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Summary

The aim of study was to describe clinical and functional characteristics of adult patients with cystic fibrosis,
who underwent hospital and outpatient treatment in 1994—1997. Seven subjects (2 males and 5 females, aged
24.0+1.9 years) participated in the study. The diagnosis of cystic fibrosis was confirmed by positive sweat test in
all the patients, 6 of them were heterozygous for DF 508 mutation (the most common disease-causing mutation
in Russia). All of them underwent regular treatment in accordance with internertional guidlines. Body mass index
(BMI) and lung function were evaluated during 1994—1997. The evaluation of Schwachman score demonstrated
mild to moderate clinical state of thg patients in 1997 (the mean vallée was 57.4+1.5). There was a trend toward
lower BMI in 1997 (17.5%1.2 kg/m” at 1994 versus 17.2+1.4 kg/m“ at 1997). The differences in lung function
during 1994—1997 years were not significant. The retrospective analysis of lung function and BMI in 1994 did not
reveal any statistically significant changes the result, that could be attributed to regular treatment during
1994—1997 years.

PeswomMme

Llenb nccnenosaHus — onucaHne KIMHUYECKMX M (DYHKLMOHANbHBLIX 0COBEHHOCTEN B3POC/bIX BOMbHLIX
MYyKOBUCLWMA030M, KOTOPbIE Nonyyanu craumMoHapHoe u ambynatopHoe neyexue 8 1994—1997 rr. B uccnenosaHue
66111 BKNIOYEHb! 7 NAUMEHTOB (2 MYX4YMH U 5 XeHLWmH, BodpacT 24+1,9 ropga). Auartos MYKOBUCLMA03a Yy BCEX
GonbHbIX OblN NOATBEPXAEH NONOXWUTENbHBIM NOTOBLIM TECTOM; 6 M3 HUX BbINKN FreTEePO3UrOTHBI MO myTauum DF
508 (a10 Hambonee pacnpocTpaHeHHas MyTauus B Poccuu, 06ycnosnmeaiowias passutue 3abonesaHus). Bece
naumeHTbl nonyyanu perynsipHoe nevyeHve B COOTBETCTBMM C MEXAYHapOAHbIMWU nporpammamu. B TeyeHue
1994—1997 rr. oueHnBan1Cb MHAEKC Macchl Tena u neroyHas dyHkums. CornacHo Tecty LLiBaxmaHa, KnuHudeckoe
coCTOsHME 60NbHbIX COOTBETCTBOBANO NErkoMy nMbo CpeaHeTsXenomy (cpeaHee aHavenve 57,4+1,5). B 1997 r.
OoTMevanacb TeHABHUMA K CHWXEHWIO uhaekca seca Tena (17,5+1,2 kr/m™ 8 1994 r. n 17,2+1,4 kr/m“ 8 1997 r).
UNameHeHuna ¢yHkumm nerkmx 3a nepuog 1994—1997 rr. 6biAM HEAOCTOBEPHbLIMU. Takum obpasom,
PETPOCNEKTUBHBIN aHanu3 (QyHKUMM Nerkux M uHpekca maccol Tena 3a 1994—1997 rr. He BbISBUA HUKAKUX
CTaTUCTUYECKM AOCTOBEPHbIX Pa3NUYMi, HTO MOXET ObiTb Pe3ynbTaToM PEerynspHoOro NeyeHus, nony4aemoro
60nbHLIMK B 3TOT Nepuoa.

