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aKTUBHOCTH — Y TPeTH aeTeli, ¢ HeOoABLITUM IpeobralaHUEM Y MaAbYHUKOB; HU3KOH
CTEIIEHH aKTUBHOCTU B 3 pasa dallle BCTpedaeTcd y JeBOYEK; BBICOKOM CTEIIEHU aK-
THUBHOCTH — B €IMHUYHBIX CAydasx, B 2 pasa dallle y AeBOoYeK. Y TPETHU NaIlUEeHTOB
OTpULIATEABHBIH pe3yabTaT Ha Hp, ¢ HebGoAbIIMM IpeobaamaHueM y AeBodeK; Haubo-
A€e YacTo IIoATBepIKaaeTcss 0OCEMEeHEHHOCTh cpemHed creneHu (Hp++), wame y
MaABYHKOB; Aerkad creneHb (Hp+) — y Kaxxaoro 5-ro pedbenka, Kak y MaAbYHMKOB TaK
U y AeBo4YeK; BbIcOKas (Hp+++) — B eIMHHUYHBIX cAydasx, B 4 pasa Jallle y JeBOYeK.
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Beedenue

du3nyecKoe pasBUTHE IIPEACTABASET COOOH CAOXKHBIM OHOAOTHYECKUIH MPOIIECC,
3aBUCSIIUHE BO MHOTOM OT COILIMAABHOP M IPUPOAHOH Cpenbl U sBASeTCd Hauboaee
O00BEKTUBHBIM IIOKa3aTeAEM 3/I0POBBLs HaceaeHUs. [loka3zaTeAn OAWHBI U MacChl TeAa
ABAFIOTCS (PYHAAMEHTOM CKPHUHHHT — OLIEHKH (PU3UYECKOT'O COCTOSHUA MAETCKOH!
MIOIIYASIINH, HanboAee BOCTPeOOBAHHOTO METOAa MOHHUTOPHHTA POCTOBBIX ITPOILIECCOB
netell B COBPEMEHHOM IlequaTpHUYeCKOM IIpakTUuKe. BriaBadgemble U3MEHEHUS B OT-
KAOHEHUSIX (PU3UYECKOTO PA3BUTUS SIBASIOTCH IIEPBBIMH CHUTHAaAaMU (PYHKIIMOHAAB-
HOT'0 HeOAAroIIOAYYHS, TOTPAHUYHBIX COCTOSIHUHM HAM OTHAEABHBIX 3aboAeBaHUM y me-
Tei. Cpequ Goae3Hell AETCKOTO BO3PACTa, OTHOCHIIUXCA K XPOHUYECKHUM MTATOAOTH-
M, OOA€3HH OPTaHOB ITUINEBAPEHHS 3aHUMAIOT AUIUPYIOIEee MECTO U OYE€BHIHO, YTO
IIOpasKeHUE KEAYOTHO-KHUIIIEYHOI0 TpaKTa MOKET IIPUBOAUTH K HapylIeHUuaM pu-
3UYEeCKOro pa3BuTHg pebeHka [1, 2].

Ilens

Or1ieHUTL PUBMHIECKOE PA3BUTHE JIETEH C 3a00AEBAHUSAMH ITHITIEBAPUTEALHON CUCTEMBL.

Mamepuan u memooslL uccnedoeaHust

[Ipoanaansuposanbl «MeqUITMHCKHE KapThl CTAIIOHApPHOTO IalyeHTa» (popma
Ne 003 /y-07) nere#t, HAXOAWBUINXCS HA A€YEHUU B MeAUATPUIECKOM oTaeaeHUU No 4
(racTpO’HTEPOAOTHYECKOTO IPOodHAsl) yupexkaeHus «[oMeabckasa obaacTHas AeTcKas
KAMHHYECKAsT OOABLHHIIa» B aHBape — dpeBpase 2021 r. [IpoBeaeHa oieHka dousude-
CKOTO Pa3BUTHS MaIlMEHTOB I10 IIEHTUABHBIM Tabauiiam (I'pomao, 2000).

