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DHTepabHOE 30HI0BOE MUTAHHUE Y B3POCJbIX 00JIbHBIX MYKOBHCIHI030M
C IbIXaTeJbHON HEJOCTATOYHOCTbIO
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Pecpepar

LleAb uccaeaosanusi. OueHka 3(pheKTUBHOCTM HOUYHOWM FMNepaAMMEHTALMK Y B3POCABIX MaLIMEHTOB C MyKOBHUCLMAO30M (MB) 1
AbIXaTEAbHOWM HEAOCTaTOYHOCTbIO.

Marepuanbl u meToAbL B 1ccaeroBaHme BKAIOUMAM 17 nauneHToB cTapiue 18 AeT (cpeaHunit Bo3pacT 25,6+4,2 roaa) C AMarHo-
30M MB, KkpaiiHe Tsxeaoe TedeHue (06bem opcMpoBaHHOTO BbiaoXa 3a 1-10 cekyHay — O®B, >30%, nHaeKC Macchl Tena —
MMT >18,5 Kkr/m?); Bce HOAbHbIE HAXOAMAUCH B AUCTE OXKMAAHUSI TPAHCMIAAHTaLIMKM AeTKuX. [1poBeAeHO M3MepeHUue napameTpos
CTaTyca NUTaHUs 1 PYHKUMU AeTKMX — Macca TeAa, pocT, UMT, OMB, CX0AHO, AO Ha4aAa 30HAOBOTO NUTaHUsl, a Takxe Yepes
6 1 9 mec.

Pe3zyAbTaTbl. B nccaeayemoit rpynne OTMEYEHO 3HauMTeAbHOe yBeAndeHune macchl Tera u MIMT uepes 6 n 9 mec. M3ameHe-
HMe (DYHKUMM AETKMX OKa3aAOCh CTaTUCTUYECKM HE3HAYMMbIM. TPaHCMAQHTaUMS AErKMX YCMEeWHO NpoBeAeHa 5 nauneHTam,
4 YMEPAM B AUCTE OXKMAAHMS, NPUUNHOM CMEPTH CTaAa AblXaT€AbHast HEAOCTAaTOYHOCTb.

3akAloueHue. AONOAHUTEAbHOE SHTEepPaAbHOE MUTaHWe C MCMOAb30BaHWMEM raCTPOCTOMbI yAyYllaeT nokasaTeAr cTaTyca nuTa-
Hust (MIMT, mMacca TeAa) y NauMeHToB C KpaiHe TsKeAbiM TeueHnem MB.

Kato4eBble croBa: MYKOBUCLMAO3, CTaTyC MMTaH1s, 30HAOBOE MnTaHHe.

Enteral tube feeding in adult patients with cystic fibrosis and respiratory failure
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Aim. To evaluate the efficiency of nocturnal hyperalimentation in adult patients with cystic fibrosis (CF) and respiratory failure.
Subjects and methods. The investigation enrolled 17 patients older than 18 years (mean age, 25.6+4.2 years) diagnosed with
very severe CF (forced expiratory volume in one second (FEV,), < 30%; body mass index (BMI), < 18.5 kg/m?); all the patients
were on the waiting list for lung transplantation. Nutritional status and pulmonary function parameters, such as body weight,
height, BMI, and FEV,, were measured at baseline, before and 6 and 9 months after tube feeding.

Results. The study group showed a considerable increase in body weight and BMI after 6 and 9 months. The change in lung
function was statistically insignificant. Lung transplantation was successfully conducted in 5 patients; 4 died while on the wait-
ing list; the cause of death was respiratory failure.

Conclusion. Supplemental PEG tube feeding improves the nutritional status (BMI, body weight) of patients with very severe CF.

Keywords: cystic fibrosis, nutritional status, tube feeding.

