbeMe 110 30%.

Beuny orcyrctBusa B Poccuiickonn @Penepanuy cnenuaau3upOBaHHOTO
npoaykKTa Juisl jaereid mepBoro roga ¢ MB Hamm paspaboran  «Croco6
BCKapMJIMBaHUS JIETEW paHHETO BO3pacTa, OOJIBHBIX MyKoBHUCIHA030M» ([laTeHT
Ha u3zooperenue RU 2639450 C1 ot 21.12.2017). [Ipunumas Bo BHUMaHHE (PaKT,
YTO MalMEHTHl C MyKOBHUCIIMIO30M UMEIOT YBEIMUEHHBIC TIOTEPH XJIOpa U HATpHS,
a WX TMOTPeOHOCTHM B XJIOPHAE HATPHUsI 3aBUCAT OT Macchl Tela pedeHKa u
TEMIEPATypbl  OKpyXaromled, ObUI0  MPEeAIOKeHO  TpH  pa3BelCHHUU
CHELMATU3UPOBAHHON CMECH JJIi HEJOHOIICHHBIX M MaJIOBECHBIX JeTe

«Hytpunak Ilpe» (BAO «Uudampum», Poccusi) yactb BOABI 3aMEHATh Ha
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cTepuibHbIN  (Qu3nonorndyeckuit pactsop (0,9% pacTBOp Xjopuja HATpus) C
Y4eTOM TeMITepaTyphl BO3AyXa B IOMEIICHUH W MAaCcChl Tela 00JIBHOTO peOeHKaA.

Pa3paboTtannbiii cnocod BCKapMiMBaHUA ObUI HaMHM HCHOJb30BaH y 10
MalMEeHTOB MEPBOTO T'0JIa KU3HU C TSAKEIBIM TEUCHUEM MYKOBHUCIH03a, CPEIHEN
U TSDKEJIOM CTENEHBIO HYTPUTHUBHOM HEIOCTAaTOYHOCTH. KpaTHOCTH KOpMIICHHM
coctraBisuia or 7 10 10 pa3 B cyTku, 6€3 HOYHOrO TEpepbiBa, 00bEM KaxKIOTro
KOPMJICHHS PACCUMTHIBAIIA B 3aBUCUMOCTH OT BO3pacTa peOCHKa M BHIPAKEHHOCTH
HII. Bce petu xopolllo MpUHUMANM YKa3aHHOE MHUTaHUE, HA3HAUYECHHYIO MOPIHUIO
ChEIaIN MOJIHOCTHIO, IEPEHOCUMOCTh IIPOIYKTa ObllIa XOPOIIEH, alIIeprudecKux 1
JTUCTIENITUYECKUX PEaKIuii OTMEUEeHO He OblIo. MecsiuHble MpUOaBKKU MacChl Tela
kojebanuch ot 520 1o 1050 1, 4TO MO3BOJIWIO YCTPAHUTH TSKENbIC MPOSBICHUS
HEJIOCTATOYHOCTH TUTaHUsI y 8 JeTell W MOBBICUTH cpeaHui unaexkc BAZ no -
0,78+0,43.

Hamu Obuid BHECEHBI KOPPEKTHUBBI B CXEeMy MPUKOpMa JIETAM C
MYKOBHUCIIMJIO30M, YTO Hamuwio oTpaxkeHue B «lIporpamMmme onTumMuzanuu
BCKapMJIMBAaHUS JICTEH mepBoro roja >xku3Hu B Poccuiickoit @eneparuu (2019 1)».
OCHOBHOI 11€JTbI0 MPUKOPMA SIBJISIIOCH 00ECIIeYEHUE MOBBIIICHHBIX MOTPEOHOCTEN
pebenka ¢ MB B sHepruu u Oenke, B MEPBYIO OYEpE/b, 3a CUET UCIOIb30BaHUS
Kalll IPOMBIIIJIEHHOTO BBITYCKa, CIMBOYHOTO M PACTUTEIIBHOTO Macell, TBOpora,
MSICHOTO MIOpPE, KOTOpbIe HAaYMHAJIM BBOAUTH B MHUTaHUE AETe ¢ 4 MECSYHOTO
Bo3pacta. [lomuepkHyTa HEOOXOAMMOCTh MOACATUBAHUS TIPOIYKTOB MPUKOPMA B
opueHTHpoBouyHOM KonmmyectBe 0,5-1 T comw/cytkum (ipy  KoMOpPTHOM
TeMrepaType OKpyKarolieu cpeibl).

PazpaboranHbiec HaMH JIHETOJOTHUYECKHE METOABI IS IMarueHToB ¢ MB
MEepBOr0 Toja JKU3HMU, BKJIOUYABIIME TMOJJICPKKY TPYIHOTO BCKapMJIUBAHUS,
ONTUMHU3AIMI0 UCKYCCTBEHHOTO BCKapMIIMBAHUSI U CXEMbI BBEJICHHS MPUKOPMA,
CIIOCOOCTBOBAJIM  YJIYYIICGHUIO WX HYTPUTUBHOTO cTaTyca. Tak, CpemHuid
nokazarenbs Z score MMT/Bo3pact 3Hauumo yBenuuwiica ¢ -1,6£0,19 o -
0,6740,23 (p<0,05) 1 KOCTUT HOPMAIBbHBIX BO3PACTHBIX BEIMYMH y OOJIBIIMHCTBA

JeTed 3a IepuoJ, HAXOXKIECHMS B KIMHUKE. Bmecte ¢ TeM, y psga nereu



153

COXPaHSUIUCh CHIDKEHHBIE TMOKa3aTelnu (U3MYECKOTO pa3BUTHUSA, OJHAKO, 3a
yKa3aHHbIM NEPHOJ WX aHTpornoMerpuueckue uHiaekcosl (BAZ) Bo3pocau Ha 1,15
SD.

Onenka (pakTUYECKOTo MUTAHUS MAIMEHTOB CTaplle Tojia MoKas3ala, 9YTo OHO
ObUT0  0AHOOOpa3HbIM U JeUIUTHBIM 10 KAaueCTBEHHOMY COCTaBy U IIO
KOJIMYECTBY ChEICHHOW MUINU M3-3a U30MpATENbHBIX MUIIEBBIX MPEANOYTCHUN U
COIYTCTBYIOLIMX JUCIENTUYECKUX SIBICHUN (CHMKEHUE amMeTHTa BIUIOTh [0
aHOpPEKCHH, TOIIHOTa, PBOTA, paccTpoiicTBa cTyna). Pacuersl daxTuyeckoro
NUTAHWS BBIIBUJIM 3HAYUTENbHBIN JEPUIUT CyTOYHOrO MoTpedsaeHus Oenka - Ha
22%, xupa - Ha 29%, yrineBonoB - Ha 40%, sHEpreTrdecKasl HEHHOCTh PallOHOB
Obuta cHkeHa Ha 39% no cpaBHenuto ¢ PHII, B To Bpemst kak moTpeOHOCTH B
YKa3aHHBIX HYTPHUEHTax y ATUX Aered B 1,5-2 pasza BbpIE IO CPaBHEHHUIO CO
3I0POBBIMU CBEPCTHUKAMMU.

Hamu  npoBesena  ontuMusanus — J1e4yeOHBIX — OuUET  OOJBHBIX  C
MYKOBUCLIUJIO30M 32 CYET BBEACHHS CIEUUATU3UPOBAHHBIX BbICOKOKATOPUHHBIX
BBICOKOOEJIKOBBIX CHECEH, KOTOpble Ha3HA4YaJUCh B COCTaBE KOMIUIEKCHOTO
J€YeHHus, BKJIIOYABIIErO0  (EPMEHTO3aMECTUTENbHYI0, aHTHOAKTepUaIbHYIO,
MYKOJIMTHYECKYI0, KHHE3U-TEPAIUIO U JIPYTUe BUIAbl CHMIITOMATUYECKON TEPANHH.

bouin  ucnonb30BaHBl CMECHM Ha OCHOBE LIEIBHOro (2 MpoaykTa) u
rUAPOIU30BaHHOTO (2 mpoaykTa) MojouHoro Oenka. Bce mnpoaykTel ObUIM
BBICOKOKAJIOPUMHBIMU, UMEJH TOBBIIICHHYIO KBOTY JETKOYCBOSIEMOIo Oelika, He
colepKalld  JaKTo3y, UX JKupoBold cocraB Ha 17-70% mpexacraBieH
JIETKOYCBOSIEMbIMU CPEIHELIETIOYEYHBIMU TPUTITULEPUIAMH.

JUis  BBINOJMHEHHWS]  MCCIEAOBaHUS 1O  OIeHKe Oe30MacHOCTH |
3G ()EKTUBHOCTH  yKa3aHHBIX  MPOJYKTOB  ObUI  HCMOJB30BaH  MPOTOKOI,
paspaborannbiii B OPI'AY «HMMUILL 31m0poBest gereit» MunszapaBa Poccun,
0JI00OpeHHbI Ha 3acefaHud JIOKalIbHOrO HE3aBUCUMOTO ATHYECKOrO KOMMTETA
(mporokon JIHOK Nel2 ot 06.12.2019). MudopmupoBaHHOE corjiacue Ha ydyacTHe

B KIMHUYCCKOM HCCJIICIJOBAHHH 110 OLCHKEC 3(1)(1)6KTI/IBHOCTI/I 060rameHme JUCT 3a
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CUeT CHEIUAIN3UPOBAHHBIX MPOAYKTOB NuTaHus noanucanu 80 poguteneit u 23
namueHTa crapiie 14 ner.

Crnenuanu3upoBaHHbie JieueOHbIe cMecH (4 Buaa) moiydanu 80 geredt ¢
MYKOBHCLIHI030M B Bo3pacte oT 1 roga no 17 mer 11 Mec, uMeBIINX pa3InyHyIO
CTEIEHb TSHKECTU HYTPUTUBHON HEJIOCTATOUHOCTH.

[Ipu orcyrcrBun mim gerkoit crenenu HIT 19 (73%) nanuentam B kauecTBe
HYTPUTUBHOW MOAJEPK KA OBbUIM Ha3HAYEHbl CMECH HAa OCHOBE LEJIBHOIO
MoJsioyHoro Oemnka, 7 (27%) — cMecu Ha OCHOBE ruapoiun3ara 6enka. bojlbHBIM cO
cpenHe-Tsoxenon u tsokennon crenensto HIT (33, 62%) yanie Ha3Havanu cMecu Ha
OCHOBE THIPOJIM30BAaHHOTO OeiKa, ocTanbHbIM feTsaMm (21, 38%) - cmecu Ha ocHOBE
LEJIBHOTO MOJIOUHOTO OeJKa.

N3y4yaemble TpOAYKTHl Ha3HAYajdd IMyTeM CHUMHMHTa B TeueHue 25-30 mnei
WJIM METOJIOM HOYHOM TMIEPAIMMEHTALMH Yepe3 HU3KOMPOPUIbHYIO TaCTPOCTOMY
oT 6 mec. 110 5 Jer.

JlanHbple cMecH MO3BOJIMIIM 00Oratuth OenkoMm (Ha 26-28%) W MOBBICUTH
SHEPIreTUYECKYI0 I[EeHHOCTh (Ha 22-24%) nuddepeHIMpOBaHHYIO MO BO3PACTY
CTAaHIAPTHYI WIAASNIYI0 JHETYy, KOTOpash MCHOJBb3YeTCd B KIMHUYECKUX
otaenenusx Llentpa.

Pe3ynbTaThl  McCClIEIOBaHMS  MOKa3aliW, 4YTO IMEpell Ha3HAYCHUEM
CHEUATN3UPOBAHHBIX BBICOKOKAJOPUUHBIX BBICOKOOEIKOBBIX CMeceil Tpedyercs
IICUXOJIOTMYECKasl MOJATNOTOBKA M HACTPOU JETEM U UX POAUTENIE HAa NPUEM U
cr10co00B BBEJICHUSI HOBBIX MTPOIYKTOB.

YcraHoBieHo, 4To Ha 3(HEKTUBHOCTH JIEYECOHOM CMECH OKa3bIBAET BJIMSHUE
HE XapaKTep MOJIOYHOTO Oejka, a HaJMYhMe B €€ COCTaBE BBICOKOTO KOJMYECTBA
CPEIIHELICTIOYEYHbIX ~ TPUTJUUEPUIOB, a TakKKe€ OTCYTCTBUE JIAKTO3bl H
MUHUMAJIBHOE COACPKAHUE/OTCYTCTBUE C€axapo3bl, YTO BaXHO ISl JEeTell ¢
XPOHUYECKON MMAHKPEATUYECKOW HEAOCTATOUYHOCThIO, TaCTPOUHTECTUHAIbLHBIMU
paccTpoiicTBaMH, HapyUIEHUEM TOJEPAHTHOCTH K TUIIOKO3€ M JIaKTa3HOU
HEJOCTATOYHOCTBIO, KOTOpBbIE Kak IIOKa3aJld HAIM HWCCIEAOBAHMS, HEPEIKO

COIPOBOXKIAIOT TeueHue MB.
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VY cTaHOBIIEHO, YTO BCE MCCIEAYEMBIE TIPOAYKTHI OKa3bIBAIM OJIArONPUITHOE
BO3JICICTBHE HA HYTPUTHBHBIN cTaryc nmauueHtoB ¢ MB crapme 1 roma, urto
HOJTBEPKJAIOCh IOJIHBIM YCTPAHEHHWEM HEJAOCTaTOYHOCTH MUTaHUs y 3
nanueHToB (3,8%) WM yMEHBIICHHEM TSXKECTH €€ MPOSIBICHUM (OT TSKENol B
CPEIHHIOIO CTerneHb 5 6,3%) neren.

