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Lenb uccnegoBaHus: ycTaHOBUTb 0COBEHHOCTH KIIMHUYECKOro Te4YeHUs 3a6o1eBaHms y 60J1bHbIX B 3aBUCMMOCTHM OT BO3pacTa
BriepBble YCTaHOBIEHHOI0 y HUX AnarHo3a «MykoBucLmnagos». MauueHTbl U MEeTOAbI: poaHaIn3npoBaHsl JaHHbie 130 naym-
EHTOB C MYKOBMCLIMA030M B Bo3pacTe 25 neT. B 3aBncMmMoCcTr 0T Bo3pacTa yCTaHOBAEHUS AUarHo3a cpopMUpoBaHo 3 rpynrbl
06c/1ejoBaHHbIX: AnarHo3 BrepBble ycTaHoB/ieH B Bo3pacte 0—7, 8-18 n 18-25 net. Pe3ynbTaTtbl: pa3/inimii B OCHOBHbIX
@HTPONOMETPUYECKMX, PYHKLIMOHA/bHbIX, MUKPOBMOIOrMYECKUX XapaKTEPUCTUKAX N YaCcToTe Pa3BUTHS OC/IOKHEHUN B ABa/-
LaTUnsITUIETHEM BO3PACTe Y NaLMeHTOB TPEX rpynn He BbisiBAeHO. OHaKO OnpeAeieHbl CyLLECTBEHHbIE Pa3/Inyns B «CTENEHN
TSKECTW» FeHOTUIOB: B rPYMnmne ¢ AuarHo30M, yCTaHOBIEHHbIM B [JOLIKO/bHOM BO3PacTe, JOMUHUPOBA/IM «TSIKE/1bl€» F€HOTUIb,
B rpynre ¢ AnarHo30M, YCTaHOB/IEHHbIM B 7—18 n 18-25 net, — «Msirkme» reHoTurbl. [lokazaHa Ba)KHOCTb Tepanuu nauym-
E€HTOB C MyKOBMCLM030M J0pHa30# anbpa BHE 3aBUCUMOCTH OT BO3PacTa yCTaHOBIEHUS y HUX inarHo3a. BeiBogbl: paHHee
ycTaHoBAEHWE AnarHo3a o6yc/ioB/IMBAET CBOEBPEMEHHOE Hayvyasao Teparnuu, YTO MOXKET CKa3aTbCs Ha y/ydlleHun nporHo3a
3a6os1eBaHus B ganbHenieM. OqHaKO Mo3AHSS AMarHOCTUKa Y NaLMEHTOB C «MSIrKUM» FeHOTUITOM OKa3blBaeT HECYILeCTBEH-
Hoe BAnsIHME Ha pOPMMPOBAHUE KITMHUYECKOIO TeYeHUs1 3ab60/1eBaHUsl B Bo3pacTte 25 eT, 4To CcBUAETEbCTBYET O MPOTEK-
TUBHOM BJIMSIHUN «MSITKUX» MyTaLnA.

KnroyeBble cnoBa: MyKOBUCLIMAO03, MArH03, BO3PACT, «CTEMNEHb TSXKECTU» reHOTUNa, opHa3a aaboa.

(Bonpockl coBpemeHHow negnatpumn. 2014; 13 (2): 36-43)

BBEEHME XapaKTepu3yeTcs MyNbTMOPraHHbIM NopaxkeHuem. Mpuyu-
MykoBucunagos (MB) — camoe 4yactoe MOHOreHHoe HOW ee SBAAOTCA MyTauuM B reHe TpaHCMeMOpaHHOro
3aboneBaHMe y €eBpoOMNeonioB, KOTopoe Hacneayetcs perynatopa MB, pacrnonoXeHHOro Ha AJIMHHOM fJieye Xpo-
no ayTOCOMHO-PeLLeCCUBHOMY TUMy. 3Ta popma natonorum MOCOMbI 7. B peaynbrate MyTalMu reHa He CUHTe3upyeTcs
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Influence of the Age of the Diagnosis and the Beginning
of Specific Therapy on Main Clinical and Laboratory
Manifestations of a Disease in Patients with Cystic Fibrosis

Background: To establish features of a clinical course of a disease at patients depending on age of firstly determine diagnosis of
cystic fibrosis. Patients and methods: We examined 130 patients with cystic fibrosis aged under 25 years old. Depending on the
age of diagnosis 3 groups of patients were formed: diagnosed at the age of 0-7, 8-18 and 18-25 years old. Results: There were
no differences in the main anthropometric, functional, microbiological characteristics and frequency of complications at the age of
25 years between the patients of all three groups. However significant differences in «severity» of genotypes are defined: in group
with the diagnosis established at preschool age, «severe» genotypes dominated, in group with the diagnosis established in 7-18
and 18-25 years, — «mild» genotypes. Importance of treatment with dornase alfa in all patients with cystic fibrosis regarding age of
establishment of the diagnosis was shown. Conclusion: Early diagnostics determines appropriate beginning of the treatment, which
can improve the further prognosis of the disease course. However late diagnostics in patients with «mild» genotype does not have
significant influence on the clinical course at the age of 25 years old, which proves protective effects of «mild» mutations.
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WK CUHTE3NPYETCH B MUBMEHEHHOM, ManodyHKLMOHANbHOM,
Buae 6e10K — TpaHcMeMbpaHHbIn perynatop MB, KOTopbin
npeacTaBnseT cobomn He TOSIbKO KaHan A4fis TpaHcnopTa MOHOB
X70pa, HO M PEryasTop APYrMX MOHHbIX KaHanoB. M3mMeHeHne
MPOHULLAEMOCTHU anuKanabHOW YacTn MeMbpaH 3K30KPUHHbIX
KNETOK AN 9NEKTPONMUTOB M BOAbl MPUBOAWUT K CryLLEHMIO
BblpabaTbiBAEMOro CEeKpeTa M pa3BMUTUIO MaTONOMMYECKMX
NPOLLECCOB B OpPraHax-MuLeHsX. B nerknx — ato peumansm-
PYIOLWUIA THOMHO-0B6CTPYKTUBHbIN GPOHXMUT, B MOAXKENYA0YHOM
weneze — GUOPO3HO-KMCTO3HbLIN NMaHKPeaTUT, B NeYeHn —
BHYTPMKaHaNbLIEBbIN X0NeCcTa3 M HapyweHWe NUTOreHHOCTU
neyeHn, B CEMABbLIHOCALMX KaHanbLax — OGCTPYKTMBHas
aszoocnepmMus. B natonornyeckuin npouecc B TOM UK MHOK
cteneHn BoBneKkatotcs JIOP-opraHbl, *Kenygo4HO-KULLIEYHbIN
TPaKT, OpraHbl MOYEeBbIAENEHUS, OMOPHO-ABUraTenbHas
W 9HOOKPWMHHas cuctemMa, cucteMa KpoBoobpauieHus [1, 2].
Mpu 3TOM JOKa3aHO, YTO MOJIMCUCTEMHOCTb MOPaXEHUs Npu
MB onpeaensetca He TONbKO MNEPBUYHbIM FEHETUYECKUM
GaKTopoM, HO W ApyrMmu reHamu-mognbukatopamu MB,
a Ha MpPOrHo3, MOMUMO HUX, BAUSIOT TaKkKe GaKTopbl OKPY-
YKalollen cpedbl U colmanbHO-aKOHOMMYecKasn cutyaums [3].
OnpegeneHHoe 3HayeHWe MMeEeT AnuTenbHas MNepCcUCTEH-
LMS THOMHOro BOCMNaneHUs W, COOTBETCTBEHHO, HOMHas
WMHTOKCMKaUMS, a TaKKe, BO3MOXHO, ATPOreHus, cBA3aHHas
C MHOIOroAn4YHOM JIEKAaPCTBEHHOW Harpy3Komn.