NMT — unpexc Macchl Tesa

MB — mykoBUCLIMI03

HIT — HyTpuTHBHAas TTOAAEPXKKA

O®B,— 06beM popcHPOBAHHOTO BbIIOXA 32 1-10 CEKYHIY

CII — craryc nutaHus
TJI — TpaHCcIUIaHTal s JIETKUX
D3Il — 3HTepaIbHOE 30HIOBOE MUTAHUE

MykoBuciuao3 (MB) — Tsokesnoe HacencTBeHHOE 3a00-
JieBaHUE C MHOXECTBEHHBIM ITOPaXKeHUEM OPTaHOB, TSDKETBIM
TeYEHUEM U HU3KOI MPOJOIKUTEIbHOCTBIO XXU3HU [1, 2]. [e-
¢unut Maccrl Tena — yactoe nposieienre M B, koTopoe BHO-
CHUT CYIIIECTBEHHBII BKJIA/I B TSKECTh COMaTHUECKOTO CTaTyca.
JlokazaHo, 4yTO MPOTrHO3 3a00JieBaHUs 3aBUCUT OT IOKa3are-
JIeil (PYHKLIMU JIETKMX Y MacCOPOCTOBBIX XapaKTepucTuk. J1o
cepenrHbl 80-x rogoB XX Beka mpu M B pekomeHnoBanm aue-
TY C OTpaHUYEHUEM KUPOB; OOTaTylo XrpaMu AueTy Ha hoHe
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nprueMa CHUHTeTUYECKUX IMaHKpeaTudeckKux (GepMeHTOB C
ycrnexoM npuMeHu U Briepsble B Kanaze [2].

B cornacutenbHbIX JOKYMEHTaX 110 MUTaHMIo ipyu MB ot
1992 r. (CLIA, Kanana) koppekuusi MUTaHUS TIPU3HAHA He-
OTHEMJIEMOT YaCTHIO TTOIXO0/IA K JIEYSHUIO TaHHOTO 3a00JeBa-
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Puc. 1. PecnupatopHasi mukpodaopa, BoiceBaemasl y 00cae-
AOBAHHBIX OOABHBIX.

Hus. TakuMm obGpa3oM, B HacTosllee BpeMsl HET OCHOBaHMIA
CcYUTaTh ASUIIUT MACChl Tela U/WIn 3aepKKy pocTa HEU3-
O6eXHBIMU cuMIIToMaMu MB [2].

Kpurtepuem agekBaTHOCTU TUTAHUS JIJIST B3POCIIBIX STBJISI-
eTcs nHaekc Macchl Tena (MMT). UMT <18,5 kr/M? cooTBeT-
ctByeT Aeduiuty Macchol Tenta (BO3, 1997). 1o naHHBIM peru-
ctpoB CeBepHoii AMepuky u KaHamel, 11eIeBBIMU 3HAYCHUS -
Mu UMT y xeHimH ¢ MB npuHSTO cuuTath 22 Kr/M2, Y MyX-
yuH — 23 kr/M? [3, 4].

ITo maHHBIM HCClIenOBaHUM, MPOBEIEHHBIX B Benuko-
OpuraHum, y nmaureHToB ¢ UMT<19 kr/m? Gojiee HU3KUE T10-
Kazarejau pecrupaTopHoil GyHKuK (00beM HopcrpoBaHHO-
ro Bbl10Xa 3a 1-10 cexynny — O®B, 25—60%); mpu UMT>19
kr/m> O®B, cocrasnan 60—90% [5].

Y 40% B3pocinbix nainueHToB ¢ MB HabonaTes Tpya-
HOCTH C HAOOPOM M COXpaHEHUEM MaccChl Tejla, B CBSI3M C YeM
yJIydllieHUe MUTaHus SIBJIsieTcs BaxkHoi 3amaueii [S]. B Poccun
10 CPaBHEHUIO C €BPOIMEMCKMMU CTpaHAMM J0JIs TTalIMeHTOB C
neuuToM nuTaHus emie oonbiie. Tak, mo ganHHeiM HUN
mysapMoHostoruu, B 2014 r. UMT menee 18,5 kr/m>umennu 45%
B3pociibIx 60JbHBIX MB. [IprMepHO Takue e nmoka3aTeau oT-
paxeHbl B HanmonansHoMm peructpe, UMT <18,5 kr/m? Ha-
omonancs B 42% cnydaeB: y My>kuuH B 39,8%, y KeHIIUH B
44,8% |6].