Pe3ynbraroM HYTPUTHBHON NOJIEPKKU SBUIOCH 3HAUYMMOE YBEIMUYEHUE
KOKHO-)KMPOBOW CKJIaJKH HaJ TPHUIETICOM M OKPYXHOCTH MBIIII ILJIe4a, YTO
CBUJETEIBCTBYET O HapacTaHUMM MblmiedHoi maccbl (P<0,005). buoxumuueckue
NOKa3aTeNlM, XapaKTepU3ylolHue OeNKOBbIH OOMEH, OCTaBaJIMCh B Ipenenax
pedepeHCHBIX 3HAaUEHU, OTHAKO, KOHIEHTPALMK IIpeaibOyMUHa U TpaHcpeppuHa
IPOJAEMOHCTPUPOBAJIa 3HAYMMYIO IMOJIOKUTEIbHYIO JUHAMHKY B CTOpPOHY
YBEJIMYEHUSI M TPUOIMKEHUS K BEPXHUM TpaHUIAM HOPMBL. BaXHO OTMETHUTH
COXpaHEHHE CTa0WIBHOTO YpPOBHS TIIOKO3bl KpOBH B Ipenaeiax pedepeHCHBIX
3HAYEHHUH Ha BCEM NPOTSHKEHUU UCCIIEOBAHMS.

BnepBbie y nereld ¢ MyKOBHUCUMI030M OBbUT MPUMEHEH METOJl HOYHOU
TUMEPATMMEHTAlU  4Yepe3  HU3KOMPOPMIbHYIO TacTpOCTOMY, MpU  3ITOM
MCIIOJIb30BAJIH UCCIIeTyeMble CHeLMATU3UPOBAHHbIE BBICOKOOEIIKOBBIE
BBICOKOKAJIODUWHBIE CMECH Ha OCHOBE LEIBHOTO WM THUAPOJIM30BAHHOTO
MOJIOUHOTO OeJKa.

[TokazanueM AJii yCTaHOBKM TacTPOCTOMBI M BBEJCHHS uepe3 Hee cMecei
ObLIH: TSKEI0E TEYEHUE MYKOBHCIIHJI032, CHUXEHUE Z-scores
aHTPOIMIOMETPUUECKHX TMoKazaTenent <- 2 SD, oTcytcTBue 3¢ dekTa OT mPOBOIUMOI
JTUETOTEPANUN ITyTEM JOMOJHUTEIHHOTO MUTAHUS/CUTIUHTA, OTCYTCTBUE MPUOABKU
B POCTE M Macce Teljla B TeUeHHE MOCIEIHEro roja.

[lepeuncineHHbIM  KpUTepHsIM  OTBedanu 43  MmanuWeHTa, WMEBIINE
BBIPAKEHHYIO HEJIOCTATOYHOCTh MUTaHUs, u3 HUX y 24 (55,8%) OonbHBIX Z-SCOre
NMT/Bo3pact Obut B quamnaszone ot -2 1o -3SD, a y 19 (44,2%) nereit - HIKe -
3SD.
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[IpenBaputenbHO poauTeneli MHPOPMUPOBATU O BO3MOXKHBIX MOOOYHBIX
SBJICHUSIX TIPU YCTAHOBKE TacCTPOCTOMBI M O CJOXKHOCTSIX, KOTOpPBIE MOTYT
BO3HUKHYTH MIPYW HOYHOM BBEJICHUU MTUTATEILHOM CMECH.

N3-3a oTkaza poautenel win Jerer (HeKelaHue, ONMACeHHE OCIO0KHEHUM)
racTpocTomusi Obula mpoBesieHa ToJabko 16 (39%) nmanuenTtam crapme 1 roga. Y
BCeX OOJBHBIX MYKOBHUCIIHI03 MPOTEKAT B TKENOH (popme, OlleHKa MO IIKale
[[IBaxmana-bpachunpna coctaBnsima B cpemHem 3443,56 Oamma, oOocTpeHUs
OpOHXO-JIETOYHOTO TIpollecca Habmojganock B cpenHeM mo 5,33+1,36 B rog,
Bappupys oT 2 10 12 pa3 B roA. Y OONBIIMHCTBA OOJIBHBIX amNNEeTUT ObLI
3HAYMUTEIHLHO CHUKEH BIUIOTH 110 AHOPEKCUH, KaKIbIH MPUEM MHINA 3aHAMAJ
POJIOJDKUTENBHBIN Tiepuo, Bpemenu (1o 60 munyt). Cpennue nokaszarenu BAZ
JIeTeH 10 TIOCTAaHOBKH TaCTPOCTOMBI OBUTH HU3KUMU M KOJIEOAMCh B TIpeieax oT -
5,26 mo -1,29 SD, 4TO CBHUAETENHCTBOBAJIO O HAJMYMK Y HUX YMEPEHHOU H
TSDKEJIOM HETOCTATOYHOCTH MUTAHMSL.

[lepen MOCTaHOBKOW TacTPOCTOMBI BCE MALMEHTHI B TIJIAHOBOM TMOPSIKE
OBLITM MPOKOHCYJIbTUPOBAHBI KIIMHUYECKUM TICUXOJIOTOM U IUETOJIOTOM.

Crnennanu3upoBaHHbie cMecu JaBaiii B o0beme oT 600 g0 1000 M B cyTKH,
HOYHAS TUTICPATMMEHTAIIMS COYeTanach ¢ OOBIYHBIM JTHEBHBIM NMUTAHUEM. B psiae
ClIy4aeB MAIlMEHThl JHEM TMOJIYy4Yald JOMOJHUTEIbHOE OOMIOCHOE (ITOPIIMOHHOE)
KOPMJIGHHUE CMECKIO uepe3 ractpoctoMy B 00beme 200-400 mi.

Baxxno otmeTuth, 4TO OOJICE BBIpAKEHHBIM 3(PdeKkT ObUT BBISIBICH Y
MAIMEHTOB JIOMIKOJBLHOTO BO3pacTa, y KOTOPBIX YMEpeHHass W  TshKeas
HEJOCTAaTOYHOCTh MHTaHWs HaOJoAanack MeHee rona. [lns ymydimieHus ux
HYTPUTHUBHOTO CTaTyca moTpedoBasiock OoT 6 1m0 12 wmecsmeB. Y nereid o
MOJIPOCTKOB IIKOJIBHOTO BO3pacTa B CBsI3U C OoJiee UIUTEIbHBIM U TKEITBIM
TEYCHUEM MYKOBHCIIH/I034, COIIPOBOXTAFOIIUMCS BBIPOKCHHOU
HEJIOCTAaTOYHOCTHIO MUTAHUS, KellaeMblii 3PdeKT gocturancs B Oojiee MO3IHUE
CPOKH: OT 2 110 5 JeT MPUMEHEHHUSI METO/Ia HOYHOW TUTIepAIMMEHTAIH. 32 BpeMsI
HAOJFOICHUST HEXKETATEIbHBIX SIBJICHUN W OCJIOXHEHUN mpu (HYyHKIIMOHUPOBAHUHU

raCTpOCTOMBI y IMAIIMCHTOB OTMCYCHO HC OBLIO.
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JlaHHBIIH METOA JMEeTOTeparnuu oKazaJics 6e301acHbIM u
BBICOKOA()(DEKTUBHBIM, TMPH COOTBETCTBYIOIIEM BpaueOHOM KOHTpOJIE 3a
aJIeKBaTHOCTHIO COOJIO/ICHUS, TUHAMHUKONW aHTPOMOMETPUYECKUX TOKa3aTened u
JIOJKEH MPO0IIKATHCS 10 HOPMAaJU3allii HyTPUTUBHOTO CTaTyca MalleHTa.

Takum oOpa3oMm, HaydyHO OOOCHOBAaHHAsi, CBOEBPEMEHHO Ha3HA4Y€HHas U
NPaBUIBHO OPTraHW30BaHHAS TUETOTEpaNus MAIIEHTOB C MOMEHTa IOCTaHOBKU
JIMarHo3a «MYKOBHCIUI03» CHOCOOCTBYET YIIYyYIIEHHUIO HYTPUTHUBHOTO CTaTyca,
crabmim3anui (QyHKIMOHAIBHBIX TOKa3aTeei JIETKUX, MPUBOAUT K CHIDKEHUIO
4acTOThl 00OCTpEeHUH OpOHXO-JIETOYHOI'O IpoLecca M COOTBETCTBEHHO K
YMEHBIIICHUIO KypCOB aHTHOMOTHKOTEpANWH, YTO B IEJIOM OOeCreurnBaeT

MMO3UTUBHBIN IIPOrHO3 3a00J1eBaHMS.
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BbIBO/IbI

1. HegocTtaTo4HOCTh MUTAHMS PA3IUYHOM CTEMEHU TSHXKECTU IMPHU MOCTYIUICHUU B
cTalrmoHap BeIsiBiIeHa y 60% nerell ¢ MyKOBHCIIMIO30M, IIPH 3TOM ocTpas popma
HYTPUTHUBHOW HemocTaToyHOCTH - y 41%, xponmueckas - y 19%. Haubonee
HU3KHME  aHTPOIOMETPUYECKME  I[IOKa3aTeJd  OTMEeYaroTcs y  JeTed ¢
MYKOBHUCIIMI030M Ha MEPBOM T'OJy KM3HU U B BO3pacTHOM kaTeropuu 13-17 net 11
Mec.

2. Ilo naHHbIM OHMOMMIENAHCMETPUU Yy AETEH C MYKOBHUCIMI030M M HYTPUTHBHOMN
HEJOCTAaTOYHOCThIO B OonbmMHCTBE (87%) cilydaeB BBISBISETCS ACPUUUT
MBIIIEYHON MAaccChl, B TO BpPeMs KakK IIOKa3aTeslb XUPOBOW Maccel Tena y 66%
MAIMEHTOB HAXOJUTCS B MpeAenax BO3paCTHOM  HOpMbl. Hwu3kuid ypOBEHB
AKTUBHOW KJIETOYHOW MacCChI BBISIBIICH Y 94% neTel, CHUKEHHBIA MOKA3aTelb 101
aKTHBHOW KJIETOYHOM Macchl - y 39,4%, 4TO MOXET CBUIETEIbCTBOBATH KAK O
nedunure Oenka B pallMOHE, TAK U O HEJOCTAaTOYHOW (PU3NYECKON aKTUBHOCTHU
MalKeHTa.

3. ¥V namnueHToB ¢ MyKOBHUCIMI030M M HEIOCTATOYHOCTBIO MUTAaHUS HE3aBUCHMO OT
CTENEHU TSHKECTH, YCTAHOBJIEHHOM MO aHTPONOMETPUYECKUM  HHJIEKCaM,
OMOXUMHUYECKUE TTOKA3aTENH, XapaKTEPUIYIOIIIe OENKOBBIA 00MeH (00IIHii OeToK,
anbOyMHUH, TpealbOyMHUH, TpaHChEpuH), HAXOIATCS B Tpeaenax pedpeHHbIX
3HAYEHUN, YTO MOXET OBbITh CIEACTBUEM XPOHUYECKOTO OPOHXOJIETOUYHOTO
BOCITAJICHUS.

4. C moMoIIbI0 SKCIIPECC-MEeToa B OMonTaTax CIM3UCTON 000JOYKH TOHKOW KUIIKH
JeTel C MYKOBHCHMA030M B 64% cilydaeB BBISIBJIEHO CHIKEHUE AKTHBHOCTU
depmenTa JakrTasbl, OJHAKO, JAMArHO3 JIAKTa3HOM HEJOCTATOYHOCTH ObLI
MOATBEPAKAECH TIMKEMUYECKUM HArpy304HbIM TECTOM C JIAKTO30M Jmmb y 31%
MAIMEeHTOB, YTO YKa3bIBaeT Ha OoJiee BHICOKYIO €ro HH(OPMATUBHOCTD.

5.V nerell ¢ MyKOBUCUMI030M, JIMIIEHHBIX Ha MEPBOM TOJY *U3HH MATEPUHCKOTO
MOJIOKa, K BO3pacTy 3 JIeT HEAOCTATOYHOCTh NMUTaHUS (PUKCHUpoBaiuch B 61,6%

ciy4aeB, B ToM uucie B 15,4% - Tsokenmoil cTemeHu, 4YacToTa 000CTpeHUi
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OpOHXOJIErOYHOTrO Tpollecca B cpenHeM coctaBisia 11£3,93, B To Bpemsi Kak B
TpyIIe TaIMeHTOB, JUIMTEIBHO TOJy4YaBIIUX TPYAHOE BCKApMIIMBAHUE,
HEJI0OCTAaTOYHOCTh NMUTAHUs BbIsiBIIeHA Y 26,3% neTei, mpu 3TOM TsKesasi CTENeHb
He HaOmoanack (P<0,001), uncimo obocTpeHnii OBIIIO 3HAYMMO HUKE U COCTABUIIO
4,5+£1,03 (p<0,05). B Oosee crapiieM BO3pacTe HApYIICHUE TOJEPAHTHOCTH K
IJII0KO3€  OBLIO  AMArHoCcTUpoBaHo 'y 58% jdeTeil, JMIIEHHBIX TPYyAHOTO
BCKapMJIUBaHWS HAa TIEPBOM TONMy JKW3HH, W TOJNbKO Yy 23% TaInueHTos,
MOJIYYaBIIMX MaTEPUHCKOE MOJIOKO TMpojaospkutenbHoe Bpemsa (p<0,001), uro
MOJYEpPKUBACT  HEOOXOJMMOCTh  MAaKCUMAJIBHOTO  COXPAaHEHHS  TPYJIHOTO
BCKapMJIUBAHUS JIETSIM C MYKOBHCITHIO30M.

. Bkrouenne B coctaB  j1ed4eOHBIX  JUET  OOJBHBIX ~ MYKOBHMCIIHI030M
CHEIUAT3UPOBAHHBIX BBICOKOKAJOPUIHBIX BBICOKOOETKOBBIX CMECE Ha OCHOBE
LEJIBHOTO0 WM THAPOJIU30BAHHOTO MOJIOYHOTO OeliKa MO3BOJIMIO O0OTaTUTh MX
oenkoM Ha 26-28% UM TOBBICUTH HHEPreTUYECKYIO IEHHOCTh Ha 22-24%, Tem
caMbIM 3a 30 qHEH MOJHOCTHIO YCTPAHUTh HYTPUTHBHYIO HENOCTATOYHOCTH Y 4%
MAIMEHTOB, CHU3UTh YUCJIO JIETeH ¢ YMEPEHHOM HEJOCTaTOYHOCThIO MUTAHUS Ha
4%, ¢ Tspkeron - Ha 6,3%.

