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MyKOBUCLIMIO3 — OJHO M3 HanboJiee YaCThIX MOHOTEHHO HAC/IeAyeMbIX 3a00/IeBaHNUIA C TTOJIMOPTaHHON MaHUde-
crauueil. B PO maHHas MaToIOrUs SIBISIETCS BaXKHOUM MEAMKO-COLMATbHOM IIPOOIEMOI, YTO CBSI3aHO C PAHHEN UH-
BaJIMAU3aLIME, HEOOXOAMMOCTBIO IIOCTOSIHHOTO JICYEHUST U aKTUBHOTO AMCIIAHCEPHOI'O HAOJIIOAEHHUSI, a TAKXKE C
Mpo0JIeMON paHHE IMATHOCTUKU. B cTaThe KpoMe MCTOPUYECKOIO OUepKa, SMUAEMUOIOTUM, STUOJIOTUM, KJINHU-
YECKOM KapTUHBI U OCJIOXHEHUI MYKOBUCLIMI03a OCBEIEHbI BOIIPOCHI 0a30BOM Teparyu 00JIbHBIX MyKOBUCLIMIO-
30M, COBpEMEHHbBIE TEPAIeBTUYECKUE CTPATErUH, IIPOOIEMbl PAHHEN JUATHOCTUKU U BeeHUsI OOJIbHBIX.
KimoueBble c10Ba: myxosucyudos, mymayuu eena MBTP, nomoesbiii mecm, CKpUHUHe HO80POINCOCHHbIX, NPOMUBOEOCN A~
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CYSTIC FIBROSIS: CURRENT ASPECTS OF DIAGNOSIS AND TREATMENT

N.I. Kapranov, A.M. Radionovich, N.Yu. Kashirskaya, V.D. Tolstova
Research Clinical Department of Mucoviscidosis, Medicogenetic Research Center,
Russian Academy of Medical Sciences, Moscow

Mucoviscidosis (cystic fibrosis) is one of the commonest monogenically inherited diseases with the manifestation of
multiple organ dysfunctions. In the Russian Federation, this pathology is an important sociomedical problem, which
is associated with early disability, a need for continuous treatment and follow-ups, and the problem of its early diag-
nosis. In addition to the background, epidemiology, etiology, clinical picture, and complications of mucoviscidosis,
the aspects of its basic therapy, current treatment policy, and the problems of early diagnosis and management are
outlined in the paper.
Key words: cystic fibrosis, transmembranous transport regulator of cystic fibrosis gene mutations, sweat test, neonatal
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MyxkoBuctmnos — MB (mucus — ciusb, viscidus — BSI3KUit) — BaxkHBIM OTKpPBITHEM TATHIAECATHIX SIBUJIOCH OOHApyXe-
HauboJjiee yacToe MOHOTEHHOe 3a00JieBaHUE C TMOJTUOPTraHHON Hue P. di Sant’Agnese TOBBIIIIEHHOTO COAEPXKAaHMUS XJIOPUIOB B
MaHudecTalyei, MeeT OOJIbIIYI0O MEAUMKO-COLMAIbHYIO 3Ha- note 6ombHBbIX MB Bo Bpemst xkapsl B Hpio-Mopke (TernioBoi
YUMOCTbD B psifie pPa3BUTHIX CTpaH, BKiIrouast Poccuto [1—3]. KOJIJIATIC y TPYAHUYKOB). [TOTOBBIN TECT CTall «3010THIM CTaH-

WcTopua sonpoca JapToM» TIpVWXW3HeHHoU muarHoctuku MB [4]. B 1989 r

B 1938 1. D. Andersen, maronoroanatoM u3 Heio-Mopk- rpynna noja pykoBoactBoM L.-C. Tsui, E. Collins u J. Riordan

CKOM J1eTCKOI OOJBbHMIIbI, OMYyOJMKOBaJIa TIEPBOE MOAPOOHOE uneHTuduIMpoBasa reH MB, Komupylomumii 6e10K TpaHCc-
ommucanue MB. B cBoeit pabote «Cystic fibrosis of the pancreas MeMOpaHHOTO perynstopa nposoaumoctu (MBTP), uro crio-
and its relation to celiac disease: a clinical and pathological CcOOCTBOBAJIO TOYHOM IMArHOCTUKE, OMpPeaeIeHUI0 HOCUTEIeH

study» oHa omucana xapakTepHbIe MATOJIOTMYECKUEe U3MEeHe- TeHa, a TAKXe /1aJI0 BO3MOXHOCTb I0PO/IOBOI TMAarHOCTUKU U

HUS TIOJIKETYIOUHOM Xese3bl. B Te ronbl moaraau, 4To OpoH- ckpuHUHTa (Taodu. 1) [4, 5].