BaxkHoit 3amaveit siBisieTcsl BBIOOp MyTU KOPPEKIMU CTa-
tyca mutanus (CIT; Tak Ha3bIBaeMbIil HyTPUTUBHBIN CTAaTyC) B
3aBUCHMOCTH OT KJIMHWYECKOM CUTYyallud W XKeJTaHUS Tallk-
eHta. [Ipy MB Ha3HavaloT TUeTy, UCXOMs U3 UHAWBUILYATb-
HBIX TOTPEOHOCTE MallMEHTOB; B KAYECTBE AOMOJIHUTEIbHO-
ro Jie4eOHOro MUTaHUs Ha3HAYyaloT MepopayibHbIe IMUILEBbIC
nIo6aBKM M HOYHOE KOpMJIEHHE Yepe3 30HI [1, 2].

CornacHo EBpornerickum pekomeHmanusim (2016) sHTe-
panbHoe 30HH0BOoe nutaHue (D3I1) cienyer Ha3HaAyaTh MpU
HUMT croiiko MeHee 18,5 Kr/mM? wiM npu CHMKEHUM MAacChl
Tena Ha 5% u 6osiee B TeueHue npolenninx 2 mec. D3I Mox-
HO PEKOMEHIIOBaTh IMAIIMeHTaM, HAXOMSIIINMCS B JIUCTE OXU-
naHust TpaHcruiantauuu gerkux (TJI), Tak Kak ycrnex onepa-
LIMU U1 TIOCJIeOTIepallMOHHBIN MPOrHO3 HAIIPSIMYIO 3aBUCST OT
CI1 [2]. [Ipu monrocpouHoii (6ojiee 3 Mec) HyTPUTUBHOM IO~
nepxke (HIT) Heobxoaumo ycTaHOBUTB ractpocTomy [2]. Ye-
pe3 Hee OCYILIECTBIISIETCS HEMPEPhIBHOE BBEACHWE Crielalb-
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Puc. 2. Aunamunka maccol Teaa (a; p<0,001), UMT (6; * —
p<0,001) u O®B, (8; p=0,063).

HOU TUIIEPKAJOPUITHON cMecu B HOYHOE BpeMsl (HOUHasl TH-
TepaIMMEHTAIIMsI) C IIeJIbI0 TIOTIOTHEHUs OOIel CyTOYHOM
SHEePreTUYecKoil IEeHHOCTH paloHa. XOTs TepHOANYHOe
KopMJieHue Oosiee (U3MOJIOTMYHO, HEIpepbiBHAs IMoaaya
CMeCH B T€UeHHUE HOUU MMEET CBOM MPEenMYIIIecTBa — obecre-
YMBaeT BBEIECHME OOJBIIOTO KOJTMYECTBA MUTATETHHBIX Be-
1LIECTB, HE BIUSET HAa THEBHOM anmeTur [7].

Ha ¢one HouHoii HIT HeoOxoauMo nuTaHue B TeUEHUE
ITHSI, aleKBAaTHOE OOILIIMM SHEPreTUIECKUM ITOTPEOHOCTSIM Op-
ranusMma [1, 2, 7].

Llenp uccnenoBaHusi — olleHKa KJIMHUYECKOI addek-
TUBHOCTU MUTAHUSI Yepe3 racTpOoCTOMY y B3POCIBIX MallU-
eHTOB ¢ MB, BKJTIIOYEHHBIM B JINCT OXUAAHUS IBYCTOPOH-
Heit TJI.

MaTepua/\bl N METOAbI

Opranu3auus ucciaenosauns. KpurepusiMmu BKIIOUSHMsSI B UCCIe-
moBanue cayxuwmi UMT 18,5 kr/M? 1 HEBO3MOXHOCTD JOCTHKEHUST
LIeJIeBBIX MTOKA3aTes el MacChl Tesia Ha (poHe TPaAULIMOHHOM IneToTe-
parnuu 1 JOMOJHUTETBHOTO UCTIONb30BaHUsI IEPOPATBHBIX IEYEOHBIX
cMeceid (CUTTUHT).