Jlo HepaBHero BpeMeHH MiyKoBHcuKA03 (MB) cuutancs
crnenrgHryeckod npob/eMod NeaHaTpHYeCcKOH KIHHHKH.
Opnnaxo 6arofapst 3HauMTeJIbHEIM yCleXaM B JHarHOCTH-
Ke ¥ JieyeHHH MB, npousoweamium 3a nocjenHue necs-
THJIETHS BO BCeM MHpe, Bce GoJibliee YHCIO GOJNbHBIX
JAOCTHTaloT COBEpLIEHHOJIETHS, NePeXonsT K IOHOLIECKOM
U B3pocyoH xu3HH. CeHyac cpepHsii MPOAOIKHUTEb-
HOCTb XXH3HH 60sibHBIX MB B Poccuu paBHsietcst 16 ronam
[1], sTa uncpa noutu B ABa pasa MeHble aHAMOTHYHOrO
nokasatess B CLIIA u cTpanax 3anaaHoit Esponsi [5]. ITo
nanneiM HUM xnunnyecko# renetuku MIHIL PAMH
(Mocksa), k 2000-my roxy uncJio 60/bHEIX MB B Poccuu
OyzneT paBHATbCs 15 Thicsiuam yesoBek [2]. Ananoruynas

uudpa B Bemukobputauuu — 6,5 teicsau [4]. OueBnpna
pasHHLa B BO3PacCTHOH CTPYKType GosbHEIX MB B mBYyX
crpaHax — K 2000 rony B BeaukoGpuTaHuu rpymnmna
nauxeHToB crapue 18 jser cocraBut 54% oT o6Liero
yhcsa GOJIBHBIX, TOTAA Kak B Poccuu 3ToT mokasareb
menbue 10%. Takoe mosoXeHHe BO MHOrOM CBSI3aHO C
OTCYTCTBHEM B CTPaHe eIHHOMN POrpaMMbl Be[IEHHST B3POCJIBIX
6oabHBIX MB.

Kak nsBectHo, MB siBisieTcst MyJIbTHCHCTEMHBIM 3a60-
JIEBaHHEM, OJIHAKO C BO3pacToM GOJILHOrO JIeroyHasi rna-
TOJIOHSI HAYHHAeT JOMHHHPOBATb B KJIWHHYECKOH KapTHHE,
¥ HMEHHO JIeroyHast TaTOJIOTHS SIBJISIETCS] IPUYMHON CMEPTH
95% 6GoabHBIX MB [6]. TToaTOMY HeyIMBHTENBHO, YTO BO
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BceM MHpe ueHTpsl MB jas B3poc/biX 4alle BCero
OCHOBBIBAIOTCS Ha 6ase MyJbMOHOJOTHYECKHX KIHHHK.

[lono6Hasi KJIMHHKA — CIelHali3MpoBaHHas KJIHHHKa
p3pociibix GonbHeIX MB B Poccuu cospana Ha 6ase HUU
MyJIbMOHOJIOTHH.

[lepBbie mauueHTsl noctynmuad B 1993 r., u ¢ artoro
BpeMEHH B KJIMHHKe MPOXOAUJIHN 06CIeJloBaHHE U JieueHHe
20 yesoBeK — 8 MyXXuYMH W 12 XeHIMH. Dta rpynna
JOCTATOYHO CAMOCTOSITEJIbHBIX, COLHA/IbHO-aKTHBHBIX JIIOJIEH,
6 ¥3 HHUX YCIEWHO yd4aTcsl, 5 uesoBek paboTamT, 3
cocTosIT B 6pake, | mauueHTKa SBJsieTCS MaTephIO ABOHX
JeTeH.

[IpHBOAMM pe3yJbTaThl KJIHHHKO-aHTPONOMETPHUECKHX
JaHHBIX U Pe3yJIbTaTOB FeHeTHYeCKoro aHaim3a 18 nauuen-
toB — 8 My>XuHH ¥ 10 xeHwuH. Jluarnos MB noartsep-
XJIeH MOJIOXKHTENbHBIM MTOTOBEIM TECTOM Yy BCeX MalHeH-
toB, 11 M3 HMX sBasiioTcs KommayHaamu mo AF508, 1
nauxdeHT — romosurota no AF508. Bospact nauueHTOB
or 15 no 35 ner., cpennuit Bospact 20,7 rona, CpeAHHH
poct 168,5 cm, macca Ttena 49,7 Kr, CpeiHHE HHIEKC
macchl Teqa 17,45. [lepcucTeHUMA CHHETHOHHON NaJIOYKH
umeeT MecTo y 14 mauuentos (y 6 U3 HUX — B KOMOH-
HALMK C 30JOTHCTHIM CTaHIOKOKKOM). B aHanmnse Mok-
poTHl 4 GOJIBHBIX BhICEBAETCS TOJBKO 30JI0THCTBIH CTadH-
JIOKOKK.