C y4eToM TOro, YTO HaLMOHaNbHbIA HEOHATaNbHbIA CKPU-
HUHI B Poccun HadvaT TonbKo ¢ 2006 r., BCeM 6OJIbHbIM,
POXKAEHHbIM 4O 3TOr0 Nepuoda BpemMeHu, agnarHos MB ycta-
HaBNMBaNM MO XapaKTEPHbIM KIAWHWYECKUM MpPU3HaKaM
W nocneayoller nonoXuTenbHOM NOToBOWM Mpobe, To eCTb
3a4acTyto TONIbKO B MOAPOCTKOBOM WM axe B3POC/IOM BO3-
pacte [4]. o cux nop A0 5% BHOBb BbIBEHHbIX 60/IbHbIX —
3TO NaLUMEHTbI cTaplle 7 NeT.

Ycnexu B nedyeHun MB npuBenu K ynydllEHWUIO BbIXKU-
BaeMOCTM nauumeHToB. TakK, BO MHOMMX CcTpaHax Mwupa
MeAnaHa BbIKMBAEMOCTU MPUBAUIKAETCA MU MEPEXOANT
COpOKaneTHUn pybex, a 4YMcno B3pocsbix 60fbHbIX MB
yXKe rnpesbilaeT Yncno geten [5, 6]. 3Tn ycnexun cBs3aHbl
C BHeagpeHWeM MHOFOKOMIMOHEHTHOM MOXXW3HEHHOW Tepa-
nun MB, BKIOYalouwen nogaeprKaHue neroyHom GyHKLUMM
W HYTPUTUBHOIO cTaTtyca, a TaKxe 60pbby C OCNOXKHEHMUS-
MW B pa3HblX BO3pacTHbix nepuogax. OQHAaKO OCHOBHOW
NpopbIB B YNyYWEHUN MPOrHO3a CBA3aH C NpoduNakTyu-
KOW W nevyeHuem 3aboneBaHWW OpPraHoB [AblXxaHWd, T.K.
WMEHHO TSXECTb MOpa*KeHuss GPOHXONErO4YHOM CUCTEMBbI
6onee yem B 90% cny4aeB CTaHOBUTCS NMPUYNHOM UHBANU-
An3aunn 1 CMePTHOCTU 60MbHbIX [1].

JoMuHupyoLas, normyeckn o60ocHoBaHHass COBPEMEH-
Has KOoHLeNnuus noapasyMeBaeT, YTO paHHAS AWarHocTuka
MB, BK/1tO4Yasa npoBefeHne HeoHaTaNbHOr0 CKPUHWHIA, NpK-
BOAMT K ylydleHUI0 GU3NYECKOro pas3BUTUS, AAUTENLBHOMY
noaaepX aHuo HopMasnbHOM QYHKLUMU NIETKMX U B KOHEYHOM
UTOre K YBENUYEHUIO NPOAOSIKMTENbHOCTU HU3HU GOMbHbIX
MB [1, 7-11]. OgHaKo B NpaKTU4YECKON OeaATeNbHOCTH cne-
LManncTbl 3a4acTyto CTa/lKMBaOTCA C NO34HEN ANAarHOCTUKOM
MB, npu 3TOM K/IMHUYECKOE COCTOSIHUE 3TUX OONbHbIX —
He Bcerga 3anyleHHoe.

Llenb uccnepoBaHua: yCTaHOBUTb OCOBGEHHOCTU KIUHMU-
yeckoro Te4yeHnss MB y 60/1bHbIX B 3aBUCMMOCTUM OT BO3pacTa
ONArHOCTUKKU 3aboneBaHus.

NALUMUEHTbI U METOAbI

Y4yacTHUKK UccnefoBaHuUA

Ha pexkabpb 2013 r. B nabopatopun MB HUWN nynb-
MOHOMOrMK . MOCKBbI MMENUCb AaHHble 0 426 B3POC/bIX
6onbHbIX MB B Bo3pacTe oT 16 A0 64 neT, KoTopble NonyyYanu
Nle4e6HO-KOHCYILTaTUBHYIO NMOMOLLb B CTEHax nabopaTopun
Cc HOs16ps 1992 no aekabpb 2013 r.; 423 naumMeHTa — rpax-
fJaHe Poccuickon ®enepaumn, no 1 60n1bHOMY npeacraBie-
Hbl NauMeHTbl U3 YKkpauHbl, benapycu, Mongosbl. M3 poccui-
CKMX B0/IbHbIX K MOMEHTY NpoBeAeHMa aHanm3a 1 nauumeHT
amurpupoBan B Bennkobputanmio, 1 — Bo PpaHumio, 1 —
B M3paunnb n 1 — B [epmaHnuio.

[narHo3 MB y Bcex naumeHToB 6bla yCTaHOB/IEH HA OCHO-
BaHWUU KIIMHUMYECKON KapTWHbI U NOATBEPKAEH MONOMKUTENb-
HbIMW MOTOBbIMM MNpoGaMu W/unu pesynbTaTamMu FeHeTU-
YeCKOro uccnepoBaHusa. Ha MOMeHT npoBefeHUs aHanu3a
(aekabpb 2013 r.) 323 naumeHTa 6bim K1Bbl, 103 601bHbIX
nornénu, N3 HUX B pedynbTaTe HeECHACTHOro cyyas 2, Cyuum-
Ja — 1, OCNOoXHeHUs nocne TpaHcnaaHTaumm nerkmx — 1,
CMepTb OCTallbHbIX Oblla CNeAcTBMEM MPOrpeccMpoBaHus
OCHOBHOr0 3aboneBaHus.

[na pelweHua nocrtaBleHHOW 3afjayu Bo3pacT 25 ner
HM3HU OblT MPUHAT 3a PyOEXKHbIN. YYUTbIBaM BO3MOXKHOCTb
OLLlEHKM OCHOBHbIX KJIMHWUYECKUX, @HTPOMOMETPUYECKMUX,
GYHKLMOHaNbHbIX U MUKPOOWMONOrMYECKUX MOKalaTenen B
3TOM Bo3pacTe. bbinu otob6panbl 130 nauneHToB, KOTOpble
nepexunu ABaauatunaTuieTHUIN pybe.