XOJIETOYHbIE HAPYLIEHUST — 3TO CIEACTBUE BBIPAXEHHOW Maslb- B nocnenHue roasl OTMEUEH 3HAUUTENbHBIN POCT KOJIMYE-

abcopbumm, ocooeHHO BUTamuHa A. Ho 10BOJIbHO CKOpO ObI- cTBa 001BHBIX M B MoapocTKOBOTO, FOHOIIIECKOTO BO3pacTa 1

JI0 oKa3aHo, uTo MB — 6oe3Hb TeHepaTM30BaHHOTO XapaK- B3POCJIBIX, YTO CBUIETEIBCTBYET O €T0 TpaHC(HOpPMallUK W3,

Tepa C ayTOCOMHO-PELIECCUBHBIM TUIIOM HacjaeqoBaHUs [4]. 6e3ycioBHO, (haTtanbHOro 3abosieBaHMs AETCKOTO BO3pacTa B
C HavanoMm 3pbl aHTUOMOTUKOB (cepennHa 1940-x ro- XPOHUYECKYIO MATOJIOTUIO B3POCbIX.

JIOB) CBSI3BIBAIOT OIIEJIOMJISIIONINE Pe3yTbTaThl B JIEYCHUU Jnupemuonorna MB

MB, korna Bnepbie Paul di Sant’Agnese mpuMeHU TEHU- Yacrora MB 3HaunTeIbHO BapbUpyeT B 3aBUCUMOCTU OT

muaiuH. Haubonee pacmpocTpaHeHHBIM OaKTepUaTbHBIM 9THUYECKOW MPUHAUICKHOCTU U/WIN reorpacduyecKoil 30HbI

MaTOTeHOM Ha TOT MOMEHT ObLT MEHULIWJUIMHYYBCTBUTEb- (Tabi. 2); B Poccuu oHa cocrassieT 1 cirydait Ha 4900 HoBOpo-

HbI S. aureus [4]. JKIEHHBIX.
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Ta6muua 1. OcHo6Hble 9manv. 6 npobaeme u3dyueHus mykoeucyudosa [4]
Ton Hccnenoparenn Bkaan B npo0Jemy u3yueHnsi MyKOBHCIHMIO3a
1938 D. Andersen [TepBast MmoHorpacdusi mo MB, rae natosiorust BriepBblie BblAeIeHA
B CAaMOCTOSITEJIbHYIO HO30JI0TMUECKYIO eIMHULLY
MO/ HA3BaHUEM «KUCTO3HBIN (hUOPO3 MOAKETYI0YHOI Kele3bl»
1944—1946 S. Farber TIpeayioxeH TepMUH «MyKOBUCLIMIO3»
1953 P. di Sant’Agnese OTKPBIT MOTOBBIN TECT
1959 P. di Sant’Agnese TlepBoe onucaHue B3pocibix ¢ MB
1982—1983 M. Knowles, P. Quinton OrnucaHa HEMPOHUILIAEMOCTb JUISl HATPUSI U XJ1opa
1989 L.-Ch. Tsui, E Collins, J. Riordan OtkpbiTe TeHa MB
1993 R. Crystal Pa3paboTka MeTOI0B reHHO# Teparnuu
1998 V. Baranov Pa3paboTka MeTOIOB reHHOU Tepanuu B PO
2001 Tpu Bemyiine Uccaea0BaTeIbCKIE TPYIIITBI KinHnveckue nccienoBaHs HOBBIX STHONATOTEHETUYECKUX CPE/ICTB
B Benuko6puranuu (London Imperial College,
Oxford University u Edinburgh University)

Tabnuua 2. Yacmoma MB 6 paznbsix cmpanax
Crpana Yacrora ciayyaeB (Ha KoamuectBo CrpaHa Yacrora (Ha KOJIMYECTBO