Pezynomamel uccnedoeanust u ux obcyicoerue

B nccaenyemyro rpymy Borau 134 geaoBeka: 68 (50,7 %) meBodek u 66 (49,3 %) manb-
4yuKOB. Bospact maineHToB OoT 2 mo 17 aet: oo S aetr — 7 (5,2 %), 6-11 aer — 55
(41,1 %), 12-17 aeTr — 72 (53,7 %) pebenka.

dusnyeckoe pasBuTHe cpenHee y 24 (17,9 %) naimenToB — 14 neBodek u 10 Maab-
4UKOB; HUKe cpeaHero y 14 (10,5 %) namueHToB — 9 AeBOYEK U 5 MAAbYHKOB; HU3-

Koe y 7 (5,2 %) — S meBouek U 2 MaAbYHKa; O4eHb HU3Koe y 8 (5,9 %) — meBouKku U
MaABYHKHU IO 4; BeIIIEe cpeaHero y 24 (17,9 %) — 11 neBodek u 13 Masb4HUKOB; BbI-
cokoe y 18 (13,4 %) — 6 meBoueKk U 12 MaABYMKOB; o4eHb BbIcOKoe y 14 (10,5 %) —
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S geBodek M 9 MaABYHMKOB; PE3KO AuCrapMoHUYHOe y 25 (18,7 %) ueaoBek —14 ne-
BodeK U 11 MaApuMKOB. Pe3yAbTaThl OLIEHKU (PU3HUYECKOT0 Pa3BUTUS IIPEACTABAEHEI
B Tabawurte 1.

Ta6AI/IL[8. 1 — dusmugeckoe Pa3BUTHE AEBOYEK U MAABYHKOB PA3AHMYHOI'O BO3pacra

Bospacrable rpymnmnsl
dusmyeckoe (1EBOYKY / MAABYHKH; KOAMYECTEO) Bcero (koangecTBo; %)
pasBUTHE 0-5 aet 6-11 aet 12-17 netr
Ji M a M Jij M Jij M

O4yeHb HHU3KOE 1 1 — 3 3 — 4 (50 %) 4 (50 %)
Huskoe — — 1 2 4 — 5(71,4 %) | 2 (28,6 %)
Huske cpenuero — 1 4 — 5 4 9 (64,3 %) | 5(35,7 %)
CpenHee — 1 6 3 8 6 14 (58,3 %) | 10 (41,7 %)
Brine cpenaero 1 2 2 7 8 4 11 (45,8 %) | 13 (54,2 %)
BbIcokoe — — 4 4 2 8 6 (33,3 %) | 12 (66,7 %)
OueHb BBICOKOE — — 5 3 — 6 S (35,7 %) | 9 (64,3 %)
Pearo — | — 9 2 5 9 14 (56 %) | 11 (44 %)
JHCTapMOHHYHOE

FapMOHHUYHOCTE (PU3UYECKOTO Pa3BUTHdA AeTel: rapMoHu4YHoe vV 45 (33,6 %) —
20 nmeBodeK U 25 MaABYMKOB; aucrapMmoHuuHoe y 54 (40,3 %) — 30 meBodek u
24 maapyHKa; pe3Ko aucrapMoHu4dHoe y 35 (26,1 %) — 18 geBodek u 17 Masb4YHUKOB.
PesyabTaThl TapMOHUYHOCTH (PU3UYECKOI0 Pa3BHUTHUS IIPEACTaBAEHBI B Tabaulle 2.

Tabaniia 2 — 'apMOHHYHOCTD (PU3NYECKOTO PA3BUTHS [AEBOYEK M MaABYHMKOB pas-
AWYHOT'0O BO3pacTa

BospacTHble IpynIIb] (I€BOYKH / MAABYUKH; KOAH-
dusngeckoe 4EeCTBO) Bcero (koamnuecTBO; %)
pasBurtue 0-5 aer 6-11 aet 12-17 aer

pi\ M pa| M pi\ M pi\ M
TF'apMoHHYHOE — 1 10 12 10 12 20 (44,4 %) | 25 (55,6 %)
JucrapMoHHYHOE 2 4 14 8 14 12 30 (55,6 %) | 24 (44,4 %)
Peako — | = 13 4 5 13 | 18 (51,4 %) | 17 (48,6 %)
JHCrapMOHHUYHOE