C mapta 2012 r. mo mapt 2017 1. 17 B3pocibiM narmeHTam ¢ MB
YCTaHOBJICHBI TACTPOCTOMBI B LEJSIX HOYHOW TUMEPATUMEHTALINH.
Bce nmaumnenTts! Habmonanuch B PI'BY HUU nynbmononorun ®MBA
Poccun.

Ouenka nokazareneid CI1 u dyHkumMuM jgerkux nposeaeHa 17
nanueHTaM (43% MyxunHbl, 57% xeHIuHbI) B Bo3pacte ot 20 10 39
JIET, y KOTOPBIX UMEJIAch BOBMOXHOCTh OLeHUTh mokasatenan CIT u
pecriupatopHoii pyHKuuM yepe3 3, 6 1 9 Mec OT MOCTaBKU racTpo-
CTOMBI.
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Puc. 3. BHewHuii BuA 60AbHOTO M., poct 192 cm.

a — JI0 TIOCTAaHOBKM TaCTPOCTOMBI Macca TeJia 45 Kr; 6 — 1mociie 3 Mec HOYHO# ruIepalMMEHTALIMU Macca Tejia 55 Kr; B — 1ociie 6-MecsTaHOon
HOYHOU TMIEpaTMMEHTAIIMK Macca Tejia 58 Kr; T — mocie qsyctoporHeit TJI u 9-MecsiuHO HOYHOM TUIepaTMMeHTallMKl Macca Teja 61 Kr.

Tabanua 1. KamHnueckas xapaktepuctuka 17 nauueHTOB,
NPUHSIBIIMX Y4acThe B UCCACAOBAHNM

XapakrepucTuKa 3HavyeHue
Bospacr, rozabl 25,614,2 (ot 20 mo 39)
Mo, M/% 8 (47%)/9 (53%)
NMT<18,5 kr/m? 17 (100%)

Macca tena, Kr 40,915,1 (ot 32 1o 52)

UMT, kr/m? 13,9+1,0 (ot 12,4 o 15,7)
O®DB,, % 26,119,2 (ot 16 1o 44)
HewnHBa3uBHast BEHTUIISILVSI

JIETKUX 17 (100%)

Jlucr oxunanus TJI 17 (100%)
Iposenena TJI 5(29%)

YMmepiu 4 (23%)

JITMTeTbHOCTh 30HIOBOTO K-

TaHUs, MeC 10,5+5,2 (ot 1 5o 24)

BceM nauueHTam npoBeaeHa YpecKoXHasi IHIOCKOMMIECKast ra-
CTPOCTOMMSI M YCTAHOBJIEHA FACTPOCTOMA 10 CTAHAAPTHOM METOIUKE.
BBeneHue 1eyeOHOro MUTaHUS Yepe3 racTpoCTOMY HauYMHAJM yepe3 1
CYT MocJie TOCTaHOBKU. [1allMeHThI MOoTyYaii TOTOBbIE TOJIMMEPHbIC
cMecu (HYTPU3OH SHEprusi) B BHUIE HOYHOM aMMEHTALMH C MOMO-
b0 uH(y30pa. MakcuMasbHblli 00beM cMecu coctaisin 1000 mu
(1,5 kkan/mi), uyto obecrneuynBano 40—60% pekoMeHIyeMOil exe-
THEBHOI moTpebHOCTH B 3Hepruu. CKOPOCTbh BBEAEHUSI COCTaBIIsUIA
100—120 m/4. Ha poHe oGocTpeHUs: B OTCYTCTBUE allleTuTa naiu-
€HTBI MCTOJIb30BAJIM FACTPOCTOMY TakXe B TeUCHME THS [UIs1 obecrie-
yeHus1 Heooxoaumoii sHepruu (1000—1500 kkan). [loza maHKpeaTuHa
cocrasuiia ot 2000 1o 6000 exn. o munase Ha 1 r3kupa B cMecH (OT 5 10
10 xancyn nankpeatusa 25 000 en.) —'/, 103bl Ha3HAaYaIM MePe Ha-
YaJIoM BBEJIEHUs CMECHU U '/, 103bl B CEPENMHE WJIM KOHIIE BBEIEHUS.