HOBOPOKIEHHBIX) HOBOPOKJIEHHBIX)
Dunnanans 1:25 000 DpaHnus 1:2350
Typuust 1:10 000 IIseitapus 1:2000
[IBenust 1:7300 otnannus (Benukoopuranust) 1:1984
IMonpira 1:6000 Wpnanous 1:1800
CesepHast Upnannus (BeaukoOputaHust) 1:5350 Mekcuka 1:8500
Poccust 1:4900 Bpasunus 1:6902
Hanust 1:4700 Yumm 1:4000
DCTOHUS 1:4500 Ky6a 1:3900
Hopgerus 1:4500 OAD 1:15 876
Hunepnanmbt 1:3650 Baxpeiin 1:5800
Tpenus 1:3500 Wnnus 1:40 000—100 000
Wcnanus 1:3500 Snonus 1:1 000 000—350 000
Tepmanus 1:3300 CLIA 1:3500
Yeuickast Pecrybnmka 1:2833 ABcTpanus 1:2500
BenukoOputanust 1:2600 IOxHas Adpuka (apprkaHCKOe HaceJIeHUe) 1:7056
Wranust 1:2438

Report of a Joint Meeting. The molecular Genetic Epidemiology of Cyctic Fibrosis//WHO/HGN/CF/WG/04.02

MB TpaaMImoHHO paccMaTpUBaeTCsl KakK JAeTcKasl MaTo-
Jorusi, onHako B Poccuu B 2005 1. 107151 B3pOCabIX BhIpOC/a Ha
40% w cocraBuia 26,4% (puc. 1).

B BenukoOputaHuu cpemnHuii Bo3pacT 1246 B3pOCIbIX
(crapuue 18 net) 6oabHbIx MB coctaBui 25,5 roga, 30% umeior
[MapTHEPOB; 110 TSLKECTHU 3a00/1eBaHus: 29 % — JIerkasi, CpeIHsIst
— 64% u Tsxenass — 7%. 47% W3 OoNpOILIEHHBIX pabOTAIOT U

MoJTyvarot 3apruiary, 13% — Ha moGpOBOJIbHBIX Havanax. M3-3a
COCTOsIHUS 310pOBbst 42% He pabotatot, 40% — cTyneHTHI [4].

JlaHHbBIE JIATEPATYPHI ¥ HAIM COOCTBEHHBIE HAOTIOMEHMSI
(puc. 2) CBUIETEIBCTBYIOT O 3aMeUIEHUM TEMITOB POCTa CpeIHEe
MPOAOJIKUTEILHOCTH XU3HU 00J1bHBIX MB, uTO IMKTYeT HE0O-
XOIUMOCTD IIEPECMOTPA CTPATErMK Y TAKTUKY OKA3aHMS MEI-

KO-COLIMAJIbHOM MOMOILLIU JAHHOMY KOHTUHIEHTY OOJIbHBIX.
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dtHonorua

B Hacrosiee Bpemst BeisiBiieHO 6osee 1300 myTalmii reHa,
OTBETCTBEHHOI'O 32 MHOT000pa3ue KIMHUYEeCKOU KapThuHbl M B
[1, 6]. MHOrOLEHTPOBBIE MCCIIEIOBAaHMs, MTPOBEACHHbBIE B 17
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Puc. 2. Cpeonsis npodoascumenvrocmo swcusnu 60avhvix MB ¢ Mockee

HIAUHUULUUCT

ctpanax LlenTtpanbHoii u Boctounoii EBporisl (¢ yuactuem poc-
CUICKMX YYEHBIX), ONpeae/uau 33 yacTble MyTalluU, UMEIOIINe
BaxKHOE IMAarHOCTUYECKOe 3HaYeHue Uisl 3TuX cTpaH. Kitaccu-
dukanys MyTauuii 1 uX MocaeCTBUS TIPEACTaBIeHBI Ha pucC. 3.

B P® naubGonee yacto BcTpevyaroTcsl CISAYIONINe MyTa-
umu: F508 del (52,2%), CFTR dele 2,3 (21kb) — 6,08%,
N1303K (2,24%), W1282X (2,16%), 2143 delT (1,9%), 2184
ins A (1,54%), G542X (1,65%), 3849+10kb C—T (1,98%),
R334W (0,89%), 1677 delTT (0,74%), L138ins (0,66%), 394
delTT (0,64%); Bcero Ha WX IOJIO MPUXOAUTCST OKoJIo 75%
HCCIIeTOBAHHBIX MyTAaHTHBIX XPOMOCOM.