. IIpn wucnonp30BaHMM METOAA HOYHOW THUNEPATUMEHTALUM YE€pPE3 TacTPOCTOMY
BBIpOKEHHBIA A((EeKT ObLI BBISBICH Yy MAalMEHTOB JOIIKOJBHOTO BO3pacra ¢
JUTUTEIIbHOCTHI0O HYTPUTUBHOW HEIOCTATOYHOCTH MeHee | roma. st ymydmieHus
WX HYTPUTUBHOTO CTaTyca MoTpebdoBajoch OT 6 mo 12 mecsaueB. Y nereid u
MOJPOCTKOB IIKOJFHOTO BO3pacTa kemaeMmbld 3Qdekt pocturancs B Oolee
MO3JHUE CPOKHU: OT 2 10 S5 jner. JIaHHBIM METOJ KOPPEKUHUH NMUTAHUA SIBJISIETCS
6e3omacHbIM ¥ A((HEKTUBHBIM JJIs1 ONTUMU3AIMHA HYTPUTUBHOTO CTaTyca OOJIBHBIX
MYKOBUCLIUJIO30M,  CIOCOOCTBYET  CHW)KEHHIO  YacTOThl  OpOHXOJErOYHBIX
obocTpeHuii B 3 paza u co31aeT OaronpusTHbIA QOH JJ1s1 cTaOWIU3aIuu TCUCHUS

3200JI€BaHUA.
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ITPAKTUYECKHUE PEKOMEHJALIUHN

1. lns  oOBEKTHBHON  OLIGHKH  (U3WYECKOTO  pPa3BUTHS  MAIMEHTOB  C
MYKOBHUCLIHI030M HE00XO0ANMO KOMILJIEKCHOE onpeJereHre
AHTPOIIOMETPUYECKUX HHIAEKCOB ¢ mnomoimbio nporpamm WHO-ANtro wm
WHO-AnNtroPlus, HWHCTpYMEHTAIBHBIX METOJOB OHOMMIICIAHCOMETPUU U
KaJIUTIEPOMETPUHU.

.JeTaM ¢ MYKOBUCUMAO30M, HaxXOIAIIMMCA Ha TPYAHOM U CMENIaHHOM
BCKapMJIUBaHUM, HEOOXOJUMO, IO BO3MOXKHOCTH, COXpPaHATb B IHUTAHHUH
MAaT€pUHCKOE MOJIOKO BBHJY €ro TOJIOKUTEIBHOIO BIMSAHUS Ha TEYCHHE
OpOHXOJIErOYHOr0 MPOLECCa U HYTPUTUBHBIN CTaTyC.

. BBenienue mpukopma JeTsM C MyKOBUCLHUAO030M I€1€cO000pa3HO HAYMHATH HE
no3gHee 4-X MECSYHOro Bo3pacTa, MpH 3TOM HEOOXOJUMO OT/aBaTh
MPEANOUYTCHUE DHEPTOEMKHUM MPOJYKTaM, OOraThiX OEIKOM M OO0OTaIlleHHBIM
ACCEHINAIbHBIMU MUKPOHYTPUEHTAMM. Tpebyercs JOTIOJTHUTENBHOE
no0aBiieHHEe coau B OJ110/1a MPUKOPMa B 3aBUCUMOCTH OT BO3pacTa peOeHKa, ero
MaccChl TeJla ¥ TEMIEPATYPBI OKPYKAFOIIEH CPEbI.

.Y nerel ¢ MyKOBHCHHIO30M IEPBOrO0 IojJa XW3HH C HEAOCTaTOYHOCTBHIO
MUTAaHUSI PEKOMEHIYETCS MCHOJIb30BaTh CIELHAIM3UPOBAHHBIE CMECU IS
HEJIOHOIIEHHBIX W MaJOBECHBbIX AeTei. IJisi JONOJHUTENbHOW NOTallMU HATPUS
XJopyAa B TpoLecce  pa3BEAEHUsT CMECH  BO3MOXHO  J1I00aBJIEHHE
(U3HOIOTUYECKOTO PACTBOPA B 3aBUCUMOCTH OT MOTPEOHOCTEN pedeHKa.

. Crienmanu3upoBaHHbIE BBICOKOKAJIOPHUIHBIE BHICOKOOEIKOBBIE CMECH Ha OCHOBE
LEIBHOTO WM THIPOJIM30BAHHOIO MOJIOYHOTO Oesika He0OXOAMMO BKJIFOYATh B
COCTaB JICUEOHBIX JUET JeTel ¢ MYKOBHUCIHIO30M, COMPOBOKIAIOLIIMCS
HEJJ0OCTATOYHOCThIO TUTAHUSI.

.IIpu TsKEmoil HENOCTaTOYHOCTHM NHUTaHUS Yy PpeOCHKAa C MYKOBUCIIHAO030M,
COIPOBOXAAIOIIEHCS OTCYTCTBUEM NpUOaBKM B Macce Tejla B TEYEHHE roja,
CHIW)KEHUEM aIlleTUTa BIUIOTH JI0 AHOPEKCUH, MOKa3aHO MPUMEHEHHE METOoJa
HOYHOM  THUMNEpaIMMEHTalluu  4yepe3  OauIOHHYI0  HU3KOMPO(HUIBHYIO

racTpoOCTOMY.



161

CIHHUCOK JIMTEPATYPbI

Abombssn  JI.B., HosukoBa C.B., ®nopenc M.A. IloueMy BaxHO
MHBECTUPOBAThH B TPYIHOE BCKAPMIIMBAHUE U KaK YJIYUYIIUTh €ro MPakTUKY? //
[TpoGsiemMbl cOMAIBHOM TUTUEHBI, 3]PABOOXPAHECHUSI U UCTOPUU MEIUIIMHBI. -
2018; 1. 26, Ne 2, c. 119-123.

Amenuna E.JI., Kpacosckuii C.A., lllymkosa I'.JI., KpsimoBa H.A. Taprernas
Tepanus MykoBuciuao3a rnpu reaoture F508del/F508del. // ITynmsmoHOMOTHS.
—2019. - 29(2). — c. 235-38. do0i.10.18093/0869-0189-2019-29-2-235-238.
baGasu M.JI.. JlakTa3Has HEAOCTAaTOYHOCTb: COBPEMEHHBIE METOJIbI
MUArHOCTHKH U JeueHus. Menunuackui coseT. 2013;1: 24-27.

bapanoB A.A. Jlerckue Oone3nu. YueOnuk qans BVY3oB. Mockaa.
Nznarensckuit nom ' DOTAP-MEJI.2002.

benssesa U.A., bombapnupoa E.Il. Menuko-opraHu3aiuOHHbIE OCHOBBI
paboThl OaHKa TPYAHOro MoJjoka. // Bompockl cOBpeMEHHOW MeIuaTpuu. -
2012;11(3):75-78. doi.10.15690/vsp.v11i3.300

boposuk T.D., CkBopuoBa B.A., JlykosHoBa O.JI., SAupik I'.B., IleipreBa
E.A., I'mommnackass M.B., bynarosa E.M., CopBaueBa T.H., 3axaposa N.H.,
benoycora T.B., 3sonkoBa H.I'., bBymryesa T.B., Herpe6enko O.K., Ka3ztokoBa
T.B., Muponenko WN.M., PocnaBueBa E.A., I'ycea N.M., ®@ypuer B.H.
KoHceHcyc 1o BompocaM BCKapMIIMBaHMsI J€TE€d MEepBOro Trojia >KU3HHU,
BONICAIIMM B OOHOBJCHHYIO penakiuio ''HanuoHanbHOW MpOTrpaMMbl
ONTUMM3AMKA BCKAPMJIMBAHUS JIETEM IIEPBOro rojaa Xu3HuU B Poccuiickont
Oeneparun'// [lenuarpus. XKypuan um. I'. H. Cnepanckoro.- 2019. - Nel.
bymyeBa T.B, bopoBuk T.3., PocnaBueBa E.A, CumonoBa O.U., bypkuna
H.U, JIas6una H.B, Ynesuosa JI.B., Bnesa B.H, Illens H.I1., Xapekun A.B.
HyTtputuBHas momnep>Kka TpU  MYKOBUCIHUAO3E: OIBIT IPUMEHECHUS
OTEYECTBEHHBIX CICIMATM3UPOBAHHBIX CMECEeH DJHTEpalbHOro mUTaHusA. //
Poccuiickuii nenmatpuueckuii xkypuain. -2020. - 23(1). doi.10.18821/1560-
9561-2020-23-1-13-20.


https://doi.org/10.18093/0869-0189-2019-29-2-235-238
https://doi.org/10.15690/vsp.v11i3.300
http://dx.doi.org/10.18821/1560-9561-2020-23-1-13-20
http://dx.doi.org/10.18821/1560-9561-2020-23-1-13-20

8.

10.

11.

12.

13.

14,

162

JHlerckoe mnwutanue: / PykoBoactBo mna Bpaudeit. I[lox pemakumeit B.A.
Tytenbsina, U.5. Kous. — 4-e uzn., nepepaboTaHHO U JOMOJHEHO. MOCKBa. -
000 «MenunuHcKoe HHGOPMAIITMOHHOE areHCTBOY», 2017. — 784 c.

EBceeBa I'.Il, Xonogok I'.H., Mopozosa H.B., Cynpyn E.H., Ko3nos B.K.,
Jlazapr K.I'. DOnuaemuonorusi OpOHXOJIETOYHBIX 3a00J€BaHUN JAeTel U
nopocTkoB XabapoBckoro kpas // BrojieTeHb (U3UOJOTHH M TATOJIOTHH
neixanus. - 2016. Beimyck 61.C.31-35. DOI:10.12737/21436.

Epnynea FHO.B. DOddektuBHOCT HYTPUTUBHOW MOMJIEPKKUA y JETel B
KPUTUYECKUX COCTOSHMSIX : aBToped. AHUC. JIOKTOpa MEIMIIMHCKUX HayK
(14.00.09, 14.00.37) / EpnymaBa lOmus Bnagumuposna; Hayd. 1ieHTp
3n0poBbs nereit PAMH. —M., 2006.- 46 c.

3axaposa U.H, Knumos JI.4, KypssinunoBa B.A., I'pomoBa O.A, Jlon6us C.B,
KacessnoBa A.H, Ctosn M.B, AnucumoB I'.C, ABceeBa E.A, Maiikoa N./1.,
Koponesa E.1O, Bonogun H.H, 3enunckas J[.U, YeOypkun A.A, Xomnomosa
N.H. DpdekTuBHOCT MPOPUIAKTUKHA TUIIOBUTaMHUHO3a D y nereill mepBoro
rojla U3HU: pOJb BCKapMJIMBaHWS, BIHSHUE JO3bl W JJIUTEIBHOCTH
npUMEHEeHHS mpenaparoB xonekanbiudepona. // [eauarpus. — 2016.- 1. 95, Ne
6.- c. 62-69.

3axapoBa U.H., bepexnas U.B., Maunesa E.b., Kyunna A.E., O61oruna U.C.
['pynHOE MOJIOKO — MEPBBIM Al K MPOrPaMMHUPOBAHUIO 3/I0POBbSI B TCUCHHE
nocienywomeii sku3au. //Bectnuk PocsapaBuamszopa.- 2018, 1.- c¢. 28-33.
/Zakharova IN, Berezhnaya IV, Machneva EB, Kuchina AE, Oblogin IS.
Breast milk is the door-opener to programming health for the following life.//
Vestnik Roszdravnadzora.- 2018, 1.- c. 28-33.

NBanoBa U.B, YUepnaa H.JI., MamonToBa O.K. OueHka »upoBOro KOMIOHEHTA
MaccChl TeJjla IIKOJIBbHUKOB C MOMOIIBIO MOPTATUBHOTO MOJYyaBTOMATHYECKOTO
kanumnepa. // llemuatpus.-2011.-1.90, Ne 3. — ¢. 34-37.

Nnarosa M.I'., Jlyoposckass M.U., Kopuea T.U., Kypramepa E.K., Myxuna

FO.T'. JlakTa3zHast HEIOCTATOYHOCTH Y JIETEH paHHETO BO3pacTa U OCOOEHHOCTH



15.

16.

17,

18.

19.

20.

21.

163

nuTaHus npu natojgoruu. Pa3bop kimHuMyeckux ciydaeB. // Bompocsl
coBpeMenHoi neauarpun. — 2012.- 1. 11, No 1. - ¢.119-123.

Kanpanos H.U., Kammpckas H.FO., CumonoBa O.W. u ap. MykoBHCIIUAO3.
CoBpeMeHHBIE JOCTIKEHHS W MpoOJemMbl. // MeTonudeckue peKoMeHIaIum. -
Bropoe n3nanue. Jononaennoe.- M., 1997.- 62 c.

KnuHnyeckass TUETONorus JIeTcKoro Bo3pacta. / PykoBoacTBo s Bpaueit /
[Tox pen. mpod. T.D. boposuxk, npod. K.C. Jlamozo.- 2-e u3a., nepepad. u JOII.
— M..- OO0 «M3natenbctBO «MenuiuHCcKoe WH)OPMAIMOHHOE areHTCTBOY.-
2015 -720 c.

Knuandeckue  pexkoMmenaanuu  Kuctozuwii  Gubpo3  (MyKOBHCIUI03).
B3pocneie, meru. / Paspaborumk: Coro3 mneamatpoB Poccum, Accormanus
MEIUMIIMHCKUX  TeHeTHKoB; Poccuiickoe  PecnupatopHoe  0oOIecTBo;
Poccwiickoe TpaHcImanTonornueckoe obmectso, 2021-2023.- ID: 372.- 180 c.
Koznos B.K, Jle6eapko O. A., IIuuyruna C. B., Cuporuna-Kapnosa M.C.,
EBceeBa I'.Il., TI'anmypoB C. I'. // AkryambHble BONPOCHI XPOHUYECKUX
Hecrnenuduuecknx 3aboieBaHuil JieTkUX y aetert // bronerens usnonorun u
MaToJIOTUH JbIXaHUSL.- 2018. Ne70.
RL:https://cyberleninka.ru/article/n/aktualnye-voprosy-hronicheskih-
nespetsificheskih-zabolevaniy-legkih-u-detey.

Kpacoscknit C.A. MeaukaMeHTO3HOE JIeYeHHE MyKoBHcLMIo3a B Poccun:
aHaNMW3 JaHHBIX HanuoHaidbHOro peructpa (2014)/ C.A. Kpacosckuii, E.JI.
Awmenuna, E.W. Konaparsesa // [Tynsmonosnorus.-2016.- Tom 26, Ne 5.- ¢.153-
171.