UccrenoBanue QYHKUMH BHEIIHEro AbIXaHHUS METOAOM
GolMmIeTH3MOrpay BBISBJSIET BbIPaXK€HHOE Hapylie-
HHe MO OOCTPYKTHBHOMY THIY, O Ye€M CBHIETEJbCTBYET
cumxenne FEV| 1o 42,8% ot pomxH., PEF — 10 50,2%,
FEF25—75 — 10 21,2%. O HapacTaHHH PECTPUKTHBHOIO
cuHapoMma cBuperesbeTByeT cHiKeHrne TLC 3a cuet VC,
NpUH HapacTaHWH runepHHAUMH Jerkux — RV, koto-
pHiif B cpefiHeM AocTHraet 254 % ot fommkH. B cTpykType
TLC mmub 45% npuxomurcs Ha VC.

JleyeHHe TNPOBOAMTCS B COOTBETCTBHH C MEXIyHa-
POIHBLIMM peKoMeHHauusivH (6] H HanpaB/ieHo Ha:
3JIHMHHALMIO BO3OYLUTENS;
yMeHblLIeHHe OPOHXHAIBbHOH 06CTPYKIUHHK;
yJlydllleHHe HYTPHTHBHOTO CTaTyca;

Ky[HpOBaHHE BO3HUKAIOIIMX OCJIOXHEHHH.

AHTHGaKTepHaNbHAs TEpanusl OCTAeTCS KpaeyroJbHBIM
KaMHEM B JIeYeHHH GOJIbHBIX MyKOBHCLHL030M [7]:

— HHTaJIIHOHHAs aHTHOaKTepHasbHasi Tepanus

— noctosiHHas (4epes KoMrpeccopHsli HeGyJlai3ep);
— TabJieTHPOBAaHHAA aHTHOAaKTepHalbHAsA Tepanus
— KypcoBas,

— MOCTOSIHHAS,

— BHYTpPHBEHHasi aHTHOaKTepHa/lbHasl TepanHs

— IJIaHOBas,

— IpH 0OOCTPEHHUH.

Cnucok aHTHOAKTepHaJbHEIX NpenapaToB, MpHMeHse-
MBIX NIPH YKa3aHHOM Tepamnuu, NpeAcTaBjeH B Tabu.l.

YMeHblIeHHe 6POHXHANLHOH OOCTPYKUHH MPOBOAHTCS
NMpH TMOMOLUIH:

— MyKOJIUTHKOB [8]

— N-aueTHJILHCTEHH H €ro aHaJory,
— aMOpOKCOJ H €ro aHaJIorH;

— 6pouxoauaatatopos [9]

— ©eTa-arOHHCTHI,

— M-XOJIHHOMHUTHKH,

Tabnuuya 1

AHTubGaKTepuanbHble NnpenaparTbl, NPUMMEHsieMble ans
neyeHus B3pocnbiX 6onbHbIX MB

MnaHoBble Kypchbl U NPy 060CTPEHUN | Noanepxusawan Tepanus

Pseudomonas aeruginosa

UndTrasnaum 9 r/cytkm B/B FeHTamuumH 160 Mr 2 pasa B
LledponepasoH 6 r/cyT B/8 CyTKun Yyepes Hebynaizep
Asnounnnun 15 r/cyT B/8 Konumuume 1 MnH. ea. 2 pasa
MeponeHem 3 r/cyT B/B B CYTKu yepes Hebynaiiaep
HetpomuuwmH 400 mr/cyT 8/B

Unnpodnokcaumt 1,5 r/cyr

Burkholderia cepacia

JleBOMMUETUHA CyKUMHAT KonumuumH 1 MnH. ea. 2 pasa
3 r/cyT B/B B CYTKM Yyepes Hebynaiiaep