JlocTrxxeHust B 00J1acTu reHeTUKU M B o4yeHb BaxkHbI He
TOJIBKO [UTSI AMATHOCTUKY U U3YUEHUsI 0COOEHHOCTE KITMHU -
YECKOU KapTUHBI 3a00JIeBaHUS, HO U ISl pa3pabOTKU TeHHOM
Tepanuu, HOBBIX (PapMaKOJOrM4eCKUX OMOTEXHOIOTMUECKUX
npenapatoB. Bo3amozkHa Takke repBuYHast MpopuIakTukKa —
IOPONIOBasl TUATHOCTHKA B CEMbsIX, yKe MMEIOIINX JIeTeil ¢
MB, uto B HacTosIee BpeMsl IPOBOJUTCS B Psific perMOHallb-
HbIX LIeHTpoB M B (Mocksa, Cankr-IlerepOypr, Tomck, Ya,
HoBocubupck, PoctoB-Ha-Ilony, KpacHonap, KpacHosipck,
BnaguBoctok u ap.).

Rnunnyeckan KapTuHa

[Mpu MB nopaaltorcst Bce )XKM3HEHHO BaXKHbIE OPTaHbI 1
CHUCTEMBI, TIPEXJe BCEro ciu3eodpasyloline: OpoHX0Ieroy-
Hasl, TernaToOMINapHasi, XeIyI0UYHO-KUIIIeUYHbI! TPaKT, MO/~
KeJyIovYHas XKeJe3a, YPOreHUTAbHBIN TPaKT, Tle BI3KOCTh
CEKPETOB 3aTPYyAHsIET MX 3BaKyaluio (puc. 4).

Bponxosierounsie HapynIeHus

B ximHWYecKoil KapTWHEe MTOMUHUPYIOT OPOHXOJIEerod-
Hble U3MEHEHUSI, OTpeJesisisl TeUeHUe OOJIe3HU U MPOTHO3 Y
95% 60nbHBIX. OGBIYHO yKe B TIepBbIE HEMlEN y OOJIbIIeH ya-
ctr 60sibHBIX M B HaOmonatoTes Kauiesb, PUCTYIIbl yAYILIbS,
olblllika, MHorAa pBota. Kaiieab 0ObIYHO YCUIIMBAETCSl HO-
YbI0. DTU CUMIITOMBI CBSI3aHBI C HapyIIeHNEeM MYKOLMINAp-
Horo TpaHcropta. CouyeTaHWe TUIIEPCEKPELMU Ype3MEPHO

MQM g
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Hopma OTCyTCTBHE CHHTE3A

G542X, W1282X, R553X,
2143delT, 1677delTA

Hapymenne npoBoauMocTi
R117H, R334W, R347P

Hapywmenue peryasuumn
G551D, G1223E, S1255P

Hapymenue co3peBanus
dF508, N1303K,
S5411, S549R

CHIKeHHe CHHTe3a
A455E, 3849+10kbC—T

BSI3KOM MOKPOTBI ¢ HapyIllIeHUEM K-
peHca GPOHXOB BeleT K MYKOILIMJIMAp-
HOU HEIOCTaTOYHOCTU, 3aCTOI0 MOK-
POTBI B MEJKHUX AbIXaTEIbHbIX MYTSIX.
Kak mpaBuiio, BocaJuTeIbHOMY TTpO-
11eccy B OpOHXax IMpeIIecTByeT BUPYC-
Hoe (pecnupaTOpHO-CUHUUTHATIbHBIE
BUPYCHI, aICHO- ¥ PUHOBUPYCHI, BUPY-
CHI TPUIIA, TIaparpuIina) mopaxeHue
HOCOIJIOTKM, TOPTaHU, Tpaxeu, Heus-
0e>XHO Beaylliee K ThOen KIeTOK Mep-
1IaTeJILHOTO STUTENHST, YTO OTKPHIBAET
nyThb 0akTepuanbHoii (iiope. Pa3BuBa-
eTCS TIOPOYHBIN KPYT: OOCTPYKIIUS —
BOCTIAJICHUEe — Ype3MepHast CEKPeIrst
MOKpPOTbI. MyKoOCTa3 U XpOHMYecKas
OpoHXUMaTbHast MH(MEKIINST CTAHOBSITCS
GoHOM MJIST TTOBTOPHBIX PECIIMPATOpP-
HBIX 3ITU3040B: OPOHXUOJIUTOB, OPOH-
XUTOB, TTHEBMOHUIA.