KpoimoBa H.A., Amenuna E.JI, Kpacosckuit C.A., Kapueckas H.A.,
Tapabpun E.A., T'acanoB A.M., HobparumoBa J[.®., T'omoBunckuii C.B.
DHTepajabHOE 30HIO0BOE MUTAHUE Y B3POCHBIX OOJBHBIX MYKOBHUCIIMIO30M C
JBIXaTEIbHOM HeI0CTaTOUYHOCTHRIO. // TepaneBTrueckuii apxus, 12, 2017.
Kyues C.H., Mxkesckas B.JI., KonnpareeBa E.M. Taprernas tepanus npu
mykoBuciuaose. //Ilynemononorus..-2021.-31(2).-¢.226-236.
https://doi.org/10.18093/0869-0189-2021-31-2-226-236.


https://doi.org/10.18093/0869-0189-2021-31-2-226-236

22,

23.

24,

25,

26.

217,

28.

29.

164

JlykostoBa O.0., bopoBuk T.3, CkBopuioBa B.A, bensesa 1. A, bymyesa T.B,
3BonkoBa H.I', Aupik I'.B. CocTtaB rpyIHOro MOj0Ka U MUTaHUE MATEPH:ECTh
cBs3b?// Ilequatpus.- 2018.-1.97,Ne4.160-167.

Metoauueckue pekomernanuu MP 2.3.1.2432-08 "HopMmsl puzrosoruaeckmx
MOTPEOHOCTEN B HPHEPTMM M MUIIEBBIX BEIIECTBAX JUIS PA3IUYHBIX TPYIII
Hacenenust Poccuiickoit  ®enepanuu". /  yTBEpKIESHHBIM [ maBHBIM
TrOCyIapCTBEHHBIM CaHUTAapHBIM Bpauom P® 18 pgexabps 2008 .
http://fcgie.ru/download/elektronnaya_baza metod_dokum/mr_2432-08.pdf
MyxkoBucuuno3. Ilog pen. H.M. Kanpanosa, H.FO. Kammpckoi, 2014. 1]
«MEIITPAKTUKA-M» - 672 c.

Myxuna 1O. I'., llymunos I1. B., [lyoposckas M. 1. CoBpe MeHHBIE MOXO/IbI
K JUAarHOCTUKE W TEpanuu IUcaxapu]ia3HOW HEAOCTATOYHOCTU y Jaered //
Tpynueii nanuent (Ilexuatpus). — 2006; 4 (9).- ¢. 12-16.

Myxuna FO.I'., Uy6apoBa A.U., I'epacekuna B.I1., benemep C.B., 'acununa
T.B., bopoBuk T.D., Pocnasinena E.A., CkBopuosa B.A., fupix I'.B. PaGounit
IIPOTOKOJ MO JUArHOCTHUKE M JICUEHUIO JIAKTa3HOW HEIOCTATOYHOCTH y JETEH.
// Bompocsr getckoit auetonoruu.- 2016;14(1).-c. 64-9.

Hanmonanbubeiii koHCeHCyC (2 -€ u3nanue) «MyKOBHUCIUI03: OIpeiesicHue,
nuarHoctuueckue  kputepum, Tepanus»2018/  Ilog  pemakmuein  E.N.
Kongpareesoit, H.}O. Kammpckoi, H.U. Kanpanosa — M.: OO0 «Komnanus
BOPI'EC».- 2018.

Herpebenko O.K, VYkpaunner C.E. UTo MOXET rpyaHOE MOJIOKO M YETO HE
MOTYT CMECH: OT MHIPEIMCHTOB K MOHUMAHHUIO JOJTOCPOYHBIX 3ddekton. //
[Temuarpus.- 2017.- Tom 96,Ne 3.- ¢.144-151.

OpnoB  A.B., CumonoBa O.W., PocnaBuesa E.A., agpun JI.H.
MyxkoBuCITH103 (kMMHMYECKass ~ KapTWHA,  JAUMArHoCTUKa,  JICYCHHE,
peabwimTanus, aucnaHcepusaius). // YueOHoe mocoOue ams Bpayei. 2-

uznanue. Cankrt-IletepOypr. - U3gatensctBo C3ITMY um. .. Meunukona.-

2014.



30.

31.

32,

33.

34,

35.

36.

37.

38.

165

[TapmuaoBa E.b., I'enme H.A., Mansime B.C., Kupmmna W.A., CadonoBa
T.M., Muaranposa A.I'. VIHHOBaUMOHHBIM TOAXOJ K JIUArHOCTUKE
OpOHX00OCTPYKTUBHOI'O CHHAPOMA y JIeTel ¢ MykoBucuuao3oM // Joktop.Py.-
2019. Ne 5 (160). C. 6-10. DOI: 10.31550/1727-2378-2019-160-5-6-10

[Tak JI.A., ®ucenko A.Il., Ky3enkoBa JI.M., Makaposa C.I'., Uymban3ze T.P.
HYTpUTUBHBIA cTatyc marueHToB ¢ JIIII u comyrcTByromei Oenkoro-
SHEpreTudeckor HempoctaTouHocThio. Jlerckas Peabwmuranust Nel (Tom?2).-
2020.- c. 13-29.

ITerpoBa H.B., TumkxoBckas E.E., BacumbeBa T.A. OcoOeHHOCTH CIIEKTpa
mytaiiii B reHe CFTR y OonbHbIX MykoBucuuao3oMm u3 Kapauyaeso-
Yepkeccun.//| Menununckas reaeruka. 2015; 14 (7).-c. 32-36.

[IpakTrueckas MyJIbMOHOJOTUA JETCKOro Bo3pacta (cnpaBouHuk) // Ilop
penakuuu B.K. Tarodenko.- M., 2000.- C. 11-192.

[Iporpamma onTUMH3alMK BCKAPMIIUBAHUS JIE€T€M MEPBOTO ToO/a KU3HU B
Poccuiickoit ®denepaunn: Meroauueckue pekomenparuu / OI'AY «HMUAIL]
310pOBBsA JeTei» Mun3zapasa Poccuu. M.: 6. u., 2019. — C. 70-71

Pauunckuii C.B., Tarouenko B.K. bone3nu opranHoB npixaHus y aetei. M.:
Menununa, 1987.- C. 416-427.

Peructp 60npHBIX MyKoBHCIII030M B Poccutickoii deneparuu. 2017 r. / [lox
penakuuenn A.FO. Boponxosoi, E.JI. Amenunon, H.FO. Kammpckou, E.N.
KongpateeBoii, C.A. KpacoBckoro, M.A. CrapunoBoii, H.1. Kanpanosa. —
M.: U1 «MEAITPAKTHUKA-M», 2019, 68 c.

PocnaBueBa E.A., bymyea T.B., bopoBuk T.3., CumonoBa O.U., bypkuna
H.N., JloxmatoB M.M. B03MOXHOCTH HCIOJIb30BAHUS OTEUCCTBEHHOM CMECH
JUTSL SHTEPAJIBLHOTO MUTAHUS B KOPPEKUUU HYTPUTHUBHOW HEJOCTATOYHOCTU Y
OO0NBHBIX MYyKOBUCHUI030M// Poccuiickuii meauarpuyeckuid sxypHan Tom 22,
Homep 2, 2019, c. 75-80.

Pyaues C.I. , H.II. Co6oneBa, C.A. Crepmukos, J[.B. Huxomaes, O.A.
CrapynoBa, C.II. Yepnsix, T.A. EproxkoBa, B.A. Konecnukos, O.A.



39.

40.

41.

42.

43.

44,

45.

46.

166

Mensanuenko, E.I'. [lonomapeBa// buoumrienancHoe HMCCeIOBaHUE COCTaBa
tena Hacenenus Poccuu, Mocksa.- 2014.

CumonoBa O. WM. MykonuTtudeckass Tepanuss B MeadaTpuu: MUBBI U
peanbHOCTD // [1D. 20009. Ne2. URL:
https://cyberleninka.ru/article/n/mukoliticheskaya-terapiya-v-pediatrii-mify-i-
realnost (mara oopamenus: 20.06.2021).

CumonoBa O. U. TIpocTeie OTBETHI HA CI0KHBIE BOIPOCHI O MYKOJIMTHKAX IS
neteit. Borpocsr coBpemennoit nenquatpuun. 2015; 14 (4).

CumonoBa O.M., T'opunoBa IO.B. CpaBHuTEnpHbIE XapaKTEPUCTUKU
U3BECTHBIX MYKOJUTUKOB B O0a3uMCHON Tepanuu MYKOBHUCIUI03a Yy JETEil.
[Menuarpuueckas papmaxosorus.-2014.- tom 11, Ne6, c. 96-103.

CumonoBa O.U., I'opunosa 10.B., Uepnesnu B.I1. MykoBrucumnmos: npopeis B
teparmu XX| Beka. Russian pediatric journal (Russian journal). 2020; 23(1)
DOI: http://dx.doi.org/10.18821/1560-9561-2020-23-1-35-41

CksoproBa B.A., boposuk T.D, Hetpebko O.K., bymyesa T.B., JlykosiHoBa
O.JI, TpycoBa C.A. Ponab rpyagHOro MOJOKa B INMHUTAHHUM W BBIXa)KUBAHUU
HeIoOHOIIeHHOTo pebenka. //ITutanust 3m0poBoro u 60abHOrO pederka.- 2015,
Copoka H.JI, Muxainosa O.B.,CmupnoBa H.H. CoBpemeHnHoecocTosiHHe
npoOJeMbl  XPOHMYCCKUX IAaTOJIOTHM OPraHoB JbIXaHus y gered //
[TynsMOHOMOTHS AETCKOTO Bo3pacTa: mpodsiemsbl u penieHus.-2015.Nel5.-C.24-
25.

XaBkuH A.M. HemepeHOCHMMOCTb JIaKTO3bl: COBPEMEHHBIC TMOJIXOAbl K
JMAarHOCTHUKE W JeueHuro. Bompocer mueronoruu.- 2020; 10(1): DOI:
10.20953/2224-5448-2020-1-59-67.

Xyoyrua M.II., T'acanoB A.M., Tapabpun E.A., Kamnaros T.3., IlepBakoBa
2.1., Kpacosckuii C.A. UpeckoxkHasi SHIOCKONMUYECKAs TaCTPOCTOMHS B
KOMIUIEKCHOM TIOATOTOBKE K TpPAHCIUIAHTAMU JETKUX Y TMAlMEHTOB C

BBIp@KCHHBIM jAeduimToM Macchl tena. //Tpancruanronorus.-2009, Tom 11,

Homep 1.- ¢. 55-60.


http://dx.doi.org/10.18821/1560-9561-2020-23-1-35-41

47.

48.

49.

50.

51,

52,

53.

54,

55.

56.

167

Abdullah E, Idris F, Saparon a papr reduction using scs-slm technique in stfbc
MIMO-OFDM ARPN Journal of Engineering and Applied Sciences.- 2017.-c.
3218-3221, 12(10).

Alicandro G, Battezzati A, Bianchi ML, Loi S, Speziali C, Bisogno A,
Colombo C.J Estimating body composition from skinfold thicknesses and
bioelectrical impedance analysis in cystic fibrosis patients. Cyst Fibros. 2015
Nov;14(6):784-91.

Alicandro G, Bisogno A, Battezzati A, Bianchi ML, Corti F, Colombo C.
Recurrent pulmonary exacerbations are associated with low fat free mass and
low bone mineral density in young adults with cystic fibrosis. J Cyst Fibros Off
J Eur Cyst Fibros Soc 2014;13:328-34.
http://dx.doi.org/10.1016/j.jcf.2013.11.001

Alvarez JA , Ziegler TR, Millson EC , Stecenko AA . Body composition and
lung function in cystic fibrosis and their association with adiposity and normal-
weight obesity. Nutrition (Burbank, Los Angeles County, Calif)
2016;32(4):447-52.

Andersen DH. Cystic fibrosis of the pancreas and its relation to celiac disease;
clinical and pathological study. Am J Dis Child 1938;56:344-99.

Antonowicz I, Lebenthal E, Scwachmann H. Disaccharidase activities in small
intestinal mucosa in patients with cystic fibrosis.The Journal of Pediatrics
Volume 92, Issue 2,February 1978, 214-219.

Antonowicz I, Reddy V, Khaw K-T, Scwachmann H. Lactase deficiency in
cystic fibrosis. Pediatrics 1968 42(3) 492-500.

Balfour-Lynn .M., King J.A.CFTR modulator therapies — Effect on life
expectancy in people with cystic fibrosis Paediatr Respir Rev.-2020.

Ballard O, Morrow AL. Human milk composition: nutrients and bioactive
factors. Pediatr Clin North Am. 2013;60(1):49-74.

Beaumesnil M, Chaillou E, Wagner AC, Rouquette A, Audran M, Gini¢s JL.
Body composition analysis in patients with cystic fibrosis. Comparison of 3



57,

58.

59.

60.

61.

62.

63.

168

methods: dual energy x-ray absorptiometry, bioelectrical impedance analysis,
and skinfold measurements Arch Pediatr. 2011 Apr;18(4):370-5.

Bell S.C., Mall M.A., Gutierrez H., Macek M., Madge S., Davies J.C., Burgel
P.R., Tullis E., Castanos C., Castellani C., Byrnes C.A., Cathcart F., Chotirmall
S.H., Cosgriff R., Eichler 1., Fajac 1., Goss C.H., Drevinek P., Farrell P.M.,
Gravelle A.M., Havermans T., Mayer-Hamblett N., Kashirskaya N., Kerem E.,
Mathew J.L., McKone E.F., Naehrlich L., Nasr S.Z., Oates G.R., O'Neill C.,
Pypops U., Raraigh K.S., Rowe S.M., Southern K.W., Sivam S., Stephenson
A.L., Zampoli M, Ratjen F. The future of cystic fibrosis care: a global
perspective.// Lancet Respir Med.- 2020 Jan;8(1):65-124

Bergeron C, Cantin AM. Cystic Fibrosis: Pathophysiology of Lung Disease.//
Semin Respir Crit Care Med. 2019 Dec;40(6):715-726.

Best C, Brearley A, Gaillard P, et al. A pre-post retrospective study of patients
with cystic fibrosis and gastrostomy tubes. J Pediatr Gastroenterol Nutr Oct
2011;53(4):453-8.