JU1s KaXI0To MalyeHTa YYUTHIBATU BO3PACT, TOJ, TEHETHYECKYIO
MyTalluIo, PECIIMPaTOpHyIo dopy, Maccy Tefa, poct, UMT, ODB,.

O0mas xapakrepuctuka rpynnbl (17 manuenTos). Bce nmaimeHTbI
uMenun aeduimur nutanus (MMT 18,5 kr/m?; cpemHee 3HayeHHe
13,9£1 kr/mM?; ot 12,4 o 15,7 kr/M?), KpaitHe TSIKENYIO0 CTeleHb 00-
crpykuuu 6ponxos (OPB, 30%; cpennee snauenue 26,1£9,2%; ot 16
10 44%), npIXaTeNIbHYIO HEIOCTATOYHOCTh (TUIepKanmHuyeckast Gpop-
Ma), B CBSI3U C YeM HAXOOWJIUCh HAa HEMHBA3WBHOW BEHTWJISILIUU JIET-
KuX. Bce maimeHThl cocTosn B IMCTe OXuaaHus asyctopoHHeid TJI.
VYMepnu B pe3ysibTate OCTPOil IbIXaTeJIbHOI HEIOCTaTOYHOCTH B JIM-
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cre oxuaaHus 4 naiueHTa. YcneuiHo nposeneHa TJI 5 nanueHTam
(Tada. 1).

Ocob6eHHOCTb pacIipeie/ieHUsT 00JIbHBIX [0 TEHOTUITY COCTOSIa B
MOMUHUPOBAHUM «MSITKUX» T€HOTUTIOB — 53%, TsDKeJble MyTalliK
coctaBmiu 47%. Msrkue mytammu: E92K, 3849+10kbC>T, L138ins,
3849G>A, 2789+5G>A. Cawmsrii yactslit reHotun F508del/F508del
BcTpeyasics y 4 (23%) GObHBIX.

PecniupatopHas duiopa: y 76% nalimeHTOB BbICEBAIM CUHETHOM-
HYIO MaJIOUKYy, 1Mo 1 (6%) manueHTy — CUHETHOMHYIO TaJIOYKy B aCCO-
mmanuu ¢ MRSA, y 6% — Staphylococcus aureus, y 6% — Burkholderia
cepacia complex, y 6% — Achromobacter spp. (puc. 1).

OcioxHennsi 30HA0BOro mutanus. /[uapess B paHHeM repuoje
(nepBble 1—2 Mec) HabOAMach Y BCeX MalMeHTOB. Ee KoppekTupo-
BaJI CKOPOCTBIO BBEIEHUST CMECH, MCITOJIb30BAaHUEM CMeCeH ¢ IUIIe-
BBIMH BOJIOKHaMU, MEHbBIIIEH OCMOJISIPHOCTBIO (10 350 MocMOIb/T) 1
MEHBIIIell SHEPreTUYeCKOol TUIOTHOCTBIO (1 KKay/mi). [uneprivke-
MMS OTMEUEHa y 2 MallUEeHTOB.

Pe3yAbTarhbl

Ha ¢oHe nuraHusi yepe3 racTpocToMy B o0cCiemyemMoit
TpyMIe MOJIy4eHO CTAaTUCTUYECKY 3HAYMMOE YIyJIIeHUE: YBe-
JnmyeHue maccol Testa 1 UMT cnyerst 6 1 9 Mec oT Havana mc-
cienoBaHus (Tada. 2; puc. 2, a, 6; puc. 3).

JIOCTUTHYTO YBEJIMYEHHWE MacChl Telda C€ MCXOMHOM
40,9+5,1 mo 50,6%6,1 kr uepe3 6 mec (p<0,001) u 52,7£7,2 xr
yepe3 9 mec (p<0,001) (cm. puc. 3).

UMT ysemumuuicsa ¢ 13,9+1 xr/m?ucxogHo mo 17,3+
1,7 xr/m? yepe3 6 mec (p<0,001) u 17,8+1,3 xr/m? yepe3
9 mec (p<0,001).