B 3aBuCMMOCTM OT BO3pacTa MOCTAaHOBKM [MarHosa
naumeHTbl 6blIM pasaeneHbl Ha 3 rpynnbi:

e 1-4rpynna (gMarHo3 ycTaHoBJMIEH B Bo3pacTe 0—7 net) —
n=71;

e 2-q rpynna (auarHo3 yctaHoBfeH B Bo3pacTe 7—18 net) —
n=41,

e 3-94 rpynna (guMarHos

18-25 net) — n = 18.

yCTaHOB/lIEH B BO3pacTe

MeTtopabl uccnegoBaHus

N3 ambynaTopHbIX KapT M BbIMMCOK M3 CTaLMOHapoB
aHaMHeCTMYeCKM nNpu anarHoctnke MB oueHnBanu Bo3pact
BMepBble YCTAHOB/IEHHOIO AMArHo3a W X10puAabl NoTa npu
npoBeAeHnn NOTOBOro Tecta. Ha MOMEHT aHanM3a 1 B BO3-
pacte 25 neT onpegensnu cnegylouMe AaHHble: Hanuuune
naHKpeaTM4yeCcKoM HeAOCTaTOYHOCTH, XENYHO- U MOYEKaMeH-
HOW 60M€e3HU, BHENErOYHbIX OC/IOXHEHWUW (LMPPO3 MEYEHM
C NopTaNbHOW rMnepTeH3nen, caxapHboli AnabeT ¢ rmnepriv-
KEeMMWEeN HaTolakK, K1eYyHass HeNpPoOXoaMMOCTb, MOHAsA Uan
yacTuyHas, B aHamMHe3e), NeroYHoOm runepTeH3nn u OpoH-
XvanbHoW acTmbl. Cpean nokasatenen GYHKLUMU BHELHero
AbIXaHWUs y4uTbiBanu GOpPCUPOBAHHYIO U3HEHHYIO €MKOCTb
nerkmx (PXEJM), o6bem dopcupoBaHHOro BblAOXa 3a nep-
BYIO cekyHay (OPB,), nnuKkoBylo cKopocTb Bblifoxa (MCB) Kak
% DOMKHbIX BEMWYMH. [pn Hann4ymMm B MEAMUMHCKOMN [OKY-
MeHTauMM B ABaALATUNSATUAETHEM BO3pacTe HECKONbKMUX
CMUPOMETPUIM YyYUTbIBANK TO MUCCNefoBaHWe, NPU BbINOAHe-
HMU KOTOPOro ObliM AOCTUIHYTbl MaKCUMaslbHble BenYu-
Hbl. OUEHUBaNN MUKPOOBMONOTMYECKMI MPODUSIb HUKHUX
AbIXaTeNbHbIX NyTen. Noa XpPOHWYECKUM MHOULMPOBAHUEM
pecnMpaTopHOro TpakTa NOHMMasIM YacToTy BbiCEBA NaToso-
rMyeckom Gnopbl, COOTBETCTBYIOLLYIO KpUTEPUAM LieHTpa MB
r. Jlnac (Benukobputanus) [12].
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OpuruHanbHas ctaTbf

M3 MeAMUMHCKOM [OKYMEHTaLMW BbIACHAAU pe3yb-
TaT TEHETMYEeCKOro WCCNeaoBaHUs Ha MOWCK  YacTblX
MyTaumn MB, KoTopoe 6bII0 MPOoBEAEHO MnoAaBAAOLWEMY
OONbLIMHCTBY MNaUMEHTOB B nabopatopusax Meauko-reHe-
TMYECKOro Hay4yHOro LeHTpa . MOCKBbI: 419 MccnefoBaHus
MHCEPLIMOHHO-AENEUMOHHbIX MyTauui UCNoAb30Banu MeTOAu-
KY MyNbTUMAEKCHON amnanduKaumm, a ans perucTpaumm Tou-
KOBbIX MyTaLlMi — MeTOA annenbcneynduyHoro AMrnpoBaHms
Cc nocnegywuwen amnandbukaunen. HecKonbKUM 60NbHbIM
6blSI0 BbINOJHEHO OMpefeNeHne HYKNeoTUaHOM nocnepoBa-
TENbHOCTU METOAOM MPSAMOro aBTOMATMYECKOr0 CEKBEHMPO-
BaHuWs Ha npubope dmnpmbl Applied Biosystems (CLLA) cornac-
HO MpOTOKONy ¢GUpMbI-NponssoauTens. MaeHtndbuunposanm
«CTEMEHb TAMKECTU» FeHoTUNa: ANs «TAKEeNoro» 06s3aTeNbHo
Hannyne obeunx MyTauun, npuHagnexawmx I-1ll knaccy, ans
«MSITKOro» — X019 6bl 0gHOM MyTauuun IV-V knacca [13].

OcyllecTBieH CpaBHUTENbHbIA aHanM3 BbllLlenepeymc-
NEHHbIX KAMHWKO-TEHETUYECKNX, DYHKLMOHANbHbIX, MUKPO-
OGMONIOrMYECKMX AaHHbIX MeXay 0603HaYeHHbIMU rpynnamu
nauneHToB.

CtaTtucTtuyeckan o6paboTKa faHHbIX

CTaTUCTUYECKMI aHaNn3 pe3ynbTaToB NPOBOAMIN C TOMO-
LblO NaKkeTa NpuKknagHbix nporpamm SPSS (SPSS Inc., CLUA).
B 3aBMCKMMOCTM OT BMAa pacnpeeneHns Mepamu LeHTpanb-
HOW TEHAEHLMU U PaCCESHMUS CNYXWIU cpefHee 3HayeHue
(M) £ crtaHgapTHoe OTKIOHeHWe (SD) unn megunaHa (Me)
(MHTEPKBapPTUAbHbLIM pa3max). [1s BbIABAEHUS pa3nnyunmn
MeXay rpynnamu Mcnosb3oBann PaHroBbli AUCNEPCUOHHbIN
aHanns3 Kpackena—Yonnuca ansa HeHopMasbHbIX BbIOOPOK,
ancnepcuoHHbi aHanu3 ANOVA — B ciiydae HOpMasnbHOro
pacnpegenexus. PasnnMyna cuntany CTaTUCTUHECKM 3Hauu-
MbiMK nipn p < 0,05.

PE3YJIbTATbI

O6wWwan xapaKTepucTUKa KIIMHUKO-PYHKLIMOHAJIbHbIX

noKasartesie Te4eHUst MyKoBUcLuao3sa

B ABajLaTUNATUIETHEM Bo3pacTe

O6uwas xapaktepuctnka 130 6o0nbHbIXx MB B BO3pacTte
25 neT 3aKn4vanacb B HE3HaYUTENIbHOM CHUXEHWW MOKa-
3aTenen pU3nNYecKoro cratyca M QyHKUMK Nerkux (tabn. 1).
B MunKpoburonornyeckom npodune B Bo3pacTte 25 net npesa-
nupoBana Pseudomonas aeruginosa (53,8%), Takke BbIsiB/S-
nucb Staphylococcus aureus w Burkholderia cepacia (16,9%)

(tabn. 2, 3). 127 601bHbIM B AaHHOM rpynne 6b110 NpoBeAEHO
reHeTU4ecKoe uccrnegoBaHue. Hanbonee 4acto BCTpeyaauchb
cneaytowme mytauun: F508del —y 93 (73,2%), CFTRdele2,3 —
y 15 (11,8%), 3849+10kbC > T — y 13 (10,2%) nauneHTOB.
Y 112 60nbHbIX 6bl1a MAEHTUDULMPOBAHA «CTEMEHb TAXKECTU»
reHotuna: y 75 OH onpeaeneH Kak «Taxesbli», T.e. C pa3BUTH-
€M NaHKpeaTUYeCKOM HeJoCTaTOYHOCTH, Y 37 — KaK «MSArKUW»
C COXpaHHOM GYHKLUMEN NOAXKENYA0HHON XKenesbl.