Bitonti M., Fritts L., So Tsz-Yin. A review on the use of cystic fibrosis
transmembrane conductance regulator gene modulators in pediatric patient. J of
pediatr. // Health care. Vol 33, issue 3. 2019. P 356-364.

Borchuk A, S Filigno, L Opipari-Arrigan, J Peugh, L Stark. Psychological
predictors of nutritional adherence in adolescents with cystic fibrosis. Clin Nutr
ESPEN, 19 (6) (2019), pp 143-147.

Bosy-Westphal A , Danielzik S , Dorhofer RP , Later W, Wiese S, Muller MJ
. Phase angle from bioelectrical impedance analysis: population reference
values by age, sex, and body mass index. JPEN J Parenter Enteral Nutr
2006;30(4):309-16.

Bosy-Westphal A , Miiller MJ . Identification of skeletal muscle mass
depletion across age and BMI groups in health and disease—there is need for a
unified definition. Int J Obes (Lond) 2015;39:379-86 .



64.

65.

66.

67.

68.

69.

70.

71.

72.

169

Bradley G.M., Carson K.A., Leonard A.R., Mogayzel J. P., Oliva-Hemker M.
Nutritional outcomes following gastrostomy in children with cystic fibrosis.
Pediatr Pulmonol Aug 2012;47(8):743-8.

Brearley A, Gaillard Ph, Regelmann W, Billings J, Dunitz J, Phillips J, Holme
B, Schwarzenberg SJ A Pre-Post Retrospective Study of Patients With Cystic
Fibrosis and Gastrostomy Tubes Chad Best, JPGN _ Volume 53, Number 4,
October 2011 DOI: 10.1097/MPG.0b013e3182250c43.

Breastfeeding. A Guide for the medical profession. /Ruth A. Lawrence, Robert
M. Lawrence. — 7" edition/ Elsevier Mosby 2011. — p. 1114.

Bzikowska-Jura A, Czerwonogrodzka-Senczyna A, Oledzka G, Szostak-
Wegierek D, Weker H, Wesotowska A. Maternal Nutrition and Body
Composition During Breastfeeding: Association with  Human Milk
Composition. Nutrients. 2018 Sep 27;10(10):1379. doi: 10.3390/nu10101379.
Caceres DI , Sartor-Messagi M , Rodriguez DA , Escalada F , Gea J , Orozco-
Levi M , et al. Variability in bioelectrical impedance assessment of body
composition depending on measurement conditions: influence of fast and rest.
Nutr Hosp 2014;30(6):1359-65 .

Calella P , Valerio G , Brodlie M , Donini LM , Siervo M . Cystic fibrosis,
body composition and health outcomes: a systematic review.// Nutrition
2018;55(56):131-9.

Calella P, Valerio G, Brodlie M, Taylor J, Donini LM, Siervo M. Tools and
Methods Used for the Assessment of Body Composition in Patients With
Cystic Fibrosis: A Systematic Review. Nutr Clin Pract. 2019 Oct;34(5):701-
714,

Castellani C , DuffAJA , Bell SC , Heijerman HGM , Munck A , Ratjen F , et
al. ECFS Dbest practice guidelines: the 2018 revision. J Cyst
Fibros2018;17(2):153-78 .

Charatsi AM, Dusser P, Freund R, Maruani G, Rossin H, Boulier A, Le
Bourgeois M, Chedevergne F, de Blic J, Letourneur A, Casimir G, Jais JP,

Sermet-Gaudelus |. Bioelectrical impedance in young patients with cystic



73.

74,

75.

76.

77,

78.

79.

80.

81.

170

fibrosis: Validation of a specific equation and clinical relevance.// J Cyst
Fibros. 2016 Nov;15(6):825-833.

Colombo C, Costantini D, Zazzeron L, Faelli N, Russo MC, Ghisleni D, et al.
Benefits of breastfeeding in cystic fibrosis: a single-centre follow-up survey.
Acta Paediatr 2007; 96:1228-32. Doi: 10.1002/ppul.10450.

Conway SP, Pond MN, Bowler I, Smith DL, Simmonds EJ, Joanes DN,
Hambleton G, Hiller EJ, Stableforth DE, Weller P, et al. The chest radiograph
in cystic fibrosis: a new scoring system compared with the Chrispin-Norman
and Brasfield  scores.  Thorax. 1994  Sep;49(9):860-2.  doi:
10.1136/thx.49.9.860. Erratum in: Thorax 1994 Nov;49(11):1184. PMID:
7940422; PMCID: PMC475170.

Cost T.C., Armand M, Lebacq J, Lebecque P, Wallemacq P, Leal T. An
overview of monitoring and supplementation of omega-3 fatty acids in Cystic
Fibrosis. Clin Biochem. 2007 40 (8): 511-20.

Culhane S, George C, Pearo B, Spoede E. Malnutrition in cystic fibrosis: a
review. Clin Pract 2013;28:676-83. DOI : 1177/088453361350786.

Cyrany J, Rejchrt S, Kopacova M, Bures J. Buried bumper syndrome: A
complication of percutaneous endoscopic gastrostomy. World J Gastroenterol
2016; 22(2): 618-627 Available from: doi:
http://dx.doi.org/10.3748/wjg.v22.i2.618.

Cystic fibrosis/2020.Adherence and self-management in pediatric population.
Chapter 5 —. Editors Avani C. Modi, Driscoll K.A. Academic Press. P 107-132.
Czosnykowska-Lukacka M., Orczyk-Pawilowicz M., Broers B., Krolak-
Olejnik B. Lactoferrin in human milk of prolonged lactation. //Nutrients.
2019;11:2350. doi: 10.3390/nu11102350.

Dahlquist A. Method for assay of intestinal disaccharidases. Anal.
Biochem.,7(1964), p.18-25.

Dixon CB , Masteller B , Andreacci JL . The effect of a meal on measures of
impedance and percent body fat estimated using contact-electrode bioelectri-
cal impedance technology. Eur J Clin Nutr 2013;67(9):950-5 .



82.

83.

84.

85.

86.

87.

88.

89.

90.

171

Donovan S.M. The role of lactoferrin in gastrointestinal and immune
development and function: A preclinical perspective. J. Pediatr. 2016;173:S16—
S28. doi: 10.1016/j.jpeds.2016.02.072.

Earthman CP . Body composition tools for assessment of adult malnutrition at
the bedside.// J Parenter Enteral Nutr 2015;39(7):787-822 .

Efrati O, Mei-Zahav M, Rivlin J, et al. Long term nutritional rehabilitation by
gastrostomy in lIsraeli patients with cystic fibrosis: clinical outcome in
advanced pulmonary disease. //J Pediatr Gastroenterol Nutr Feb
2006;42(2):222-8.

Elborn J.S., Ramsey B.W., Boyle M.P., Konstan M.W., Huang X., Marigowda
G., et al. Efficacy and safety of lumacaftor/ivacaftor combination therapy in
patients with cystic fibrosis homozygous for Phe508del CFTR by pulmonary
function subgroup: a pooled analysis. // Lancet Respir. Med. 2016; 4(8): 617-
26. DOI: http://doi. org/10.1016/S2213-2600(16)30121-7.

Faro A, Elbert A, Fink A., Wu R, Marshall B. Breastfeeding and higher SES
lead to better outcomes in children with CF. J.of Cystic Fibrosis .2018, S59-
S138.

Farrell P.M., White T.B. Introduction to “Cystic Fibrosis Foundation
Consensus Guidelines for Diagnosis of Cystic Fibrosis”. The Journal of
Pediatrics. Vol 181. 2017. P S1-S3.

Farrell PM. The prevalence of cystic fibrosis in the European Union. J Cyst
Fibros 2008;7:450-3.

Fewtrell M, Bronsky J, Campoy C, Domellof M, Embleton N, Fidler Mis N,
Hojsak I, Hulst JM, Indrio F, Lapillonne A, Molgaard C. Complementary
Feeding: A Position Paper by the European Society for Paediatric
Gastroenterology, Hepatology, and Nutrition (ESPGHAN) Committee on
Nutrition. JPGN 2017;64: 119-132

Fidler-Witon E., Lisowska A, Walkowiak J. Lactose intolerance in cystic
fibrosis. Pediatria polska 85(6) 629-632.



91.

92.

93.

94,

95.

96.

97.

98.

99.

172

FitzSimmons 1993, Scotet V, L'Hostis C, Férec C. The Changing
Epidemiology of Cystic Fibrosis: Incidence, Survival and Impact of
the CFTR Gene Discovery. Genes (Basel). 2020;11(6):589. Published 2020
May 26. doi:10.3390/genes11060589.

Gonska T. The gut is a key player in cystic fibrosis malnutrition. J Pediatr
Gastroenterol Nutr. 2016; 62(4): 518-9.

Gopalakrishna K.P., Hand T.W. Influence of maternal milk on the neonatal
intestinal microbiome. Nutrients. 2020;12:823. doi: 10.3390/nu12030823.
Groeneweg M, Tan S, Boot AM, de Jongste JC, Bouquet J, Sinaasappel M.
Assessment of nutritional status in children with cystic fibrosis: conventional
anthropometry and bioelectrical impedance analysis. A cross-sectional study in
Dutch patients J Cyst Fibros. 2002 Dec;1(4):276-80.

Hauschild D.B., Barbosa E., Moreira E.A., Ludwig N. N., Platt V.B.,
Piacentini F. E., Wazlawik E, Moreno YM. Nutrition Status Parameters and
Hydration Status by Bioelectrical Impedance Vector Analysis Were Associated
With Lung Function Impairment in Children and Adolescents With Cystic
Fibrosis. // Nutr Clin Pract. 2016 Jun;31(3):378-86.

Helba M, Binkovitz LA. Pediatric body composition analysis with dualenergy
X-ray  absorptiometry. Pediatr Radiol 2009;39:647-56. http://dx.
doi.org/10.1007/s00247-009-1247-0.

Heuschkel RB, Gottrand F, Devarajan K, et al. ESPGHAN position paper on
management of percutaneous endoscopic gastrostomy in children and
adolescents. J Pediatr Gastroenterol Nutr 2015;60(1):131-41.
Hollander-Kraaijeveld F.M., Lindeman Y., de Roos N.M., Burghard M., van de
Graaf E.A., Heijerman H.G.M. Non-fasting bioelectrical impedance analysis
in cystic fibrosis: Implications for clinical practice and research. J Cyst Fibros.
2020 Jan;19(1):153-158.

Hoo Z.H, Campbell M.J., Curley R.E., Wildman M. Rescue and prevention in
cystic fibrosis: an exploration of the impact of adherence to preventative



173

nebulised therapy upon subsequent rescue therapy with IV antibiotics in adults
with CF. J.of cystic fibrosis. Vol 15, 2016. Page S120.

100. http://www.genet.sickkids.on.ca/cftr.

101. http://www.who.int/childgrowth/software/en/.

102. Hurley M.N., Smith S., Forrester D.L., Smyth A.R. A systematic Cochrane
review of antibiotic adjuvant therapy for pulmonary infection in cystic fibrosis.
Paediatric respiratory reviews. 2020. Vol 36. P. 109-111.

103. Johnston M., Landers S, Noble L, Szucs K,Viehmann L. Section on
Breastfeeding. Breastfeeding and the use of human milk. Pediatrics. 2012
Mar;129(3):e827-41. doi: 10.1542/peds.2011-3552. Epub 2012 Feb 27. PMID:
22371471,

104. Kashirskaya N., Zolin A., Bossi A., Cirilli N., Padoan R. Cystic fibrosis
mortality in childhood. Data from European Cystic fibrosis society patien
registry. Intern. // J of environmental research and public health 15(9):2020.
2018. DOI: 10.3390/ijerph15092020.

105. Kazani S., Rowlands D.J, Bottoli I, Milojevic J., Alcantara J, Jones I,
kulmatycki K., Machineni S, Mostovy L, Nicholls I, Nick J.A, Rowe S.M.,
Simmonds N.J, Vegesna R, Verheijen J, Danahay H, Gosling M, Ayalavajjala
P.S, Salman M, Strieter R. Safety and efficacy of the cystic fibrosis
transmembrane conductance regulator potentiator icenticaftor. J of cystic
fibrosis 20(2021) 250-256.

106. Keim SA, Sullivan JA, Sheppard K, Smith K, Ingol T, Boone KM, Malloy-
McCoy A, Oza-Frank R. Feeding infants at the breast or feedinf expressed
human milk: long-term cognitive, executive function, and eating behavior
outcomes at age 6 years. The J of Pediatr. 2021.

107. Kerem E , Viviani L, Zolin A, MacNeill S, Hatziagorou E , Ellemunter H ,
et al. Fac- tors associated with FEV1 decline in cystic fibrosis: analysis of the
ECFS patient registry. Eur Respir J 2014;43(1):125-33.

108. Khalaf RT, Green D, Amankwah EK, Peck J, Carr V, Goldenberg NA,
Wilsey M Percutaneous Endoscopic Gastrostomy Tubes May Be Associated



174

With Preservation of Lung Function in Patients With Cystic Fibrosis Nutrition
in Clinical Practice Volume 34 Number 2 April 2019 290-296 DOI:
10.1002/ncp.10219.

109. King S, Wilson J, Kotsimbos T, Bailey M, Nyulasi |I. Body composition
assessment in adults with cystic fibrosis: comparison of dual-energy X-ray
absorptiometry with skinfolds and bioelectrical impedance analysis. Nutrition.
2005 Nov-Dec;21(11-12):1087-94.

110. King S.J., Nyulasi 1.B., Strauss B.J.G., Kotsimbos T, Bailey M, Wilson J.W.
Fat-free mass depletion in cystic fibrosis: associated with lung disease severity
but poorly detected by body mass index. Nutr Burbank Los Angel Cty Calif
2010;26:753-9. http://dx.doi.org/10.1016/j.nut.2009.06.026.

111. Kmit A.,Marson FA, Villa-Nova Periera S., et al. Extent of rescue of F508del-
CFTR function by VX-809 and VX-770 in human nasal epithelial cells
correlates with SNP rs7512462 in SLC26A9 gene in F508del/F508del Cystic
Fibrosis patients. Biochimica et biophysica Acta — molecular basis of disease.
Vol.1865, issue 6. 2019, p. 1323-1331.