O®B, ucxonHo cocrapuia 26,1+9,2%, a yepes 6 u 9 mMec
(3a UCKJIIOYEHMEM TALIMEHTOB, KOTOPLIM mpoBeacHa TJI) —
24,8+8,5% (cm. puc. 2, B; p=0,063).

Oo0cyxaeHnue

Briepsrie B Poccuu mpoBeneHo nccienqoBaHue 1Mo oleHKe
3Gb@HEKTUBHOCTH 30HAOBOTO MUTAHUS YEpPe3 TacTPOCTOMY Yy
naieHToB ¢ MB.

Vayuienue v goctkeHue ueneBbix nmokasarenein CITy
marueHToB ¢ MB upes3BbIvaitHo BaxH®I [1, 2, 5, 7—11]. Uc-
TOIIIEHUE STBIISIETCST 3HAYMMBIM TIPEANKTOPOM BBIKMBAEMOCTHU
y nmareHToB ¢ MB, He3aBUCUMO OT cocTOSTHUS DYHKIIVY JIeT-

53



H.A. KpbiroBa u coasT.

TabAmnua 2. AMHamMKa MacCcopoCTOBbIX U (PYHKLIMOHAAbHBIX
noka3ateaeil y 06CA€AOBaHHbIX OOAbHbBIX

[Tokazatens  McxomHo Hepes Hepes
6 Mec 9 Mec
MaccaTena, kr  40,9+£5,1 50,6+£6,1 <0,001 52,8+7,2 <0,001
UMT, xr/m? 13,9+1,0 17,3%1,7 <0,001 17,8+1,3 <0,001
ODB,, % 26,1+£9,2 24,848,5 0,0063 24,8+8,5 0,063

KUX, HACBHIILIEHUS] KPOBU KHCIOPOIOM M HATPSIKEHUS NBY-
okucu yriaepona [6]. [TauvenTtsr ¢ MB B TepMUHAIBHOM CO-
CTOSTHUY XapaKTepU3YIOTCS TSXKEJIbIM Ne(UIIMTOM MUTaHWS,
YTO CBUIETEJbCTBYET O HeoOXxomuMmocTu aktuBHou HIT [1].
Hopmanuzanus MMT sBasieTcs 00s13aTeIbHBIM  YCIOBHEM
ycnenrHoro nposenenus TJI [1, 2, 5, 7].

ITpu HeaDEeKTUBHOCTU TPaAULIMOHHON AUETOTEpANUU,
ONTUMU3ALMUM Tepanuy MaHKpeaTUYeCKUMU (pepMeHTaMu U
WCIIOIb30BAHUST CUTTMHTA PEKOMEHAO0BAHO MEPEeTr K 30HI0-
BOMy IuTaHuio |1, 2].

Biaromapst HeCJIOXXHOW TEXHMKE YCTAaHOBKHM racTPOCTO-
Mbl, MHOTME CUMTAIOT BBEAEHME MUTATEJbHBIX CMeceil uepe3
racTpoCTOMY METOOM BBIOOpa ISl OCYILIECTBIEHUS JOJTO-
CPOYHOTO 3HTepabHOrO nMuTanus [1, 2, 5, 7—11].

ViydiieHre COCTOSTHMSI TTUTaHUsI, HECMOTpPSI Ha KpaiiHe
TsIKeJ10€e 0011ee COCTOsIHME OOJIbHBIX, — YBEJIMYEHUE MTOKa3a-
tesieii Maccol Tenia 1 UMT sBisieTcst 1OCTOBEpHBIM M BECbMa
3HAUUTENIBHBIM, YTO CBUAETENLCTBYET 00 3hDEeKTUBHOCTH
HII ¢ ucmonb3oBaHNEeM racTpOCTOMBI.

DHTepaJlbHOE MUTAHUE MOXET CIOCOOCTBOBATH TMIIEP-
[JIMKEMMU 1 Ae0I0Ty caxapHoro auabeTa 3aBucuMoro or MB.
Heob6xonnm KOHTPOJIb yPOBHSI TTIOKO3BI B KPOBU B CEpeIMHE
U rociie kopmiaeHust — 1 pa3 B mecsii [1, 2].