OcnoxHeHns TedyeHns MB, BO3HMKaBLUME Ha MPOTSKE-
HUM 25 NeT XU3HWU, NpeacTaBfieHbl B Nopsiake yObiBaHWUS:
NlerovyHast rmnepTeHauns (CUCTONMYECKOE AaBeHne B eroy-
Hon apTepuu 6onee 30 MM pT. cT.) — 13,8%, caxapHbin
anabeT ¢ runepravmkemuen Hatowak — 10,8%, KenyHoKa-
MeHHasa 6one3Hb — 10%, moyekameHHas 6one3nb — 7,7%,
cllyd4an 4YaCcTUYHOM MW MOMTHOM KMULLIEYHOM HEeNpOXoAMMOCTH
(BKNtoYasi pa3BUTUE MEKOHMWaNbHOMo uneyca) — 5,4%, 6poOH-
XnanoHasg actma — 3,8%, UMPPO3 MEeYeHW C nopTanbHOM
runepteHaven — 1,5%.

CpaBHUTE/NIbHbIA aHaNIM3 Pa3/IYHbIX
K/IMHUKO-TeHEeTU4ECKUX, PYHKLUOHA/bHbIX,
MUKPOOHONOrM4E€CKUX XapaKTEPUCTUK GOJIbHbIX

B 3aBMCMMOCTHM OT BO3pacTa NOCTAaHOBKM AMarHosa

CpaBHWTENbHbLIN aHann3 AaHHbIX NaLMEHTOB MPOLEMOH-
CTPUpPOBan OTCYTCTBME [OCTOBEPHbIX Pa3nnyuMin Mexay rpyn-
namu no pecnupaTtopHon dyHKLUMKM, B YacTHocTH no PIKES:
74,6 £22,9%, 72,2+ 22,1%, 78,3 = 30% pomxHoro. Mo OPB,:
54,4 + 23,6%, 51,7 £ 23,3%, 58,7 £ 25,7% A0OMKHOrO.
Mo NCB: 72,8 + 24,7%, 68,2 + 21,5%, 65,2 £ 25,6% [ONX-
Horo (ana 1, 2 u 3-i rpynnbl, COOTBETCTBEHHO). Hamu Tak-
e He OblI0 OTMEYEHO PasfiMynii Mexay Tpems rpynnamu
Mo NoKasaTento HyTPUTUBHOIO cTaTyca — MHAEKCY Macchl Tena
(MMT): 18,6 + 3,1 kr/m? ana 1-it rpynnbl, 19,2 + 3,1 Kr/mM2 —
Ans 2-4 1 19,2 # 3,7 kr/mM? — ana 3-it.

[JOCTOBEPHbIX PasnynMm Mexay rpynnamu no MMKpooumo-
NOrMYyecKkomy Mpodualo B 3aBMCUMMOCTM OT BpPEMEHW Aaua-
THOCTUKK 3aboneBaHns He BbiaBAeHo. OgHAKO HEeob6xoaMmo
OTMETUTb, YTO B rpynne 60/bHbIX C AnarHoCTMpoBaHHbIM MB
B 7-18 net oKazanocb 60/blle NaunMeHToB C rpamMoTpuLa-
TenbHon ¢nopon (90,2 npotme 77,5% B 1-i rpynne u 72,3%
BO 2-W rpynne), a cpean 60nbHbIX ¢ MB, gnarHocTMpoBaHHbIM
BO B3pOC/IOM BO3pacTe,— MeHbluas Jons nuu, MHOMLMPO-
BaHHbIX B. cepacia. BmecTe ¢ TeM BCe NepeyncneHHble pasu-
4yusl He AOCTUranm CTaTUCTUHECKM JOCTOBEPHOM 3HAYMMOCTH.

Ta6nuua 1. O61as xapaKTepucTuKa rpynnel 06¢1ef0BaHHbIX B ABagLaTUNATUIETHEM BO3pacTe

Mokasarenb M £ SD Me (MHTEKBapTU/IbHbIK pa3mMax) Min-Max
BospacT agnarHoCcTuKu, rogbl 82+79/5,0(14,0) 0-24
Xnopuabl, MMONb /N 103 £ 32 /102 (40) 38-223
Pocr, cm 169 + 10 / 169 (14) 142-193
Macca, Kr 53,4 +11,5/53,0(17,0) 33-94
NMT, Kr/M2 18,5+3,1/18,3(3,8) 12,7-26,8
PIKEN, % pomkHoro* 76,7 £20,7 /79,0 (29,0) 23-128
O®dB,, % pomxHOro* 56,2 + 22,2 / 56,0 (32,0) 16-123
MCB, % fomKkHoro* 71,7 +£22,2 /72,0(31,0) 29-127

MpumeyaHne. UMT — nHaekc maccol Tena, ®HE/T — dpopcrpoBaHHasn MU3HEHHAA eMKOCTb Nerkux, 0PB, — o6bem hopPCMPOBAHHOIO BbIO-

Xa 3a nepsyto cekyHay, MCB — n1MKoBas CKOPOCTb Bblgoxa.




YactoTa pa3BUTUS PasiiMyHbIX OCMOXHEHUI 3a6oneBa-
HWS B 3aBMCMMOCTM OT BPEMEHMW AMArHOCTUKM NpeAcTaBeHa
B Tabn. 4. [JoCTOBEpPHbIX pa3nyMii MO YacToTe pa3BUTUSA
OC/IOXKHEHWW MeXay rpynnamMu He BbISIBAEHO.

PacnpegeneHune 60/bHbIX MO «CTENEHU TAKECTU» FEHOTH-
na B 3aBUCMMOCTM OT BPEMEHMU AMArHOCTUKKM 3aboneBaHums
npueeaeHo B Tabn. 5. Mmenn Mecto AOCTOBEPHbIE pasnu-

yna mexay 1-n v 2- vn 1- 1 3-i rpynnom (Bo BCex crny4yasx
p < 0,001), B TO Bpemsa Kak Mexay 2-i 1 3-i rpynnown pas-
NIMYUI HE 3aperncTpUpoBaHo.