OcobenHocmu MUKpoouos0eu1ecKko-

Puc. 3. Mymayuu MBTP u ux nocaedcmeus

4y

20 neii3asca OPOHXUANbHO2O ceKpema y
boabHbIX MyKosucyudozom. Haumbomnee
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XapaKTePHBIMU MUKPOOHBIMU areHTaMK1 OPOHXUAILHOTO CEK-
peta sBistiotes S. aureus, H. influenzae u P. aeruginosa (Myko-
UIHasi U HeMyKouaHas opma). B mocienHee Bpemst Bo3pociia
ponb Burkholderia cepacia, xapakTepusylouieicst OJIMpe3u-
CTEHTHOCTBIO K aHTUOMOoTUKaM, E. coli, Klebsiella pneumonia,
Stenotrophomonas maltophilia, Acinetobacter anitratus n psina
IPYTMX MUKPOOHBIX areHToB |2, 3, 7, §].

IlaToreHes xpoHuuyeckoii jerouHoit uHdexuuu P. aerugi-
nosa npu MB xnaccudunmpyercs kax 111 tun peakiuu runep-
YYBCTBUTEJIBHOCTH, XapaKTePU3YIOIIMIACS MPOAYKIIUEH aHTH-
TEJI TIPOTUB OOJIBIIOTO YKciia GaKTepUaTbHBIX aHTUTEHOB, M-
MYHHBIX KOMILIEKCOB U 0OJIbIIOrO Yynciaa HelTpoduios [9, 10].
Kononusauust P. aeruginosa BbI3bIBaeT BEIPAXKEHHbBIN BOCIIAIN-
TEeJIbHBII OTBET, COMPOBOXAAIOIINICS BBICBOOOXAEHUEM 00JIb-
1IOTO YKMcia LIMTOKMHOB, TaKMX Kak MHTepiaeikuH-8 (MUJI-8),
KOTOPBIiA SIBJISIETCSI XeMOATTPAKTAHTOM

KO#1 (popMbI B MyKOUIHYIO, YTO, B CBOIO OYepe/Ib, IOBBIIIAET
PE3UCTEHTHOCTD K aHTMOMOTUKaM. Bce 3To puBOIUT K HE00-
XOIMMOCTH IPEPBATh IPOLIECC Ha CTaAUM HaYaIbHOM KOJOHM -
3auuu (puc. 5).

KiuHuyeckue vicciieoBaHUS 110 BIMSTHUIO arpecCUBHOMN
aHtTuounotukorepanuu (AT) npu nHbULKUpPOBaHUU P. aerugi-
nosa, HadaTbie B 1980-¢ roabl, mokasanu, uro AT moxeT 6J10-
KMPOBaTh WM T10 KpalfHeil Mepe 3aMeUTUTh TTepeXol OT paH-
Hel KOJIOHU3ALMKU K XpoHUUYecKoi nHpekuuu. OHa BeaeT K
3HAYNUTEILHOMY YMEHBIICHHMIO 4acTOThI BbICeBaeMocCTu P.
aeruginosa 'y 601bHbIX M B, 60Jb111a51 4aCTh KOTOPBIX JUTUTESb-
HOE BpeMsI MOXET OCTaBaTbCsl CBOOOAHOM OT MHpeKuuu P.
aeruginosa. ECTb maHHBIE O TOM, YTO MaKpOJUAbl 3 (PEKTUB-
HO YTHETAIOT CIIOCOOHOCTD P. aeruginosa mpomyliupoBaTh ajlb-
ruHar [14].