112. Knapp EA, Fink AK, Goss CH, Sewall A, Ostrenga J, Dowd C, Elbert A,
Petren KM, Marshall BC. The Cystic Fibrosis Foundation Patient Registry.
Design and Methods of a National Observational Disease Registry. Ann Am
Thorac Soc. 2016 Jul;13(7):1173-9. doi: 10.1513/AnnalsATS.201511-7810C.
PMID: 27078236.

113. Konstan M.W., Pasta D.J., VanDevanter D.R., Wagener J.S., Morgan W.J.
Epidemiologic Study of Cystic Fibrosis: 25 years of observational research.
Scientific Advisory Group and the Investigators and Coordinators of ESCF.
Pediatr Pulmonol. 2021 Jan 12.

114. Lai HC, Kosorok MR, Laxova A, Davis LA, FitzSimmon SC, Farrell PM.
Nutritional status of patients with cystic fibrosis with meconium ileus; a
comparison with patients without meconium ileus and diagnosed early through
neonatal screening. Pediatrics 2000; 105:53-61.



175

115. Leone C., Rodrigues J.C. Shwachman-Kulczycki score still useful to monitor
cystic fibrosis severity. Clinics (Sao Paulo, Brazil) May 2011.
DOI:10.1590/S1807-5932201100060001
https://www.researchgate.net/publication/51540044.

116. LEVELS AND TRENDS IN CHILD MALNUTRITION.
UNICEF/WHO/World Bank Group Joint Child Malnutrition Estimates. Key
findings of the 2017 edition.

117. Li L, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges
for nutrition therapy. Dig Liver Dis 2014,;46:865e74

118. Libeert D, Declercq D, Wanyama S, Thomas M, Van daele S, De Baets F,
Van Biervliet S The effect of enteral tube feeding in cystic fibrosis: A registry
based study Journal of Cystic Fibrosis 17 (2018) 264-270
https://doi.org/10.1016/j.jcf.2018.01.004

119. Lonnerdal B. Bioactive proteins in human milk: Health, nutrition, and
implications for infant formulas. J. Pediatr. 2016;173:5S4-S9. doi:
10.1016/j.jpeds.2016.02.070.

120. Lonnerdal B., Erdmann P., Thakkar S.K., Sauser J., Destaillats F.
Longitudinal evolution of true protein, amino acids and bioactive proteins in
breast milk: A developmental perspective. J. Nutr. Biochem. 2017;41:1-11.
doi: 10.1016/j.jnutbio.2016.06.001.

121. Loser C Clinical aspects of long-term enteral nutrition via percutaneous
endoscopic gastrostomy (PEG) .J Nutr Health Aging. 2000;4(1):47-50.

122. Lukaski HC , Kyle UG , Kondrup J . Assessment of adult malnutrition and
prog- nosis with bioelectrical impedance analysis: phase angle and impedance
ratio. Curr Opin Clin Nutr Metab Care 2017;20(5):330-9 .

123. Lyons K.E., Ryan C.A., Dempsey E.M., Ross R.P., Stanton C. Breast milk, a
source of beneficial microbes and associated benefits for infant health.
Nutrients. 2020;12:1039. doi: 10.3390/nu12041039.



176

124. Madry E, Fidler E, Sobczynska-Tomaszewska A, Lisowska A,Krzyzanowska
P, Pogorzelski A, Minarowski L,Oralewska B,et al. Eur J Hum Genet. 2011
Jul; 19(7): 748-752.

125. Maiuri, L., Raia, V. & Kroemer, G. Strategies for the etiological therapy of
cystic ~ fibrosis. Cell Death  Differ 24, 1825-1844  (2017).
https://doi.org/10.1038/cdd.2017.126.

126. Manzoni P. Clinical Benefits of Lactoferrin for Infants and Children. J.
Pediatr. 2016;173:S43-S52. doi: 10.1016/j.jpeds.2016.02.075.

127. Marson FA, Bertuzzo CS, Ribeiro JD Classification of CFTR mutation
classes Lancet Respir Med. 2016 Aug; 4 (8): e37-8; De Boek K, Amaral MD
Progress in therapies for cystic fibrosis lancet Respir Med. 2016 Aug; 4 (8):
662-74.

128. Martin-Alvarez E., Diaz-Castro J., Pefia-Caballero M., Serrano-Lopez L.,
Moreno-Fernandez J., Sanchez-Martinez B., Martin-Peregrina F., Alonso-
Moya M., Maldonado-Lozano J., Hurtado-Suazo J.A., et al. Oropharyngeal
colostrum positively modulates the inflammatory response in preterm neonates.
Nutrients. 2020;12:413. doi: 10.3390/nu12020413.

129. Matjaz Homana, Bruno Hauserb , Claudio Romanoc , Christos Tzivinikosd ,
Filippo Torronie , Frédéric Gottrandf , Iva Hojsakg , Luigi Dall’Oglioe , Mike
Thomsonh , Patrick Bontemsi , Priya Narulah , Raoul Furlanoj , Salvatore
Olivak , Jorge Amil-Diasl, Percutaneous endoscopic gastrostomy in children:
an update to the ESPGHAN position paper. Journal of Pediatric
Gastroenterology and Nutrition. DOI : 10.1097/MPG.0000000000003207.

130. McCauley LA, Thomas W, Laguna TA, Regelmann WE, Moran A, Polgreen
LE. Vitamin D deficiency is associated with pulmonary exacerbations in
children with cystic fibrosis. Ann Am Thorac Soc. 2014 Feb;11(2):198-204.
doi: 10.1513/AnnalsATS.201208-0680C.

131. Meerman GJ, Dankert-Roelse J, Martijn A, van Woerden HH. A comparison
of the Shwachman, Chrispin-Norman and Brasfield methods for scoring of



177

chest radiographs of patients with cystic fibrosis. Pediatr Radiol.
1985;15(2):98-101. doi: 10.1007/BF02388712. PMID: 3975113.

132. Metcalfe J.R., Marsh J.A., D'Vaz N., Geddes D.T., Lai C.T., Prescott S.L.,
Palmer D.J.. Effects of maternal dietary egg intake during early lactation on
human milk ovalbumin concentration: a randomized controlled trial. Clin Exp
Allergy. 2016 Dec;46(12):1605-1613. doi: 10.1111/cea.12806.

133. Mialich MS , Sicchieri JMF |, Jordao JuniorAA . Analysis ofbody
composition: a critical review of the use of bioelectrical impedance analysis.
Int J Clin Nutr 2014;2(1):1-10 .

134. Miller T, Antos NJ, Brock LA, Wade T, Goday PS. Lactation consultation
sustains breast milk intake in infants with cystic fibrosis. J Pediatr
Gastroenterol Nutr 2019; 69 (3): 358-362.
D0i:10.1097/MPG.0000000000002415

135. Modiano G, Cimineli B, Pignatti PE. Cystic fibrosis and lactase persistence: a
possible correlation. Eur J Human Genetics 2007; 15: 225-9.

136. Morceli G., Franca E., Magalha™es V., Damasceno D., Calderon I., Honorio-
Franca A. Diabetes induced immunological and biochemical changes in human
colostrum. Acta Paediatr. 2011;100:550-556. doi: 10.1111/}.1651-
2227.2010.02070.x.

137. Munk A. Cystic Fibrosis: evidence for gut inflammation. Int J Biochem Cell
Biol 2014;52:180-3.

138. Murtiningsih, Siti Nurbayanti. The effects of breast feeding and massage on
neonates pain during intravenous blood sampling procedures. J of neonatal
nursing. Vol 27, issue 2, 2021, p. 129-134. DOI: 10.1016/j.jnn.2020.05.005.

139. Oftedal O.T. The evaluation of milk secretion and its ancient origins. Animal:
an international journal of animal bioscience. 2012; 6(3):355-368.

140. Pammi M., Suresh G. Enteral lactoferrin supplementation for prevention of
sepsis and necrotizing enterocolitis in preterm infants. Cochrane Database Syst.
Rev. 2017;6 doi: 10.1002/14651858.CD007137.pub5.



178

141. Parker E.M., O’Sullivan B.P., Shea J.C., Regan M.M.,Freedman S.D.. Survey
of breast feeding practices and outcomes in the cystic fibrosis population.
Pediatr Pulmonol 2004; 37 (4).

142. Peila C., Gazzolo D., Bertino E., Cresi F., Coscia A. Influence of diabetes
during pregnancy on human milk composition. Nutrients. 2020;12:185. doi:
10.3390/nu12010185.

143. Pincikova T, Paquin-Proulx D, Sandberg JK, Flodstrom-Tullberg M, Hjelte L.
Clinical impact of vitamin D treatment in cystic fibrosis: a pilot randomized,
controlled trial. Eur J Clin Nutr. 2017 Feb;71(2):203-205. doi:
10.1038/ejcn.2016.259.

144. Puiman PJ, Francis P, Buntain H, Wainwright C, Masters B, Davies PS. Total
body water in children with cystic fibrosis using bioelectrical impedance.// J
Cyst Fibros. 2004 Dec;3(4):243-7.

145. Richards M.L., Bell S.C., Edmiston K.A., Davies P.S.. Assessment of
bioelectrical impedance analysis for the prediction of total body water in cystic
fibrosis Asia Pac J Clin Nutr. 2003;12(2):161-5.

146. Riordan J. Breastfeeding and human lactation, 3rd edition. Jones and Bartlett
publishers.2005.

147. Riordan J.R., Rommens J.M., Kerem B., Alon N., Rozmahel R., Grzelczak Z.,
Zielenski J., Lok S., Plavsic N., Chou J.L., Identification of the cystic fibrosis
gene: cloning and characterization of complementary DNA. Science.1989;
245(4922):1066-73. Doi: 10.1126/science.2475911.

148. Rosenfeld M, Casey S, Pepe M, Ramsey BW. Nutritional effects of long-term
gastrostomy feedings in children with cystic fibrosis. J Am Diet Assoc Feb
1999;99(2):191-4.

149. Rosenfeld M, Wainwright CE, Higgins M, Wang LT, McKee C, Campbell D,
Tian S, Schneider J, Cunningham S, Davies JC; ARRIVAL study group.
Ivacaftor treatment of cystic fibrosis in children aged 12 to <24 months and
with a CFTR gating mutation (ARRIVAL): a phase 3 single-arm study. Lancet
Respir Med. 2018 Jul;6(7):545-553. doi: 10.1016/S2213-2600(18)30202-9.



179

Epub 2018 Jun 7. Erratum in: Lancet Respir Med. 2018 Jul;6(7):e35. Erratum
in: Lancet Respir Med. 2019 Apr;7(4):el5. PMID: 29886024; PMCID:
PMC6626762.

150. Roslavtseva E , Simonova O, Lokhmatov M, Gordeeva |I. Lactase activity in
biopsy specimens of the small intestine mucosa in children with CF
(continued).// J. of Cystic Fibrosis.- 2018.

151. Roslavtseva E, Simonova O, Lokhmatov M, Tupylenko A, Ignatova A,
Gorinova Y. Lactase activity in small intestinal biopsies in cystic fibrosis (CF)
children.// J. of Cystic Fibrosis.- 2017.

152. Saadeh M. Global strategy for infant and young child feeding WHO. Forum
of nutrition 56:236-8.- 2003.

153. Sermet-Gaudelus I, Mayell SJ, Southern KW, European Cystic Fibrosis
Society NSWG. Guidelines on the early management of infants diagnosed with
cystic fibrosis following newborn screening. J Cyst Fibros 2010; 9:323-9.

154. Sermet-Gaudelus I, Mayell SJ, Southern KW, European Cystic Fibrosis
Society NSWG. Guidelines on the early management of infants diagnosed with
cystic fibrosis following newborn screening. J Cyst Fibros 2010;9:323—29.

155. Sexauer WP, Hadeh A, Ohman-Strickland PA, Zanni RL, Varlotta L,
Holsclaw D, Fiel S, Graff GR, Atlas A, Bisberg D, Hadjiliadis D, Michel SH,
Mintz D, Chakraborty R, Marra B, Lomas P, Ward T, Sassman M, Imbesi GC,
Kitch DM, Mallowe AM. Vitamin D deficiency is associated with pulmonary
dysfunction in cystic fibrosis. J Cyst Fibros. 2015 Jul;14(4):497-506. doi:
10.1016/j.jcf.2014.12.006.

156. Shimmin D, Lowdon J, Remmington T Enteral tube feeding for cystic
fibrosis. Cochrane Database of Systematic Reviews 2019, Issue 7. Art. No.:
CDO001198. DOI: 10.1002/14651858.CD001198.pub5.

157. Shteinberg M., Taylor-Cousar J.L.Impact of CFTR modulator use on
outcomes in people with severe cystic fibrosis lung disease.// Eur Respir Rev,
29 (155).-2020.



180

158. Shwachman H., Kulczycki L.L. Long-Term Study of One Hundred Five
Patients with Cystic Fibrosis: Studies Made Over a Five- to Fourteen-Year
Period. AMA Am J Dis Child. 1958;96(1):6-15.
d0i:10.1001/archpedi.1958.02060060008002.

159. Simoneau T, Bazzaz O, Sawicki GS, Gordon C. Vitamin D status in children
with cystic fibrosis. Associations with inflammation and bacterial colonization.
Ann Am Thorac Soc. 2014 Feb;11(2):205-10. doi:
10.1513/AnnalsATS.201306-171BC.

160. Sinaasappel M, Stern M, Littlewood J, Wolfe S, Steinkamp G,
HeijermanHGM, et al. Nutrition in patients with cystic fibrosis: a European
consensus. J Cyst Fibros Off J Eur Cyst Fibros Soc 2002;1:51-75.

161. Singh V, S. Schwarzenberg. Pancreatic insufficiency in cystic fibrosis. J Cyst
Fibros, 16 (2017), pp. S70-S78.

162. Slieker MG, Uiterwaal CS, Sinaasappel M, Heijerman HG, van der LJ, van
der Ent CK. Birth prevalence and survival in cystic fibrosis:a national cohort
study in the Netherlands. Chest oct 2005; 128(4):2309-15.

163. Slinde F , Rossander-Hulthen L . Bioelectrical impedance: effect of 3
identical meals on diurnal impedance variation and calculation of body
composition. Am J Clin Nutr 2001;74(4):474-8.