OBCYXAEHUE
lpoBegeHHoe wccnegoBaHMe — OLHO W3 NEepBbIX
no OUeHKe BAWAHWA BO3pacTa MOCTaHOBKM [uarHosa

Ta6nuua 2. MUKPOGMONOrMYECKUA NPODUIb HUKHMUX AbIXaTeNbHbIX NyTEH NALMEHTOB C MyKOBMCLMAO30M B ABaALATUNATUAETHEM BO3pacTe

S. aureus B MOHOKyNbType 25 19,2
P. aeruginosa B MOHOKyNbTYpe W/UNu B COMETaHUM € S.aureus 70 53,8
B. cepacia B MOHOKYNbTYpE W/UAK B COYETaHWU C ApYyron Gpnopon 22 16,9
Achrorrulobacter srjp. B MOHOKynbTYpe W/WNW B COYETAHUK C ApYrow 9 6.9
dnopoit, 0TIMYHOM OT B. cepacia '

Stenotrophomonas maltophilia B MOHOKYNbTYpe M/UNu B COHETaHUK 4 31

¢ apyrov ¢bnopon, oTnnM4Howm ot B. cepacia u Achromobacter spp.

Ta6nunua 3. MUKpo61onornyeckun Npodunb AbixaTenbHbIX NyTEW NALUEHTOB C MyKOBUCLMAO30M B ABaALATUNATUNETHEM BO3pacTe
B 3aBMCHMMOCTH OT BPEMEHU ANArHOCTUKM 3a60oneBaHuUs

S. aureus B MOHOKY/bTYpe, n (%) 16 (22,5) 4(9,8) 5(27,7)
P. aeruginosa B MOHOKYNLTYpe W/WUNu B codeTaHuu ¢ S. aureus, n (%) 36 (50,7) 24 (58,5) 10 (55,6)
B. cepacia B MOHOKYNbTYpe M/Wnun B codeTaHuu ¢ agpyron ¢nopoin, n (%) 12 (16,9) 9(22,0) 1(5,6)
Achrorr}obacter sep. B MOHOKy{leypS M/WUNK B COYETaAHUM C Apyromn 4(56) 3(7.3) 2(11.1)
dnopoin, oTAan4HoOM oT B. cepacia, n (%)
S. maltophilia B MOHOKyNbTYpe U/Unn B CO4ETaHUK C Apyron Gpaopon,

o . 3(4,2) 1(2,4) 0
OT/IM4HON OT B. cepacia n Achromobacter spp., n (%)

Ta6nuua 4. PasBuTie pasinyHbIX OCIOXHEHWI Y NALUMEHTOB C MyKOBMCLIMI030M B ABaALATUMNATUIETHEM BO3pacTe B 3aBUCHMOCTH
OT BPEMEHW ANarHoCTUKKU 3a60eBaHns

BOMPOCbI COBPEMEHHOW NEAUATPUU /2014/ TOM 13/ Ne 2

Lmppo3s neqeljw C nopTanbHOMn 1(1,4) 1(2,4) 0
runepTeHaunen, n (%)

CANO/MU*, n (%) 6(8,5) 1(2,4) 0
HenyHokameHHasn 6onesHb, n (%) 6 (8,5) 7(17,1) 0
MouyeKkameHHas 6051e3Hb, n (%) 5(7,0) 5(12,2) 0
BpoHxuanbHasa actMa, n (%) 4 (5,6) 1(2,4) 0
CaxapHblit AMabeT ¢ rmnepriavkemMmnen 10 (14.1) 4(9.8) 0
HaTowak, n (%)

JNleroyHas runepTteH3us, n (%) 11 (15,5) 6 (14,6) 1(5,6)

MpumevaHne. CONO — CUHAPOM AUCTaNbHOM MHTECTUHANBHOM OBCTPYKLIMK, MU — MEKOHWaNbHbIN Uineyc B aHaMHe3e.

Ta6nuua 5. PacnipeaeneHue 60/1bHbIX C MyKOBUCLMAO30M MO «CTEMEHU TAXECTU» FeHoTUNa B ABafLATUNATUIETHEM BO3PacTe B 3aBUCUMOCTH
OT BPEMEHU ANarHOCTUKKU 3aboneBaHus

«TsKenbli» reHoTUn, n (%) 53 (74,7) 16 (39,0) 6 (33,3)
«Msirkui» reHotun, n (%) 6 (8,5) 21(51,1) 10 (55,6)
HeunpeHnTnduumpoBaHHbi reHotun, n (%) 2(2,8) 2(4,9) 2(11,1)




OpuruHanbHas ctaTbf

Ha NporHo3 3aboneBaHus cpean 60nbHbIX MB, poXaeHHbIX
[0 Havyana AencTBus B cTpaHe nporpaMmbl HaunoHanbHOro
HeoHaTa/lbHOro CKpUHUHra Ha MB. B Haluen BbibopKe npea-
cTaBfieHbl 60MbHblE KaK C MaHudecTauuen 3aboneBaHus
B Nnepuoa HOBOPOXAEHHOCTU (Pa3BUTME MEKOHWaNbHOro
uneyca), Tak M MaumeHTbl CO «Cly4alHO» YCTaHOBMIEHHbLIM
onarHosom MB (pa3BuTME OGCTPYKTUBHOM a300Cnepmumn
BO B3pOC/IOM BO3pacTe).

[MocTaHoBKa anarHo3a MB B noagpOCTKOBOM M B3poOcC-
IOM BO3pacTe [0 CUX MOp BCTpeyaeTcs OTHOCUTENbHO
4acTo U B 60O/IbLUMHCTBE CNy4aeB ABASAETCA 3aKOHOMEPHbIM
pes3ynbTaToM MHOrO/eTHEro AMarHOCTUYEeCKOro MowucKa.
TaK, BbIMO/NHEHHbIM HamMW aHann3d JaHHbIX 60JbHbIX, MPO-
¥UBawLWKMX B OTAeNbHOM pervoHe (MockBa 1 MocKoBCKas
061.), nokasan, 4yto y 4,3% u3 obuwero ymucna ny 13,3%
M3 Yucna B3POCAbIX NaLMEHTOB AMArHO3 6bla yCTaHOBEH
MMEHHO BO B3pPOC/IOM BO3pacTe. YacTb 60/bHbIX C ANArHo-
CTUMKOM 3aboneBaHua B Bo3pacte 18-20 net K gaHHOMY
Nnepuoay XW3HU YKe UMENN BbIParKEHHYI0 AblXaTelbHYto
HeJOCTaTOYHOCTb, APYrMe e nauneHTbl U Ha NATOM gecaT-
Ke NIeT XM3HW obnajanu AOCTaTO4HO YAOBNETBOPUTENBbHOM
neroyHom ¢yHkuuen [14]. BaxkHo, 4TO cpeau NauueHToB,
Ha6bnogaemblx B HUMN nynbMOHONOMMK, HO HE BOLWEALNX
B uccnegoBaHue, 6610 16 4enoBeK, y KOTOPbIX AMarHo3
ycTaHOBMAM B cpeaHem B Bo3pacTte 34,3 £ 8,8 (min 25,
max 59) net.