PesynbTaThl mpoBeAeHHOr0 HAMU MCCIENOBaHUS COIa-
CYIOTCSI C JAaHHBIMM paboT 3apyOexXHbIX aBTOpoB. Tak, S. Wil-
liams u coaBt. [7] mpoBOAWIM TOAOOHOE HUCCIIeNOBaHNE B
rpymnre MaiueHTOB ¢ TSKeIbIM TeueHrueM MB (25 yenoBek co-
crostiiv B iucte oxuganus TJI). Ha ¢poHe 30H10BOrO nuTaHust
yepe3 TacTpOCTOMY B TeueHHe 12 Mec MOoJy4eHO TOCTOBEPHOE
yayuiieHue CIT. Macca Tesa B TedeHue 6 MeC yBeTMYnIach ¢
37,4+0,8 no 42,1%1,1 xr (p=0,0001), UMT — ¢ 14,910,4 no
17,7£0,5 xr/m? (p=0,0001); 3T0 yiIy4llleHHEe COXPAHSIIOCH Ye-
pe3 12 mec y 22 yeoBeK; IapaMeTpbl peCIIMpaTOpHOIl QyHK-
UV TPAKTUYECKN He U3MEHWIUCH B XOJe MCCIeNOBaHUS —
ucxonHo cpennmiit O®B, cocrasun 22% (ot 14 1o 30%), yepes
6 mec 21% (ot 13 10 35%), uepe3 12 mec 22% (ot 10 no 40%),
pas3auyns CTaTUCTUYECKU HEe3HAUYUMBI [7].

S. Van Biervliet u coasr. [8] oleHmn 3(pheKTUBHOCT Jie-
YyeOHOro MUTaHUS Yepe3 racTpocToMy y naiueHToB ¢ MB (11
neTeii u B3pociibix). [TonydyeHo yayamenue CIT yepes 3 u 6 mec.
PecrimpatopHas ¢yHkiusa ocraBanach crabmibHoit. Uccneno-
BaTeJISIMU OTMEUYEHO YJIyJIlIeHNe TEMITOB POCTa B MeAnaTpuie-
CKOM rpy1iTie Ha hoHe 30HI0BOTO TUTAHMSI, HO TTOJTHAsT HOpMa-
JIM3alys TaHHOTO MapameTpa He JOCTUTHYTa. ABTOPBI peKO-
MEHIYIOT 151 AeTeil ¢ MB mcnonb30BaTh 30HA0BOE MUTAHUE B
6oJiece paHHUE CPOKHM (IS ONITUMU3AIMY TEMITOB pocTa) [8].
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O. Efrati u coast. [10] mpoaHaMM3UpPOBaAIKM PE3YJILTATHI
KCIOJIb30BAaHUSI HOYHOI TUIepaTuMEHTallu Yepe3 racTpo-
cToMy Y 22 MalMeHTOB B Bo3pacTe OT 8 Mec 10 22 JieT; Bce Ma-
LIUEHTHl UMETN MTaHKpeaTUIeCKyI0 HeIOCTaTOYHOCTh. OTMe-
vanioch cHrxenne O®B, B Teuenue 1-ro roga akruHoi HIT
(n=16) c 44,2+13,9% (p=0,05). OnHako B Te4eHUe 2-ro roga
HIT (»=10) mnokaszartenp ymyummiacs ¢ 39,4+12,1 no
41,4%6,1%. OT™Medanoch CTaTUCTUYECKU 3HAYMMOE YBEIMYe-
Hue Mmacchl Teia, UMT. BrisiBiaeHa cTaTUCTUYECKM 3HAaYMMast
KOpPpEJISILiMSl MEXIy BO3pacTOM YCTAaHOBKM TacTPOCTOMBbI U
yJaydlleHueM mokasateseit pocra (p=0,016) [10].