164. Smyth AR, Bell SC, Bojicin S, Bryon M,Duff A, Flume P, et al. European
cystic fibrosis Society standards of care: best practice guidelines. J Cyst Fibros
2014; 13 (Suppl. 1): S23-42.

165. Sondo E., Falchi F., Caci E., Ferrera L., Giacomini E., et al. Pharmacological
inhibition of the ubiquitin ligase RNF5 rescues F508del-CFTR in cystic
fibrosis airway epithelia. Cell chemical biology vol.25, issue 7. 2018. P 891-
905.

166. Sood M, Adams JE, Mughal MZ. Lean body mass in children with cystic
fibrosis. Arch Dis Child 2003;88:836. http://dx.doi.org/10.1136/adc.88.9.836-a.



181

167. Stapleton D. (ed). Australasian Clinical Practice Guidelines for Nutrition in
Cystic Fibrosis; Sept 2006 A.B. N. 34008521480, Dietitians’ Association of
Australia; Sermet-Gaudelus.- 2010.

168. Stoltz D.A, Meyarholz D.K, Welsh M.J (2015). Origins of custic fibrosis lung
disease. N. Engl. J. Med. 372, 351-362.

169. Taylor-Robinson, David & Archangelidi, Olga & Carr, S.B. & Cosgriff,
Rebecca & Gunn, Elaine & Keogh, Ruth & MacDougall, Amy & Newsome,
Simon & Schliiter, Daniela & Stanojevic, Sanja & Bilton, Diana. (2017). Data
Resource Profile: The UK Cystic Fibrosis Registry. International journal of
epidemiology. 47. 10.1093/ije/dyx196.

170. Terheggen-Lagro S, Truijens N, van Poppel N, Gulmans V, van der Laag J,
van der Ent C. Correlation of six different cystic fibrosis chest radiograph
scoring systems with clinical parameters. // Pediatr Pulmonol. 2003
Jun;35(6):441-5. doi: 10.1002/ppul.10280. PMID: 12746940.

171. Terry N.E., Boswell W.C., Carney D.E., Beck A, Lowe L, Rittmeyer C
Percutaneous endoscopic gastrostomy with T-bar fixation in children and
infants Surg Endosc (2008) 22: 167-170DOI: 10.1007/s00464-007-9402-x.

172. Tomoda Y., Arai S.,Kawaguchi K., Nabeshima S. Diagnosis of cystic fibrosis
in an adult Japanese male. J of general and family medicine 19(2). 2018. DOI:
10.1002/jgf2.151.

173. Truby H, Cowlishaw P, O'Neil C, Wainwright C. The long term efficacy of
gastrostomy feeding in children with cystic fibrosis on anthropometric markers
of nutritonal status and pulmonary function. Open Respir Med J 2009;3:112-5.

174. Turcios N.L. CysticFibrosis Lung Disease: An Overview. .Respir Care. 2020
Feb;65(2):233-251.

175. Turck D, Braegger CP , Colombo C , Declercq D , Morton A , Pancheva R ,
et al. ES- PEN-ESPGHAN-ECFS guidelines on nutrition care for infants,
children, and adults with cystic fibrosis.// Clin Nutr 2016;35(3):557-77.

176. Van Biervliet S, De Waele K, Van Winckel M, Robberecht E. Percutaneous
endoscopic gastrostomy in cystic fibrosis: patient acceptance and effect of



182

overnight tube feeding on nutritional status. Acta Gastroenterol Belg Jul
2004,67(3):241-4.

177. Van de Kerkhove C., Goeminne P.C., Kicinski M., NawrotT.S., Lorent N.,
Van Bleyenbergh P., De Boeck K., Dupont L.J. Continuous alternating inhaled
antibiotic therapy in CF: A single center retrospective analysis. J of cystic
fibrosis. Vol 15, issue 6. 2016.Pages 802-808.

178. Van der Feen, C., van der Doef, H.P., van der Ent, C.K., and Houwen, R.H.
Ursodeoxycholic acid treatment is associated with improvement of liver
stiffness in cystic fibrosis patients.// J Cyst Fibros.- 2016; 15: 834-838
https://doi.org/10.1016/j.jcf.2016.07.009.

179. Vandeleur M, Massie J, Oliver M Gastrostomy in Children With Cystic
Fibrosis and Portal Hypertension JPGN _ Volume 57, Number 2, August 2013
DOI: 10.1097/MPG.0b013e3182952e39.

180. Waterlow J. C..Protein-energy malnutrition, 2nd edition. London etc.: Edward
Arnold.- 1992. 407 p.

181. WHO Guideline: Updates on the management of severe acute malnutrition in
infants and children. Geneva: World Health Organization.- 2013.

182. Wiedemann B, Paul KD, Stern M, Wagner TO, Hirche TO. Evaluation of
body mass index percentiles for assessment of malnutrition in children with
cystic fibrosis. Eur J Clin Nutr 2007;61:759-68.

183. Williams SG, Ashworth F, McAlweenie A, Poole S, Hodson ME, Westaby D.
Percutaneous endoscopic gastrostomy feeding in patients with cystic fibrosis.
Gut Jan 1999;44(1):87-90.

184. Yahvah KM, Brooker SL, Williams JE, Settles M, McGuire MA, McGuire
MK. Elevated dairy fat intake in lactating women alters milk lipid and fatty
acids without detectible changes in expression of genes related to lipid uptake
or synthesis. Nutr Res. 2015 Mar;35(3):221-8. doi:
10.1016/j.nutres.2015.01.004.



183

185. Yen EH, MsHQ, Borowitz D., better nutritional status in early childhood is
associated with improved clinical outcomes and survival in patients with cystic
fibrosis.// J Pediatr.- 2013; 162 (3) : 530-535.

186. Zolin A., Orenti A., Naehrlich L., van Rens J. Et al. ECFSPR European
Cystic Fibrosis Society Patient Registry Annual data report version.- 2017.-
1.2019. Available at www.ecfs.eu/ecfspatient-registry.

187. A6omessa  JI.B., HosukoBa C.B., ®mopenc M.A. TIlouemy BaxHO
HHBCCTUPOBATh B I'PYAHOC BCKAPMJIMBAHUC N KAK YJIYYIIHUTHb €TI0 HpaKTI/IKy?.

HpO6J'I€MBI COIIPIEUIBHOﬁ TUTUCHBI, 3APABOOXPAHCHUA WM HCTOPHUU MCIOUIIUHBI.

2018, Tom 26, Ne 2, ¢. 119-123.


http://www.ecfs.eu/ecfspatient-registry

I'pynnoe BckapMinBaHue

184

JleTr epBOTO roia KU3HU ¢ MyKOBUCIIMI030M™*

vV

- orieHka HyrputuBHoro cratyca (HAZ,BAZ WAZ)
- OIICHKA XapaKTepa BCKapMJIMBAHHUS

-OIICHKa BHEIIHECCKPETOPHOW (DYHKIMU MOJHKETYAOYHON HKeNe3bl,
KOPPEKIINS TTAHKPEATUIECKUX 3aMCHUTEICH

\i

CMmenraHHOe BCKapMJTUBaHHUE

MCPOIPHUATHA IO MMOAACPIKKE JIAKTAITUN

L

HytpurupHas
HEJO0CTaTOYHOCTh

€CTh

v

JIOKOPM CIICKEHHBIM
TPYIHBIM MOJIOKOM U3
OYTBLJIOYKY WIIH
HA30TacTPaIbHbIN
30H]T

AN}

HytpuruHas
HEJO0CTaTOYHOCTh
HET

Hyrpurusnas
HEJ0CTaTOYHOCTb
€CThb

|

AN

ITPUJIOKEHHUE 1

—\

HckyccTBeHHOE BCKapMIIMBaHHE

\

Hyrpurusnas
HEJ0CTaTOYHOCTh

HET

IPYAHOE MOJIOKO I10
TpeOOBaHUIO

/

HOBTOpHaH OIICHKa

HYTPUTHBHOTO CTaTyca

/

OddexT ecth

I'PyAHOE MOJIOKO t+

CIICIUaJIN3UPOBAHHBIC CMECH

1S HEJTOHOILIEHHBIX U

MaJIOBECHBIX N€TEH

I'PyAHOE MOJIOKO t+
aJanTUPOBAaHHbBIE

MOJIOYHBIE CMECH

Hyrpurusnas HyTtpuruHas
HEJO0CTAaTOYHOCTD HEJOCTAaTOYHOCTh
eCTh HET
CIIELIUAJIM3UPOBAHHBIE
aJJalTUPOBAHHBIE
CMeCH Ui

HCIOHOIICHHBIX U

MaJIOBECHBIX JeTeH

\ OddexT Her

[

|
\

MOJIOYHBIC CMECH

|

o

[Ipuxopm He mo3nHee 4 MecsIeB C UCTIOIb30BAaHUEM BHICOKOOETIKOBBIX BHICOKOIHEPTE€THYECKUX

MPOYKTOB IIUTAHUS

)

*- ¢ MOMEHTa YCTAaHOBKHU AWArHO34, BO BCC BUbI TUTAaHUS JOIIOJIHUTCIILEHO I[O68.BJ'I${CTC${ PACTBOP HATpUA XJIOPpU

**

**k*

Bce meponpustuas mpoBoasTcs Ha poHE hepMEHTO3aMECTUTEILHON TepaIliy ¥ TIPHEMa KUPOPACTBOPUMBIX BUTAMHUHOB

- TpH BBIPA)KEHHBIM CHHJpOME MalibabcopO1MH 11erecoo0pa3Ho UCIIOIb30BaTh CMECH Ha OCHOBE 'MIPOJIM3aTa MOJIOYHOro 6enka ¢ nobasnennem CLT
-IIpH NIPOBEJICHUN aHTUOAKTEPHATILHON Tepanuy — aanTUPOBaHHbIE KHCIOMOJIOYHbIE cMecu B oobeme 110 30% ot ob1ero oobema

A.]'II‘OpI’ITM HA3HAYCHUA NIUTAHUSA ACTAM IIEPBOIo roaa >KU3HU ¢ MyKOBUCIHUT030M
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IMPUJIOKEHHUE 2

Hetu crapuie 1 roga ¢ MyKOBUCIHI030M

- cOOp JaHHBIX aHAMHE3a

- OLIEHKa OOIIEro COCTOsIHUSA peOeHKa
- OIICHKA BHEIITHECEKPETOPHOU (HYHKITUH MO KEITYI0THOH JKEeIe3Hl,
-KOPPEKIHS J03bI MAaHKPEaTHYECKUX 3aMEHUTENCH

- AHTPOIIOMCTPHA
- 6I/IOI/IMHeIIaHCOMCTpI/IH
- KAJIIUIICPOMCTPHUA

OneHka HyTPUTHBHOTO CTaTyca:

Koncynpranusa nueronora
KoHcynpranus ncuxosora

l

HenocraToyHocTs NUTaHUA
HET

KOPPEKIIHS €KETHEBHOTO
patuoHa ¢ oborarieHueM

BBICOKOOEIIKOBBIMU

J

CCThb

HenoctaToyHocTh NUTAHUA

nerkue Hapyumenuss HC

(-2>BAZ<-1)

YMEPEHHBIC U TKEIBIE

Hapymienuss HC (BAZ<-2)

/

\

WCIIOJIb30BAHKE BBICOKOKAJIOPUHHBIX
BBICOKOOEJIKOBBIX CMeCeil

)

v

-KOHCYJIbTalUs
JTUETOJIOTa
- METOJI «CHUIIIIAHTA»

- KOHCYJbTaLMS JUETOJI0Ta
- KOHCYJIbTalMs [ICUXO0JIOTra
- METOJ, «HOYHOW TUnep-

aTMMEHTaIlMU Yyepe3
racTpoCTOMY

- KOHTPOJIb COCTaBa TCJia
- KOHCYJIbTAllUd JUCTOJIOra

Onenka 3¢ (exTUBHOCTH nueToTepanuu (He pexe 1 pa3a B 6 mecsIieB):
- OIICHKA TSDKECTH TeueHus 3aboneBanus (no mkane [lIBaxmana - bpachunnaa)
- KOHTPOJIb aHTPOIIOMETPUYECKUX ITOKA3aTeIen

AJIFOpHTM HAa3HAYCHUA NIUTAHUA ACTHA CTApIle 1 roa ¢ MyKOBHCIHHUI030M
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INPUJIOKEHUE 3.

NudopmupoBanHoe corjiacue

®.U. pebenka
JlaTa poxaenus

VYBaxxaeMblil poaUTENb!
[IpenyaraeMm Bam mnpuHATH ydacTHe B AHKETUPOBAHUM (HMCCIEIOBaHUM),
MOCBSILIEHHOM U3YYEHUIO POJIA IPYJTHOTO BCKAPMIIMBAHUS HAa COCTOSIHUE 3/10POBbS
JIETEN ¢ MYKOBHUCIIUIA030M

Mue (poauTento) pa3bsCHEHO, YTO S MOTY HPHMHATH y4acTHe (3almO0JHUTH
aHKeTY) WM He MPUHUMATD JIAHHOTO MPEIJIOKEHUS (TTIOTYEPKHUTE).

Y wMeHs Oblla BO3MOXKHOCTH 3aJlaTh  BOMPOCHI, YTOOBI BBIACHHUTH
MHTEPECYIOIINE MEHS IETaJIH.
S coryamaroch Ha y4acTue B JAHHOM HCCJIeI0OBAHUHU (ITOAYEPKHYTh):

TIA HET

« » 202 ropa

(moAmuch y4aCTHUKA)

« » 20 roja

(moamuch Bpaya - UCCIEI0BATENS)

KonTakTHbIi1 TenedoH yyacTHUKa
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ITPUJIOKEHUE 4

AHKeTa JJI51 O1Ipoca MaTepei,

HMEIIIuX IleTeﬁ C MYKOBUCIHUAO30M: I'PYAHOC€ BCKapMJIUBaHHUE

®UO matepu

Bo3spact Matepn Ha MOMEHT PO>KACHHUS peOeHKa

Beum 1 y MaTepu XpoHHYecKue 3a001eBaHuUs
Ha MOMEHT POKICHUS peOCHKa

Jla/ner
Ecau Jla, To kakue?

OO pebenka

Hata poxxneHus pebeHka

JIoHOIICHHBIH/ HeTOHOIICHHBIN
Ecnu HenonomeHHEIN, Ha KaKOM Helee
poauics?