AHanu3 He BbIABUI KaKWUX-IMGO 3Ha4YMMbIX pasnuyinmn
MeXay rpynnaMu rno aHTPOrnoMeTpuu, NEeroYyHom OyHK-
LMK, MUKPOBMONOIrMYECKOMY CTaTyCy M BCEM OLLEHEHHbLIM
OCNIOXKHEHUAM MEeXAy rpynnamu ¢ pasnnmyHbiM BO3pacTom
anarHoctuku MB. MNMpumedaTenbHbIM 9BASETCA GaKT OTCyT-
CTBMS psila OCNOXKHEeHWW 3abosieBaHunsa B rpynne 60/bHbIX
C ero gvarHoctukon B 18-25 neTt, XoT9 U He JOCTUraeTcs
OOCTOBEPHbIX pasfnyunim ¢ rpynnamMmu 6onee paHHen guar-
HOCTMKKM MB. OgHaKo MOXHO NPeanonoXKunTb, YTO NpPU pac-
LWUMPEHNUN YUCNEHHOCTU rpynnbl 6OMbHbIX C BbISBEHUEM
3a605eBaHUs BO B3POCAOM BO3pacTe 3T pasnnyms Mor-
n 6bl 4OCTUTHYTb CTATUCTUYECKM AOCTOBEPHOM 3HAYUMO-
cTn. OTcyTCTBME psija OC/TOXHEHUIM Y B3POC/bIX NaLMEHTOB,
GONbWMHCTBO M3 KOTOPbLIX acCOLMUMPOBAHO C OpraHamu
nNULEBaPEHUS, YHaCTUHHO MOXKHO OOGBLSACHUTbL Pa3aUYUaMHU
MeXay rpynnamu B reHeTnyeckom cratyce. OyeBuaHoe
LOMUHUPOBAHKE «THXKENbIX» UBMEHEHUI B reHOTUNE B rpyn-
ne LOLWKONbHOM ANArHOCTUKN CMEHSAETCS NpeBaiMpoBaHu-
€M «MSATKUX» UBMEHEHWUI B reHOTUNax y NaLMeHToB C avar-
HOCTMKOW 3abosieBaHWUs B LIKONbHOM BO3pacte MW elle
60NbWNM «3aMArYeHnem» B rpynmne 60/bHbIX C AUArHO30M,
YCTAHOBJ/IEHHLIM BO B3pOC/OM BoO3pacTe. 3TMM 06CTONA-
TeNbCTBOM M OOBSACHAETCS MHOr4a OYeHb MO3AHSAA Auar-
HOCTMKa MB B rpynne WKOMbHOro Bo3pacTta U B3POC/bIX.
«Markas» dopma MyTauuun onpesensieT He TONbKO ANUTeNb-
HOe coxpaHeHue GYHKUMK noaKenygoyHon xenesbl (dop-
MUpYeTCs MPEUMYLLECTBEHHO neroyHas dopma 60nesHu
C OTCYTCTBMEM UK NO3AHWM pPa3BUTUEM NMaHKpeaTU4yeCcKom
HeJOCTaTOYHOCTH), HO M MPENnATCTBYET Pa3BUTUIO APYrUX
OCNIOXKHEHUIN, B YaCTHOCTM MEKOHWANbHOro uneyca, CWUH-
ApOMa AMCTaNbHON MHTECTUHANBbHOM OBCTPYKLUMK U caxap-
HOro anabeTa, Y4To U O6bACHAET NONY4YEHHbIE HAMMW JaHHble
[14, 15]. Manoe 4ucno 6O0JSIbHbIX C LMPPO3OM MNeYeHHU
cpeau B3pOCbiX MaLMeHTOB MOXHO O6bACHUTbL UX paHHEN

rnéenbto 6e3 NpoBefeHUa TpaHcnnaHTaumMu (40 ABaaua-
TUNATUAETHEro Bo3pacTa), 4TO 3aKOHOMEPHO ANA nauu-
eHToB ¢ MB [16]. YauButeneH daKt oTCyTCTBUSA B rpynne
[MarHOCTMKM BO B3POC/IOM BO3pacTe XeN4YHO- U MOYeKa-
MEHHON 60NIe3HU W BpOoHXManbHOM acTMbl. CBS3aTb 3TH
06CTOATENbCTBA C HAMUYMEM «MATKOM» MYTaLMUKU CAOMXKHO,
Tem 60siee 4YTO paHee HaMu 6biN0 NPOLEMOHCTPUPOBAHO
HannynMe JaHHbIX OCNOXHEHWN Yy NauMeHTOB C «MATKUMMU»
M3MeHeHUsaMKU B reHotune [15]. Bo3MOXKHO, 3TO TaKKe
06yCNoBNEHO MaNOYUCAEHHOCTbIO FPYNMbl ¢ AMarHOCTUKOM
6onesHu B 18-25 ner.

Taknm 06pa3om, «MArKMe» OTKIOHEHUS B FeHOTUNE npe-
LONPeaensitoT He TOIbKO MUMHUMM3ALMIO MOPaXKeHUs co CTo-
POHbl OPraHoOB MUWLLEBAPEHMA M, COOTBETCTBEHHO, NYYLUWUN
HYTPUTUBHBIN CTaTyCc, HO WM OMOCPEeAOBaHHOE «3alUTHOE»
B/IUSIHWE Ha OpraHbl AblxaHWs. ITO Bblpa)KaeTcs B MEHb-
lwen gone arpeccuBHon Gnopbl U B KOHEYHOM CYETE NyM-
len BbIXKMBaeMoCTbio NauuneHToB [15]. MHadvye rosop4,
4yeM «TsKenee» U3MEeHeHus B reHotune, TeM 6onee sipkas
MaHudecTaums MMeeT MeCcTo B paHHEM BO3pacTe, 4To 06y-
CNOB/IMBAET CBOEBPEMEHHYIO ANArHOCTUKY C PaHHWUM Ha3Ha-
YEeHMEM MHOTOKOMIMOHEHTHOM Tepanuu. Mpn «<MAIrkom» reHo-
TMNe Ae6loT 3abonieBaHUa NPOSIBASETCS MOHOMOParKEHUeM
OpraHoB [bIXxaHWs, NMPUBOASALWMM K MO3AHEN AMArHOCTUKE
3a60oneBaHna 1 NO3AHEMY Havany le4YeHus.

PesynbraThbl Halero nccnefoBaHUs AEMOHCTPUPYIOT, YTO
BO3pacCT MepBOro BbiiBNEHUS 3aboneBaHUs Mano BAUSET
Ha 06LLECOMATUYECKNI CTaTyC, T. K. HE BbISIBJIEHO pa3nnyum
no npuvHUMNManbHbIM Ans MB napametpam, CBSiI3aHHbIM
C MPOrHo3oM 3abosieBaHUS (HapyLleHU PYHKLUUU JIEFKUX
M HYTPUTUBHOIO cTaTyca). Hawu gaHHble dopmManbHO Mnpo-
TMBOpEeYaT NPUHATLIM AOTMaM M pe3ynbTaTtam Npeablaywmnx
ncenegoBaHum [1, 7—11]. OgHako He cnegyeTt 3abblBaTb,
4TO BCeX B3poc/blXx 604bHbiXx MB, MPUHABLIKX yyacTue
B UCCNefoBaHWW, UOAEHTUPULMPOBAAN MMEHHO MO KAWUHU-
4YeCKMM CMMMNTOMaM, T.e. CBOEBPEMEHHan cneunduryecKas
Tepanus (NnaHKpeaTudyeckme depMeHTbl, AopHa3a anbda,
KuHesutepanus 1 T.4.) NO3BOAMAA NoAAepKaTb KAMHUYe-
CKMI CcTaTyC NaUMEHTOB C «TSXebIM» FEHOTUNOM U Kaccu-
YyecKnmMn cumntomamum MB Ha 4OCTaTOYHO BbICOKOM YPOBHE
(N0 KpanHewn Mepe OO ABajuaTUNATUIETHEro Bo3pacTa),
He OTIYaloLLMMCS OT TAKOBOTO Y 60/bHbIX C «MSATKMM» FE€HO-
TUMNOM, NMYCTb Aa*Ke U C NO3AHO HavyaTon Tepanuen. Taknm
o06pa3oM, M3HavanbHO 6osiee TaKenble 60/bHble K BO3-
pacty 25 neTr coxpaHuauM COomnoCTaBMMbIA COMaTUYECKUM
cTaTyc ¢ 60/IbHbIMU, UMEKWMUMU NIETKYI0O UAW aTUMUYHYIO
dopmy MB.