B cBoem uccnenoBanuu G. Steinkamp u coast. [12] mo-
Ka3aJM CTaTUCTUYECKM 3HAUMMOE YIydllleHUe MapaMeTpoB
CIly 11 mauueHTOB B Bo3pacTte OT 7 A0 23 JieT, KOTOPhIE MO~
JIydajiy JieueOHoe MUTaHue Yepe3 racTpoCTOMY; BCe MalleH-
Thl UMEIU 3KCTPpEeMaJbHO HU3KYI0 Maccy Teja (aeduiuT
Maccel Tesia 15% u 6onee). Yepes 9 Mec HOYHOI TUIIEpATH-
MEHTAallM Macca Tela yBeanuuiach ¢ 25,8+4,7 no 31,6+7,4
Kr (p=0,003); oTHOCUTENbHBIN Oe(PUIIUT MACChl TeJa CHM-
suics ¢ 20,724 mo 10,4%£8,6% (p=0,02). IToka3arenu pe-
CIUPATOPHOI (DYHKIIUH, KOTOPhIe U3MEPSIIUCh 10 WiIu 0e3
BHYTPMBEHHOI aHTUOAKTepUaIbHOU Tepanuu, YyJaydllu-
JIMCh — (popcupoBaHHAas XKU3HEHHAsI eMKOCTb JIETKUX ¢ 39,5
1o 46,8% (p=0,01), O®B, ¢ 39,5 no 50,8% (p=0,01); ynyu-
IIeHWEe TapaMeTpOB (PYHKIIMKM BHEIIHETO IBbIXaHMSI aBTOPBI
CBSI3BIBAIOT C MPUPOCTOM MBbIIIEYHON Macchl Ha oHe ak-
TuBHO# HIT [12].

HII ¢ ucnoiap3oBaHNEM racTpOCTOMBI MbI HCIIOJIB30BAIN
B TPYIINe MAalMEeHTOB ¢ TePMUHAIBHON cTanueit MB. Jlomos-
HUTEJIbHOE MUTAHUE XOPOIIO MEePEHOCUSIOCh MallMEHTaMU U
MO3BOJIIIO yAy4YIIUTh nokasatenu CII; 5 mauueHTam ycreni-
Ho npoBeaeHa TJI.

Oco0blii KIMHUYECKUI WHTEPEC B NajibHEMIeM Mpea-
cTaBjisieT NMPUMEHEHWE 30HA0BOIO MUTAHUS C OLIEHKOW ero
3((HEKTUBHOCTU B IpyIlNe MalUEeHTOB C Ae(PULIMTOM MacChl
Tejla, UMEIOIINX JIETKYI0 M CPENHIO CTEIeHb OOCTPYKIIUM
6poHxoB. MHTepecHa OlLIEHKa ITWHAMUKHM PECIIUPATOPHOMU
(GYHKIIMK U cocTaBa Teja (KOJIMYECTBO XXKMPOBOW M MbIILICY-
HOI1 Macchl) Y JTaHHBIX MTaliMeHToB Ha ¢oHe HIT.

OrpaHnveHue TaHHOTO UCCIIeIOBaHNS B MaJlOil BEIOOpPKE
MaIeHTOB.

3akAloueHune

l'umepasvMeHTaldsi yepe3 TacTpoCTOMY obecreuyrBaeT
3HauuTenbHOe yaydieHue CI1y malimeHTOB ¢ OUeHb TSKeIoMn
creneHblo o6cTpykuuu 6ponxos (OPB, menee 30%)

AxtuBHas HII gBasieTcst BaxXkHOM 4acThIO MOATOTOBKY Ma-
IIMEHTOB B TEPMUHAJILHOM cTamum 3a6oneBanus K TJI.

BbaarogaprocTs. KonnekTus aBTopoB 6iarogaput biaro-
TBOPUTENbHBIN (hoHI «OCcTpoBa» 3a MOMOIIb B 00ECIIEYCHUMN
MaIeHTOB MTUTATEIBHBIMU JIEYeOHBIMU CMECSIMU 1 U(Py30pa-
MM TSI IX BBEICHMSI.

ABTOpPBI 325IBJISIOT 00 OTCYTCTBHM KOH()IMKTA HHTEPECOB.
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