HeiitpoduoB. M3HayaabHO HEMYyKO-

|~

WUIHbIEC IITAMMbI BCKOpPE TpaHChOopMu- CuHycuTBI | [lomumer Hoca
pYIOTCSI B MyKOWIHBIE ¢ (hOpMUPOBa- 1“""-,.\__ ot
HUeM OuoduibMa BOKPYT MUKPOKOJIO- ; Thgets _l__5.-|;""'- ITosTopHbie
. TactpoazodareanbHblit ; pecrpaTopHbIe
HMI, YTO [Ie]1aeT UX PE3UCTEHTHBIMU K S, A
(baroumtam ¥ OorpaHMYMBAET MEHETpa poumoxe iy STHSOIE!
(OPBMU, GpoHXUTHI,
LI1I0 aHTUOMOTUKOB [10]. TTHEBMOHITH)
‘1 bl
P. aeruginosa BcTpeuyaeTcs MOBCIO- JlerouHoe cepaiie | -——-..E____‘_____' .---‘“"F'f MIPUBOAIIIE
Iy, TJIe OOUTAET YEJIOBEK, OKPYKEHHBII e b o i K XPOHUYECKOMY
| R
BOAHBIMU pe€3epByapaMu, U SIBJISIETCS BuinapHbii [ i OpOHXOJIETOYHOMY
OTITOPTYHUCTUYECKUM  TTaTOTEHOM. LHPPO3 TIeUeH —— o ' fiponecey
Penko oHa uzonupyercs OT 300pOBbIX [
it. TIpu MB P. aerugi JacT 1 \
Jone p aeruginosa 4acto OKBHBANCHT HenOCTaTOH?OCTb
BbICEBAETCS U3 MOKPOTBI M/WUJIU KU~ MEKOHHATBHOTO HeyCa 1 TOKENTYI0YHOM XKeJIe3bl
KOCTU OpOHXOAJbBEOJISIPHOTO JIaBaxa | _E

BO BCeX BO3pAcTHBIX rpymmax [11—14].
Peructp CIIA mnoxaszan, yto y 1/3

| BapabaHHble asouKku |

MB-3aBUCUMBIIi
caxapHblii 1uadet

0OJIbHBIX B Bo3pacte 2—5 et u'y 82%
B Bo3pacte 26—30 jieT B OpOHXMANb-

Brinazenue

HOM cekpetre oOHapyxuBaeTcsi P.

| Myxckoe Gecriionue |

MPSIMOW KULLIKHA

S

aeruginosa [11].

XpoHuveckoit uHbexkuuu P
aeruginosa TPEAILLIECTBYIOT MeCSLbl U

Puc. 4. Kaunuueciue nposienenus MB

Jaxke TOAbl MHTCPMUTTUPYIOIICH WU
HM3KOI CTeTIeH! KOJIOHU3AlNK, KOTIa
CUMIITOMATUKW OaKTepuaJlbHOU WH-
(beK1IMM HIKHUX IBIXaTeJIbHBIX TTyTel
0O COBCEM HET, 1100 OHa cJ1abo BBI-
paxkeHa. [loBbllieHe YPOBHS Crely-
(ryecKuX aHTUTET MOXET OTpaxaTh
AHTUTEHHYIO Harpy3Ky W3-3a TpOJIu-
¢epaTUBHOrO pocTa MUKPOKOJOHMIA P.
aeruginosa.

P. aeruginosa npu MB cyiectBeH-
HO yXyamaeT (yHKIMIO JIETKUX; €€
SpaJurKalys BO3MOXHA TOJIbKO Ha CTa-
U paHHEeW KoJloHW3auuu; P. aerugi-
nosa obnanaet rurnepMyTadesIbHOCThIO,

Poxnenue
pebeHka

I mocen
P. aeruginosa

MyxkounHocts (?) P. aeruginosa

AHTuTeNa npotus P. aeruginosa (?)

TTocnenoBaTeabHbIC MOJTOXKUTEIbHbIC

II moceB rnocessl P. aeruginosa

P. aeruginosa

OTpuuaTebHbIi
moceB

KOTOpasi 4pe3BblUAliHO yIydllaeT ee
aJlanTaiunio K JIETOYHOI cpene, 00er-

WHTepMurTupyoas
KOJIOHM3ALIHSI

XpoHuuecKast
WHMEeKIMs

YaeT XpOHU3AIMIO Mpoliecca, Crocod-
CTBYET paHHe# TpaHchopMaluu TJiaj-

Puc. 5. Dsonroyus ungpexyuu P. aeruginosa npu MB
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Puc. 6. buruaprutii yuppos newenu y peberka, 6oavhoco MB
(YKa3aHvl epanuybl y8eAUHeHHbIX NeHeHU U CeNe3eHK )