Cnenyet otMeTuTb, 410 ¢ 2006 1. cutyauua ¢ MB B
Poccuinckon depepaumn KapaumHanbHO W3MeHWNach.
B HacTosiwee BpemMs NOYTU BCEX BOMbHbLIX (C «TAXKEbIMU»
M «MATKUMMW» MyTaUMSMU) BbISIBASIOT Ha PaHHWUX CTagu-
fX, YacTo — ele A0 MOSBNEHUS KIMHUYECKUX CMMMTO-
MOB 060Jie3HU. 3TO JaeT BO3MOMHOCTb CBOEBPEMEHHO
Ha3Ha4YUTb leYeHMe, YTO JOIKHO NOMOXKMUTENBHO CKaldaTb-
cs Ha nporHo3e. OgHaKo 3TO yBeNMYMBAET PUCK paHHen
BCTPEYM C rpamoTpuuaTenbHon Gopon Mpu MNoceLLeHUH
MEAULMHCKMUX YYPEXAEHUN M rocnuTann3auum B HWUX.
Ecnn mMbl cMOXeM [J0OUTbCA TOro, 4YTO MOJIOXKWUTENbHbIN
BKMlaj OT CBOEBPEMEHHO HaAYyaToro Je4eHUs WU BAUSHUE
€ero Ha 2 OCHOBHbIX daKTopa, onpeaensatowmx nPoaoNKM-
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OpuruHanbHas ctaTbf

TEIbHOCTb XW3HU Npu MB (cocTosiHME GYHKLUWU JIETKKUX
M HYTPUTUBHOIO cTaTyca), NPeBbICMT BKNa4 oTpuLaTebHO-
ro nporHoctuyeckoro dakrtopa (paHHee MHPUUMpPOBaHKE
rpamoTpuuatensHon Gaopon, BKIoYasa B. cepacia), To Bce
BCTaHeT Ha cBOM MecTa. bes co3aaHns agekBaTHOMo anu-
[EMUYECKOro pexxMma HabntaeHns U NeveHuns naumMeHToB
C cobngeHnemM CTporon U3ongaummn ux apyr ot apyra [17]
NPOAOIKUTENBHOCTb XMU3HKU 60/bHLIX MB B Poccuun 6yaet
TPYAHO YBENNYUTD.

Kak oTMeyeHo Bbile, JOMUHUPYIOWKUM, ONpeaensiowmnm
NPOAO/IKMUTENBHOCTL M KayeCTBO KM3HU (DaKTOPOM SBAS-
€TCA TAXKECTb MOparKEeHWUss OpraHoB AblXaHWUs. XPOHUYECKUM
THOMHO-O0BCTPYKTUBHbIN BPOHXUT B pe3ysibTaTe Nporpeccupo-
BaHMA M BOBIEYEHUS B MPOLLECC NEPUOBPOHXMANbHOM leroy-
HOWM TKaHW MPUBOAMT K Ppa3BUTUIO MHEBMODUOPO3a. ITUM Ke
NPOLLECCOM 3aKaH4YMBalOTCA MOBTOPSOWMECS MHEBMOHUMU,
6ecnoKosiLLMe NaLMEeHTOB C paHHero AeTCTBa, M pas/inyHble
dubpoaTeneKkTasbl Kak pesynbraT 6/10Kaabl 6POHXUANbHOIO
epeBa BA3KMM rHoeMm. Ycyrybnset abixaTenbHylo HegocTa-
TOYHOCTb 6ynse3Has ampm3ema 1 pasiuyHble OCTpble NpPo-
Lleccbl, TaKMe KaK MHEBMOTOPAKC, KPOBOXapKaHbe/neroy-
HOE KPOBOTEYEHME N MHEBMOHWUKU. TAKMM 06pas30oM, KOHTPOIb
FHOMHOrO NnpoLecca B 6poHXMasbHOM AepeBe npeacTaBiseT-
CS1 Ype3BblYaMHO BaXHbIM M aKTya/lbHbIM BO BCE BPEMEHHbIE
nepuoabl XM3HM 6onbHOro MB.

BarkHenwnm GaKTopoM B 1€4EHUW THOMHOro OPOH-
XWUTa SIBNSIETCH BO3AENCTBME Ha BA3KOCTb MOKPOTbI Kak
Ha O4HO M3 OCHOBHbIX 3BEHbEB MaToreHesa 3aboneBaHus.
B HacToslee BpeMs 6a30BbIM npenapaTtoMm, MoaoXKUTeb-
HO BAMSIOWMM Ha MYKOLIMMAPHBIA KIMPEHC Y NaLMEHTOB,
cTpagaowmx MB, asnsetca gopHasa anbda ([lynbMo3um),
KOTOPYIO C YCNEXOM NPUMEHSIOT B 6ONbLUMHCTBE CTPaH M1pa.
Co3paaHHbIM ang 6onbHbix MB, aTOT npenapaT 3aHsan OAHO
M3 BaXKHEWLLMX MECT B PYTUHHOM Tepanun. besorosopo4yHoe
NPOYHOE NNAEePCTBO AOpHa3bl anbda cpean CpeacTs, ynyd-
LIaoWMX PeosiorMyeckme CBOMCTBa MOKPOTLI, 06YC/IOB/IEHO
He TONbKO YHWKanbHbIMWM MYKONWTUYECKUMW CBOWMCTBAMM,
HO WM AOKa3aHHbIM aKTMBHbLIM MPOTMBOBOCNANUTENBbHLIM
N aHTMGaKTepunanbHbiM apdeKToM. B nTOre ymeHbluaeTcs
BKNaL OECTPYKTMBHOrO KOMMOHEHTa NIErO4YHOM TKaHW npwu
BOCManeHnu.