+ NPOTUBOCUHErHOMHbIE

npenaparbl B 3aBUCUMOCTH

OT aHTUOUOTUKOrPaMMBbI

Staphylococcus aureus

KnokcaumnnuH 4 r/cyT B/B 1 dnyknokcaunnamH

BHYTPb 0,5 r 3 pasa B CyTKu BHYTPb
Knuspamuuui 1,8 r/cyT /B

Hetpomuuwux 400 mr/cyT 8/8B

Liedaknop 4 r/cyTku B/B 1

BHYTPb

Lledasonut 3 r/cyT 8/8

LiunpodnokcaumH 1,5 r/cyt

BHYTPb

— TPOJIOHTHPOBAHHbIE KCAHTHHBI;

— KuHesuTepanuu [10]

— UMKJ aKTHBHOTO JbIXaHHS

— XxaduHr;

— PEP-macka, daatrep,

— MOCTYypaJIbHBIH JpeHaX,

— MepKYCCHOHHBIM Maccax.

YayulueHne HyTpUTHBHOrO ctatyca [11]:

— TMOCTOSIHHAA 3aMeCTHTeJbHas Tepamusi MHKpocdep-
HyecKuMH epmeHTaMu ¢ pH-uyBCcTBUTENLHOH 0601
OYKOH;

— 6uokartopsl Ho-pelienTopoB WM HHIHOWTOPbI TPOTOHHOH
TIOMITHI;

— BbIcOKOKasopHiinas muera (120—150% ot Bospact-
HOH HOPMBI);

— BBICOKOKaJIOpHHHEIe nuueBsie fo6aku ao 900 kkan
B CYTKH;

— JIONOJIHUTENbHBIH npuem BuTamMuHOB A, D, E, K.
locrniuranusauus NpoBOAUTCS NMpPH 060CTPEHHH 3a00i1-

€BaHHsl, BO3HHUKHOBEHMH OCJIGXKHEHHH, AJISl TPOBEJEHHS

MJIaHOBBIX KYPCOB BHYTPHBEHHOH aHTHOaKTepHalbHOH

TeparnuH.

B Ta6s1.2 npeacraBieHa cxema am6yJiaTopHoro HabJo-
nenus nauueHToB. CxemMa Mo3BoJISIET BCECTOPOHHE MOHH-
TOPHPOBATh cocTosiHWe maureHTa. Ocoboe 3HaYeHHE MBI
npuiaeM KOppeKUHH H 06CYXAEHHIO AajbHEeHLIero Jeve-
HUS ¢ nauueHTOM, Gecefla MPOXOAMT B (opmMe HHAHBHAY-
anbHoOro 3aHsitis. [IpH 3TOM HeoOXOAMMO YYHTHIBAThb
noTpe6HOCTb GOJMBHOrO K 60JbLIEH CaMOCTOSITENIbHOCTH,
HE32BHCHMOCTH OT pOJAMTEJEH MPH KOHTPOJHPOBAHHH
cBoero 3abosieBaHHS.
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Tabnuuya 2

Cxema ambynatopHoro BefaeHus 60snbHbIX o6cnenyemMoi
rpynnbit (n=18)

Mpu Heobxo-
ANMOCTH

PerynspHbiii
BU3UT

Exeroaxo

XKano6bl, aHamHes +
KnuHunyeckuin ocMoTp 3

KoHTponb HaBbIKOB
KMHe3uTepanuu %

CnupomeTtpus +
Boaunnetuamorpadusa

Mwukpobuonornyeckuii
aHanu3 MOKpPOTbI +

PeHtreHorpadus opraHos
rPYAHON KNeTKu + +

Y3U opraHos G6pioLHOM
nonocTu + +

Oxokapavorpadus +

Buoxumuyeckuii aHanna
KpOBU +

O6cyxneHve nnaHa
DanbHenwen tepanuu +

K coxasieHuio, Bce nepeyHc/ieHHble METObl He MOTYT
npepBaTh NMpOrpagueHTHOro TeyeHus MB — 3a ueTwipe
roa B KJIMHHKE CKOHYAJHCb 4YeTBepO OOJBHBIX OT Mpo-
IPECCHBHO HapacTalolleH JAbXaTeJbHOH HeJoCTaTOYHOC-
TH Ha (POHE MOCTOSIHHO PeLMAHBHPYIOLIEr0 THOHHO-BOC-
MaJuTeJbHOrO MpoLecca B JIETKHX.