OcHOBHOe 3a00A€BaHHE y MAIlMEHTOB HccAeayeMod rpynmbl (kox 1o MKB-10):
K29 — racrpur u ayonenur —y 67 (37 geBouek u 30 maarunkoB), K21.0 — ractpo-
a30areaabHbIH pedarokc ¢ 330darurom — y 35 (14 geBouek u 21 Maab4uK), K87 —
HOPazKEHUs XKEAYHOTO IIy3bIPs, KEAYEBBIBOAAIIUX IIyTeiih — y 13 (8 meBouek u
5 maapuukoB), K26 — g3Ba ABeHaAUATHUIIEPCTHOM KHUIIKU — y 7 (4 OEBOYKH U
3 maabuuka), K30 — (pyHKIIMOHaAbHAs AUCIENICUd — V S (2 AeBOYKHU U 3 MaAb4uUKa),
F98.1 — suKonpes — y 4 (HeBOYKH U MaAb4YUKU 110 2), K86.1 — xXpoHHYECKHUN NaH-
KpeaTuT — y 2 MaAb4yuKOB, K85 — ocTpeiif mankpeatur — y 1 geBouku. Pe3yabTaTsl
aHaAn3a PU3UYIECKOT0 PA3BUTHA JOEeTEM ¢ HauboAee 4acTO BCTPEUAIONIUMHUCH 3aboAe-
BaHUAMHU ITHIIIEBAPUTEABHON CUCTEMBI IIPeACTaBAEHBI B Tabauiax 3, 4.

Tabauria 3 — dusuyeckoe pa3BUTHE AeTel ¢ 3a00AeBaHUSIMU OPTaHOB MTHUIIIEBAPEHUS

Pu3HuIecKoe pa3BUTHE K29 (x-Bo, %) K21.0 (x-BO, %) K87.0 (x-Bo, %) K26 (k-B0,%)
OueHBb HU3KOE 5 (7,5 %) — 1 (7,7 %) 1 (14,2 %)
Huskoe 3 (4,5 %) 3 (8,6 %) — —
Huzxe cpennero 8 (11,9 %) 2 (5,7 %) 2 (15,4 %) —
CpenHee 15 (22,4 %) 1(2,9 %) 1 (7,7 %) 2 (28,6 %)
BeIitie cpenaero 10 (14,9 %) 4 (11,4 %) 4 (30,7 %) 2 (28,6 %)
Bricokoe 6 (8,9 %) 9 (25,7 %) 1 (7,7 %) 2 (28,6 %)
OueHb BBICOKOE 4 (6 %) 9 (25,7 %) 2 (15,4 %) —
Pe3ko aucrapMoHHYHOE 16 (23,9 %) 7 (20 %) 2 (15,4 %) —
Bcero 67 (100 %) 35 (100 %) 13 (100 %) 7 (100 %)
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Tabauiia 4 — FapMOHUYHOCTE (PU3UYECKOTIO PAa3BUTHM feTell ¢ 3a00AeBaHUSIMU Op-

TaHOB ITHNIIEBApPEHUA

PusmyecKoe pa3BUTHE K29 (x-BO, %) K21.0 (x-BO, %) K87.0 (x-B0,%) K26 (k-B0,%)
TapMOHHYHOE 24 (35,8 %) 11 (31,4 %) 4 (30,8 %) 3 (42,9 %)
JrcrapMOHHYHOE 22 (32,8 %) 15 (42,9 %) 7 (53,8 %) 3 (42,9 %)
Pe3ko aucrapMoHHYHOE 21 (31,4 %) 9 (25,7 %) 2 (15,4 %) 1 (14,2 %)
Bcero 67 (100 %) 35 (100 %) 13 (100 %) 7 (100 %)