KnuHuyeckasa adpdeKTMBHOCTL M 6e3onacHocTb [ynb-
MO3UMa NPOAEMOHCTPUPOBaHa B 6OMbLIOM YMUC/e Ucche-
0OBaHWM, BbINOMHEHHbIX 3a nocnegHue 20 net [18-23].
MpoBegeHHoe 15 ner Hasag wuccnegosaHwe PEIT
(Pulmozyme Early Intervention Trial) cTaBuno cesoew 3aaa-
Yyew BbIICHWUTb, MOXET /I paHHee Ha3Ha4yeHue AOopHa3bl
anbda NPOTEKTUBHO BNWUATb HA BGPOHXONETOYHYIO CUCTEMY
y NAaUMEHTOB C HE3HAYUTENbHBIMU HapYLIEHUAMU QYHKLINK
nerkux (PXEJT = 70% AQoMKHOr0), HO I0Ka3aHHbIM BOC-
nanutenbHbIM NpoueccoM. B nccnegoBaHue 6biin BKItO-
yeHbl getu B Bo3pacte 6-—10 netr. OHO NpPOBOAMNOCH
B 12 cTpaHax (49 LeHTpOB), UMENOo XxapaKTep paHAOMU3HU-
pPOBaHHOro ABOMHOrO CAenoro nnaueboKOHTPOINPYEMOTO
M NpoAo/iKanocb B TeyeHue 2 neT. PesynbratoMm cTaso
CTOMKOE ANUTENbHOE YNydlleHWe MoKasaTenen cnupome-
Tpun (OPB,; n cpeaHein 06BEMHOM CKOPOCTU KPOBOTOKA,
COCys5_75) U AOCTOBEPHOE YMEHbLUEHWE PUCKa pasBwu-
TMS nepBoro o6ocTpeHns [18]. AHanornyHble pesynbraTbl

no yayydyweHuto PYHKUUU NErkux, CHUKEHUIO 0B6CEeMEHEH-
HOCTM GPOHXMANbHOro AepeBa NaToN0rMYEeCKUMU MUKPOOP-
raHM3mMaMM, yay4yleHuIo KITMHUYECKOro cTaTyca naumMeHToB
OblI NOKa3aHbl B psfe APYrMx UcCnefoBaHUM NPOAOIKM-
TENIbHOCTbIO OT 2 HeA A0 4 NeT KaK y B3POC/bIX, TaK Uy AeTewn
cTapuwe 2 neT (Kak npu uHransuum 1 pas/cyt, Tak u npu
[BYKpaTHOM MNPUMEHEHMM NpenapaTa; KaKk y nauuMeHToB
C COXpaHHOW QYHKLMEN NErKUX, TaK U Yy BOJSIbHbIX CO 3Ha-
YUTENbHO CHUXKEHHbIMW MOKa3aTenssMu pecrnupaTopHOM
GYHKUMN) [18—-23]. NMpumeHeHne gopHa3bl anbda CHUXKaeT
4acTOTy PEeCnMpaTopHbIX PacCTPOMCTB, rocnuTanuM3auun,
OIMTENBHOCTb KYPCOB BHYTPMBEHHOW aHTMGaKTepuaibHOM
Tepanun. Heobxo4AMmMOo OTMETUTb, YTO NMOBOYHbIE ABNEHUS
M HEeNepeHoCUMMOCTb MpenapaTta BCTpevalTcs O4eHb pes-
Ko. Mo paHHbIM peructpa CLUA, ux yactota coctaBasieT
He 6onee 0,38% [24].

Takum o6pasom, Ana ontTuMusaumm Tepanum MB Heo6-
XOAMMbl paHHee Ha3HavyeHue AopHa3bl albda OO0JbHbIM,
MOEHTUPULMPOBAHHBLIM MPU HEOHaTalbHOM CKPWUHUHTE,
NPeemMCcTBEHHOCTb Tepanuu npu nepexoje BO B3POC/YI0
ceTb, a TaKXe yBelMYEeHWEe KPaTHOCTM MWHransuumi [o
2 pas/cyT Npu TAKENOM Te4YeHUM GPOHXONErO4HOro Mpo-
Lecca. [lByKpaTHoe npumeHeHue lNynbMo3numa, no gaHHbIM
M. Hodson, cHMKaeT 4yacToTy pa3BUTUA 0BOCTPEHUIM BPOH-
X0nero4yHoro npouecca Ha 37% (oaHoKpaTHoe — Ha 28%)
[21]. NMpenapaT abCcontoTHO HEO6X0AMM B3POCAbIM Nauu-
€eHTaM, MOCKOJIbKY OKa3biBaeT adPEeKTMBHOE BO3AENCTBUE
Ha BCe NnaToreHeTMYyecKne 3BEeHbs XPOHMYECKOro Bocna-
NUTENbHOro npouecca (06CTPyKUMIo, MHDEKLUIO, BOocnane-
Hue) [6, 25].

3AK/TIOYEHUE

Pesynbtathl u“ccnegoBaHWs NPOAEMOHCTPUMPOBAM
OTCYTCTBME B3aWMOCBA3U MEXIY OCHOBHbIMU KIMHUYECKU-
MW XapaKTepuUcTMKamu (aHTPONOMETPUYECKUMHU, PYHKLIMO-
HalbHbIMWU, MWKPOGMONOIrMYECKMMM, HACTOTOM pPa3BUTUSA
OC/IOXKHEHUI) B3pOCbIX 60/bHbIX MB 1 BO3pacTtom nepBou
NOCTaHOBKK [AuarHo3a. [0 BCen BEpPOSTHOCTH, 3TO CBS-
3aHO C MPUHUMNUANBHBIMU Pa3NUMYUAMKU B FEHETUHECKOM
npodune uccnegyemblx rpynn, 4To MOBAMSANO HE TONbKO
Ha BO3pacT YCTaHOBNEHWUS AMarHo3a, HO U Ha comaTtuye-
CKMWK cTaTyc.

Heob6xoaMmo co3aaTh ajeKBaTHbIM 3MUAEMUYECKUN
peXum HabnwogeHns v nedeHuns 6onbHbiX MB B Poccum
C cobnofeHneM MeXAyHapOoAHbIX MpaBua M30ASLUUKN UX APYT
oT Apyra.

HecmoTps Ha BKNtoveHre MB B HaunoHanbHyo nporpam-
My HeoHaTalbHOr0 CKpWHUHIa B Poccuu, cnegyet NOMHUTb
0 3HayuTenbHOM 4ucne 60nbHbiX MB, KoTopble pPOAMAUCH
00 2006 1., n KOTOpbIM He Bblna NpoBeAeHa CBOEBPEMEHHAS
OnarHocTuKa 3aboneBaHusa. CneayeT npoaosmKaTb MnaHo-
MEPHbIN MOUCK 3TUX MALMEHTOB B rpymnnax pucka Kak cpeau
[LeTen, Tak M cpean B3POC/blX MHAMBWMAYYMOB, WMCMOAb3YS
COBpPEMEHHbIE METOAbl AMArHOCTMKM, BKIOYas reHetude-
cKkue [1]. Llenecoo6pasHo ocBelwaTtb npobnemy MB B npo-
rpammax o6yd4eHWs CTYAEHTOB MEAMLIMHCKUX YHMBeEpCcUTe-
TOB, Ha Kypcax NocneannaomMHoOro o6pasoBaHus NegMaTpos,
HEeOoHaToN0roB, MybMOHOMOrOB, raCTPO3HTEPOIOrOB, 3HAO-
KPWUHOMIOrOB U XMPYProB.
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