Tem He MeHee, YETHIPEXTOAHYHBIN ONBIT JeyeHHsi MB
MOKa3bIBAET, YTO aKTHBHBIH M MOCJIEI0BATENbHBIH MOAXOA
K JIeYEHHIO MO3BOJISIET CTaOMIM3HPOBATh COCTOSIHHE Ma-
LIMEHTa fa)k€ NPH HCXONHO HHU3KHX KJIHHHKO-(QYHKIHO-
HaJIbHBIX MOKa3aTeJssX.

[TonTBepXKAEHHEM 3TOMY CJIyXKaT pe3yJbTaThl peTpoc-
MEeKTHBHOrO aHajli3a KJIWHUKO(YHKIHOHAJBHBIX Xapak-
TEPUCTHK 7 GOJIbHBIX — 2 MYXUYHH M O JKEHILUHH, HaXo-
asiMxess Ha JedeHud ¢ 1993 r. Ux cpegnuit Bospact
paBusietcs 24 romam (21—35 ser), nsiTepo SBASIOTCS
HOCHTEJISIMM CHHETHOMHOH NaJIoYKH, y OIHOrO MalHeHTa
BuifeseHa Borcholderia cepacia; naTepo NauHeHTOB §iB-
asioTes KomnayHaamu no AFS508.

Mupeke Macchl Tesa y 3THX NAaUHEHTOB ObUI paBeH

17,5; anamornyHblii nokasarteab B 1997 rony — 17,2
1997 | 122
1996 | 17,5
1995 | 17,4
1994 | 17,3
1993 | 17.5 BMI, xr/m2
10 15 20

Puc.1. [luHaMuka POCTO-BECOBbLIX COOTHOLUEHWI B rpynne ANUMTENnbHOro
Habnionenus (n=7).
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Puc.2. PeTpocneKkTUBHbIA aHanua nero4Hon yHkuuu B rpynne GonbHbIx
anuTensHoro Habnioaenus (n=7).

CTaTHCTHYECKH NOCTOBEPHOTO PA3/HUHS MEXAY STHMH
uippamu Het (puc.l.).

AHasorHyHasi KapTHHa BO3HHMKJIA NPH PETPOCIEKTHB-
HOM aHaJIM3e noKasaTteser 6oaunieTnamorpaduu. Mexop-
Hble LHQPHI, BHISBJSIOLIHE BhIpaXKeHHbBIE 06CTPYKTHBHEIE
H PECTPUKTHBHBIE U3MEHEHHS! Ha (pOHEe TMMnepHHOIALNHH
y BCeX NMalMEeHTOB, He NpeTepresNd CTaTHCTHYECKH H0C-
TOBEPHOrO M3MEHeHHs 3a TpH roaa (puc.2).

[IpencraBieHHble JaHHbIE CBHIETENLCTBYIOT O TOM,
YTO MMOCTOSTHHOE W aKTHBHOE KOMITJIEKCHOE JieYeHHe 60Jlb-
HbIX MB npHBOAHT K CTaGHJIM3aLMH COCTOSTHUS 6OBHOTO
MB 1 nosBossieT NPHOCTAHOBHThL NMPOrPECCHPOBaHHE 3a-
6oneBaHusi. Kak nokaseiBaeT MHPOBOH KJIMHHUYECKHH OIBIT,
TaKyIO 3aflayy MOXXET PELIHTb TOJNbKO ClelHaJIu3HPOBaHHbII
ueHTp. Tak kak MB 3aHWMaeT cBoe MecTO B psay
HO30JIOTHH B3pOCJIOr0 BO3pacTa, HEOOXOAUMO CO3JaHUE
CeTH Takux ciyx6 B Poccuu.
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