Bobleoout

3a60oAe€BaHNs OPraHOB MUILEBAPEHUS Yallle PETHCTPUPYIOTCS Y AETEH CPEIHETOo
M CTapIero IIKOABHOIO Bo3pacTa. ®U3MYECKOE PA3BUTHE CPENHEE TAPMOHHYHOE Y
Kaxkoro 6-ro pebeHKa HMccAeyeMOU IpyIIIbl, Yalle y AeBoYeK. Pusndyeckoe pa3BUTHE
HHUZKE CPEOHETO, HH3KO0E€, O4YE€EHBb HHU3KO0E y [I9TOH YacTU ,Z[CTCfI, qaIlr€ y A€BOYEK. duzu-
YECKOE Pa3BUTHE BLIIIIE CPEAHErO, BLICOKOE, OYEHL BHICOKOE Y KaxKIOr0 BTOPOIO Ma-
MUEeHTa, 4Jallle y MaAbYHKOB. Boaee WeM y IOAOBHHBI zeTeil (pU3NYECKOe Pa3BUTHE
JUCTAPMOHHUYHOE. Y KarkK/IOT0 5-TO MAIlMEHTA C XPOHUYECKHUM TaCTPUTOM (PU3HIECKOE
pPa3BUTHE CPEHEE TAPMOHUYHOE, Y KAXKIOTO 3-T0 — BBIIIIE CPELHETO, BLICOKOE, OYEHD
BBICOKOE AUCTapMOHUYHOE. Y OOABIIHMHCTBA TIAITUEHTOB C PeQPAIOKC-230paruToM, S3-
BOI [[BeHaI[L[aTHHepCTHOﬁ KHWIITKH, 3&6OAeBaHI/IHMI/I KEAYEBBIBOOAIITNX HYTeﬁ CbI/I3I/I-
YeCKoe pa3BI/ITI/Ie BEIIIIE Cpe,[[HeI‘O, BBICOKOE M OY€HB BBICOKOE I[I/ICI‘apMOHI/I‘-IHOC.
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MyKOBHCLIM/I03 — CaMO€ paclpoCTPaHEHHOE HaCAE€ICTBEHHOe 3aboaeBaHUE,
00yCAOBAEHHOE MyTalleld reHa, PaclOAOKEHHOTO B JAMHHOM IIA€Ye 7-H XPOMOCOMEI,
IIepeaeTcs 10 ayTOCOMHO-PELIECCUBHOMY THILY ITPH HACA€IOBAHUU ABYX MYTaHTHBIX
aannesedt. CaeAcTBHEM MyTallMM I'eHa IBASIETCS HapyllleHHe CHHTE3a, CTPYKTYPbl U
dyHKIIMH OeAKa TPaHCMEMOPAHHOTO PEryASTOpa MPOBOAMMOCTH MYKOBHCIIHI03a
(CFTR), B pe3yabTaTe 4€ro XAOpPHbIE KaHAAbl CTAHOBATCH ITATOAOTHYECKH HEIIPOHUIIA-
€MBIMHU [AS MOHOB XAOpPA IPH runepabcopbiiry HATPUS U OOJHOBPEMEHHOM ITOCTYIIAE-
HUU B KACTKY BOIBI, YTO BBI3BIBAECT ACTUAPATALINIO AllHKAABHON IIOBEPXHOCTHU CEKpe-
TOPHOTO STIUTEAHS U YBEAHUYEHME BA3KOCTHU CAH3HU [1]. 910 3ab0aeBaHMe XapaKTepU3y-
€TCsI PaCIpPOCTPaHEHHBIM IIOpPasKeHHeM 3K30KPHHHBIX KeAe3, KUCTO3HBIM IIepPepoK-
[OEHHEM IIO[XKEAYIOYHON >KeAe3bl, IIOPaKEHUEM KEeAe3 KHUIIleYHHKAa U AbIXaTeAbHOH!
CHCTEMBI H3-3a 3aKyIIOPKH UX BBIBOALIINX [IPOTOKOB BA3KHM CEKPETOM, YTO BBI3BAHO
U3MEHEHHUSIMHU (PYHKIIUY XAOPHBIX KAaHAAOB MeMOpaH 3MMUTEAHAABHBIX KAETOK [2].

BocnaauTeAbHBIN IPOIIECC MUKPOOHOH 3THOAOTHHM HUTpaeT BasKHYIO POAb B Tede-
HUU XPOHHYECKOI0 OPOHXOAETOYHOIO IIpollecca y OOABHBIX MYKOBHUCIIHmo30M (MB).
BoabHbIE ¢ faHHON maToAOTHEN HA MPOTIKEHUHU BCEM XKU3HU CTPAAAIOT OT PEILUaH-

134