Kakas 6epemeHHOCTB TIO CUETY?
Kaxue poas! no cuery?

Becn JUIMHA TeJia IPU POXKIACHUN

Bbutu u Tshkensie 3a0051eBaHus peOeHKa B
MepBBIC JHU MOCIIE POXKICHUS

Ha/uet
Ecnu Jla, To xakue?
Achukcusi, THEBMOHUS, OTIEPAIIUs U JIp.

Kopmmu i TpyJHBIM MOJIOKOM Ha/mer
Kak monro KopMHIH TOJBKO TPYIHBIM MOJIOKOM

(BO3pacrt, mec)

JlokapMiuBanu 11 MOJIOYHON CMECHIO, C KAKOTO Ha/uer

BO3pacra?

O0BeM mokopma (B M)

Bec u poct peberka B 1 rox

Bec u poct peberka B 3 rona

Bo3spact, B KOTOpOM YCTaHOBJIEH IUATHO3
MyxoBucIun03

Bonen 5m pebeHok OpoHXUTOM (MIH
MHEBMOHMEH) 70 1 rona

Ja/uet (ecnu 1a, CKOIBKO pas)

Bouen i pebeHok OpoHXHUTOM (MITH
MHEBMOHMeEH) ¢ 1 roaa 1o 3 et

Ja/uer (ecnu 1a, CKOIBKO pas)

Bo3spact pebeHka Ha MOMEHT 3aTIOJTHEHHS
AHKETHI

I[aTa 3aIllOJIHCHUA aHKCTBI:

Yucio

Mecsn TOJ
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ITPUJIOKEHHUE 5.

HNudopmupoBanHoe corjiacue

['maBHBIN KMccenoBaTeNb:
npemnoxui Mue: (O.N.0 pebenka crapiue 14 jer)

MaTepu (OTILy, OTIEKyHY) peOeHKa

(®.N. pebenka) (m.p. )

MPUHSTH Y9aCTUE B HAYYHO-UCCIIEIOBATENLCKOM padoTe «KimmHnueckas omeHKa mepeHOCUMOCTH
1 3 (HEKTUBHOCTH BBICOKOKAJIOPUUHBIX BRICOKOOEITKOBBIX MTPOAYKTOB (Ha3BaHUE) JIJIs
KOPPEKIMHA HyTPUTHBHOTO CTaTyca JAeTei, OOJIBHBIX MYKOBUCITUI030M» IIPOJIODKUTEIBHOCTBIO
14 nneit

MHe pa3bsACHEHBI UEeNH U 3a1a41 UCCICI0BAHNS U UTO 51 MOTY IIPUHATH Y4aCTUE WU HE
[IPUHUMATh JAHHOT'O MPEIJI0KEHHUS.

VY MeHs ObuIa BO3MOXKHOCTb 33J1aTh BOIIPOCHI, YTOOBI BHIICHUTh HHTEPECYIOIINE MEHS
JEeTallN.

B cirydae BO3HUKHOBEHUS KaKUX-THOO peakuuii s1 00s13yt0ch HHPOPMHUPOBATH Bpada-

HCCIIEI0BATEIIS.

S corsamaroch Ha yyacTue (Moero pebeHka) B JaHHOM KJIHHHYECKOM
HCCaeI0BAHUM JA HET

S cornamaroch Ha B3siTHEe KalMJUIAPHOI M BEHO3HOH KPOBH (M0ero pedeHka) 10
Ha4Yaja M B KOHIIE HCCJIeJOBAaHNS. JA HET

« » 202 roma

(moamuch y4yacTHHKA)

Anpec: Topon , 00acTh, pailoH
yIuIa
JIOM KOPII. KBapTUPA

KonTakTHslii Tenedon

« » 202 roga
(monmuck Bpaya - UCCIETOBATEIS)

KonTtakTHbIi TenedoH
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ITPUJIOKEHHUE 6.

HNudopmanuoHHbIH JTUCTOK AJIS PpOAMTEIeH
YBaxkaemble poauTesnu!
Bac mpurnamaioT NpUHATH ydacTHE B HCCIENOBAHMU IO H3YYCHHIO OE30MacHOCTH,
HNEPEHOCHUMOCTH U KIIMHIYECKOH 3(PPEKTUBHOCTH BHICOKOKATIOPHIHBIX BHICOKOOECTKOBBIX
cMmecell (Ha3BaHHE) JUIsl KOPPEKLMHU HYTPUTHBHOIO cTaTyca JeTeil, OONbHBIX
MYKOBHUCIHZ030M»

UccnenoBanue mnonyuuno ogodpenue JlokampHoro stuueckoro komurera OI'AY
«HMMUL] 310poBbs aetein» Munznpasa Poccuu.

[loxanylicta, BHHMATEIbHO MPOYTHUTE OSTOT JOKYMEHT, B HEM COJEPKUTCS
undopmanus 00 wuccinegoBanuu. Bce wunHTepecyromue Bac Bompocsl Bbel Moxere
00CYIUTH C BpAYOM H, MPU KEJTAHUH, C OJIU3KUMHU JIFOIbMHU.

VYyacte B uccnenaoBaHuu Ao0poBoibHOe. Ecnu Bel oTkakerech WM, MOANKCAB
corjacwe, HM3MEHUTE CBOE pelleHue B J000oe BpemMsi B XOJ€ HcCcleoBaHus 0e3
O0OBSICHEHUSI TIPUYHH, 3TO HE MOBJIMIET HAa KauyeCTBO OKa3aHUS MEIUIIMHCKON MOMOIIU
Bamemy pebenky.

HccnenoBanue 3akiatoyaeTcs B HAONIOJCHUM 3a JE€TbMU cTapuie | rojaa, OOJBHBIX
MYKOBHCIIHI030M.

Bam Oyner mpeniiokeHO 1aBaTh peOCHKY B KAayeCTBE JOMOJHUTEIBHOTO MUTAHUS
CHEIUAIM3UPOBAHHBIN BBICOKOKAIOPUHHYIO BBHICOKOOETKOBYIO CMECh 2 pasa B JIeHb, B
o0beMe, peKOMEHJOBAHHOM BpayoM — HCCIIeIOBaTelieM, B COOTBETCTBUU C BO3PACTOM U
BecOM peOeHka, BO Bpemsi mpeObiBaHus Bamiero pebGeHka Ha ToCHUTANIM3AlUA B
nyiabMoHoJorudeckoM otnenennu «HMMUL 3nopoBbs aetein» Munszapasa Poccun.

[Tepron HabmoeHUS 32 peOeHKOM cOCTaBUT 25-30 THEH.

B mporpamMmy wuccienoBaHusi BXOJIUT cOOp AaHHBIX O CaMOYYBCTBUM pPEOCHKA,
arnrmneTuTe, OTHOIICHUH PeOCHKA K MPUEeMY MPOIYKTa, HATUYHH/OTCYTCTBUH BO3MOKHBIX
noOOYHBIX SBJICHHUM MpU MpUEMe MPOJYKTa (aJUIEprUYecKrue peakiuu, TOIIHOTa, PBOTA,
001M B )KUBOTE, U3MEHEHUS XapaKTepa CTyJa) OllEHKa ero (U3NYecKOro pa3BUTHS (Bec,
pocT) mo nporpammam BO3.

B nawane u B KkoHIE ucciefoBaHuss Bam Oyaer mpemyioxkeHo craenath Bamiemy
pebeHKy OOIMil KIMHUYECKUW aHallu3 KpPOBH, OWOXMMHUYECKMA aHaIU3 KpPOBHU
(ompenenenue octpoda3HbIX OEJNKOB), OIEHKAa IOKa3aTeled HYTPUTHBHOTO CTaTyca
(kaTumepoMeTpusi/u3MepeHue TOJIIIUHBI KOXHBIX CKJIAJIOK, COCTaB
Te1a/0MONMITeTaHCHOE UCCIISA0OBaHNE).

[Tonb3a nnst Bamiero pebeHka OT ydacTus B HCCIEAOBAHUH 3aKIIOYAETCS B TOM, YTO
BO BpeMs OCMOTpOB Bbl monyuute MOMOJHUTENbHYIO HHGOpMAIUI0 O (U3HIECKOM
pa3BuTuu Bamiero pebeHka, a Takyke COBETHI IO MUTaHUIO peOeHKAa ¢ MYKOBHUCITHAIO30M.
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MNPUJIOKEHHUE 7.
NupuBuayajbHas perucTpauMoHHasi KapTa

D.N. Bo3zpact Jlata poxaeHus
Otnenenue Ne ucropun 607€3HH

Jnarno3 MykoBucumn103
Cpoku anpobanuu c 1o

Jlau anpobGaruu 1 neusp 2 IeHb 3 - 10 nenn 11-30 neus

Bec
Pocrt
UMT
WAZ
HAZ
BAZ

Kanunepomerpus:
KXKCT (mm)

Okxkp. mneua (OI) (cm)

Oxp. mbi meya {OMIT
(cm) = OII (em) — 0,314 x
KXKCT (Mm)}

Oouiee cocrosiHUE

Koxa

CnusucTeie

JKusort

Annerur

PBOTa, CpbIrMBaHUA

Cryn (xap-p, 9acToTa)

Kon-Bo npoaykra B 1eHb Hauunate co
100 M

OTHo1IEHNE K TPOIYKTY
(cmoco0 BBeneHUS, OTKA3)

Jo3a kpeona Ex/kr x cyt
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1 nens (nata) 2 "Henenwu (nara)

buoxuMHYecKHi aH. KpPOBH

OOwuii 6enok r/n

ANbOyMHUH /11

CPBb, ex

Tpancheppun

Tpanctuperus (npeansOyMuH)

I'moxo3a

Konporpamma (HeliTpaJIbHBIIi :KHP)

IMankpeaTuyeckas 31acra3a-1 kaja
(0OAHOKPATHO)

@DyHKIMH JerKUX: y AeTeil crapue 4-5 Jjer

KEJI

ODB-1

Carypanus O,

IMoka3aTenu OuonMnenanca
(na1s1 nereii crapuie S Jier):

Kuposas macca (xr)

Tomas macca (kr)

AKTHBHas KJIeTOYHAs Macca (Kr)

Jons aktuBHOU KieTogHOU Macch (%)

*IIpumeuanne:

PexomeHyemblit 00beM HazHau€HHs cMecel B Ka4eCTBE JIOMOHUTEILHOTO MUTAHU S
1-2ronma+ 200 kkai

3—5ner +400 kkan

6 - 11 met + 600 kkan

12 - 14 net + 800 kkan

14-18 net + 900 - 1000 kxan

OxoHYaTeJbHBIH 00beM HA3HAYEHHOI0 MPOAYKTA ONPeAe/IseTCs ANNeTHTOM pedeHKa
3ak/ro4eHue:

Knuanueckast 3¢ (eKTUBHOCTB: BBICOKAsI, CPEIHSISI, OTCYTCTBYET; OTKA3
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MMPUJIOKEHHUE 8.
IHopsinok npoBeaeHus 1erycTalu NPOAYKTOB

Jleryctupymble IPOAYKThI paCKiIaAbIBAIOTCS B YUCTYIO TIOCYAY, KaXKIblii
oOpaszell B OTACIbHYIO MOCY1y; MPU HEOOXOAMMOCTH MPEABAPUTEIHHO PA3BOAATCSA
B COOTBETCTBUU C MHCTPYKLHEH 110 TPUMEHEHUIO.

Bo Bpems nerycranuy OLEHUBAIOTCS TAKUE MOKA3aTeld, KaK:

- KOHCUCTEHIIMS: CYyXOH, )KUJKUN, TOMOTE€HHBIN, C KOMOYKaMH U TIp.

- CHIIY4YeCTh U PACTBOPUMOCTh CyXHX CMECEH NMpu pa3BeCHUN UX (HACKOJIBKO
JIETKO CMECh pacTBOPSIETCS, A0 MOJHONH TOMOT€HHOCTHU WJIU C IPUCYTCTBUEM
KOMOUYKOB)

- OPraHoJIENTHYECKUE CBOMCTBA: 3aIax, [IBET U BKYC IPOIYKTA (B CYXOM H
rOTOBOM K yHOTpeOJEHUIO BUE), OTMEYAETCSI COOTBETCTBUE UX MTPUPOIHBIM
CBOMCTBaM 0a30BOr0 CHIPbsI UM MPUCYTCTBUE CHEUPUIECKIX
IIPUBKYCOB/3a1aXx0OB

OneHka Ka)a10ro rmokas3aTesisi POBOAMUTCS MO S5-TH OaNIbHOM IIKaJe U
(buKcHpyeTcs B ClIEUUaIbHBIX OJIAHKaX, II€ B KOHIE JAETYyCTAllUU BHIBOJIUTCS
CpelHe-/IeryCTallMOHHas OlIeHKa, a OJIaHK MOJANKCHIBACTCS] Y4aCTHUKOM
JeryCTalHu.

baank nerycranuu nmpoaykra
®UO yyacTHUKA JeTyCTallUU
Bo3zpacr
Jwnarnos: MykoBucuu103
Hara nerycranuu
Ornenka ka4ecTBa MPOAYKTOB (10 5 0aabHOM mIKaie)

[TapameTpbl OIIEHKU Ouenka

IlBeT

3amax

Koncucrenus

Bxkyc

PacTBOprMOCTS (11 CyXUX IPOYKTOB)

OO6mast orteHka (BO3MOKHOCTB MCIIOJIB30BAaTh B JICTCKOM MUTAHHH )

IHoanuce
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B ciydyae He0OX0IMMOCTH ONpEIEIeHNs] HENOCPEACTBEHHOI'O OTHOIIECHUS AETEN K
JETyCTUPYEMBIM IPOAYKTAaM B JETYCTAllMA MOTYT y4acTBOBAaTh A€TH (OT 5 JIET U
cTapuie), KOTOPBIM TOKE MPEIaracTcsl 3ar0JHUTh CIIEHUATbHYIO aHKETY, B
KOTOPOIi OIIEHKa MPOAYKTa IPOBOAUTCS B UTPOBOM (popme:

I[CTCKZUI aerycraunus

OYCHBb BKYCHO ‘ BKYCHO ‘ HC BKYCHO

H3y4aeMblIi
MPOAYKT