Hyrputushslii cratyc 6onbHpix MB

OneHke ¢dusuyeckoro craryca npu MB npupaercst or-
pomHoe 3HaYeHne. CHUKEHME TEMIIOB POCTa WJIA TTOTepst Mac-
CHI TeJa SIBJISIeTCS] MHIMKATOPOM HeOJIaroImoydusi TP 3TOM
3a007eBaHMU. MHOTHMU aBTOpaMu Oblla BbISBIEHA TeCHas
CBSI3b MEXAY IMPOMOKUTEIBHOCTBIO XXU3HU M Maccoil Tena.
OrcraBaHue ¢puzndeckoro pasputus rnpu MB onpenensiercs
MHOTUMU (hakTopaMu. [JTaBHBIMU Cpeu HUX MOXHO CYUTATh
XPOHUYECKYIO TTAaHKPEaTUIECKYI0 HEIOCTATOYHOCTb, BEAYIIIYIO
K DHEPTreTMYECKUM TIOTEPSIM CO CTYJIOM, a TakKXke ITOBBIIIeH-
Hble HEPreTUYECKre MOTPEOHOCTH, MOCTOSIHHO YBEJIMUMBAIO-
IIHecs C yXyALIEHUEM JIETOYHOU (PYHKITUU.

HenocraTtouHocTh MUTaHMS HEOIATOTIPUATHO CKa3bIBAET-
Ccsl Ha TeYEeHUU OPOHXOJIeroyHoro rnpoiecca. IlokazaHo, 4To
HelloenaHue MPUBOIUT K OCIA0JICHUIO TbIXaTeIbHBIX MBIIIIII,
HapyIaeT perapanuio IbIXaTeTbHBIX ITyTell U COPOBOKIAET-
cs1 iucyHKIMENH MIMMYHHOM cuctemsl [15].

TTombITKM YITy4IIATE HYTPUTUBHBINM CTATyC BIUIOTH JIO TTO-
CTOSTHHOTO T0OABJIEHUST CHIBOPOTOYHOTO THIpOJIM3ara Oejka ro-
BSIIMHBI, TTOJIMMEPOB ITIOKO3bl U CPETHELIENOYSUHBIX TPUTIHLIC-
punoB (Tak Ha3biBaeMasi nueta Allan) He maBaiy XKeJaeMoro pe-
3yssTaTa. TobKO ¢ pa3paboTKOM U BHEAPEHUEM KUCIOTOYCTOM-
YUBBIX MaHKpeaTUuecKuX (bepMEHTOB Y MHOTMX OOJIbHBIX ObLIU
MOJTy4eHBI BIICUATIISIIOIIME PEe3YbTaThl, M 3TO TTO3BOJIWIO JdaXKe
PEKOMEHIIOBaTh OOJILHBIM HOPMAaJIbHYIO (IO COMEPXKAHMIO K-
poB) nuiiry. OTMEUYEHO YJIydllIeHUe TI0 YPOBHIO 3CCEHIMATbHbIX
JKUPHBIX KMCJIOT, XOTS MX TOYHAsI pOJIb ellie He orpeneacHa [4].

[IpoBeneHHbIe HaMK KIIMHUYECKIE HAOTIONEHWST CBUIETEIb-
CTBYIOT O CHMKEHUU Macchl Tena 'y 70% o0cieioBaHHbIX OOTbHBIX
MB, pocta — y 38%, yMEHBILICHUN MBIIIEYHON CUIbl Y 86%.
CpenHue mokasatesin (hU3MUeCcKOro pasBUTHst y 365 GOJbHBIX B
Bo3pacTe oT 2 Mec 10 18 ner, HaOmonatoiyxest B Poccuiickom
neHTpe MykoBuciao3a (Mocksa), B 2002 T. 1o Bceii Tpyrie co-
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craBumn 83,4+4,2% no macce u 97,3+1,8% 1o pocty oTHOCHU-
TEJTbHO CPETHMX MToKa3aTes el 3MOPOBBIX IETEi TOTO JKe BO3pacTa
U nojia. Macco-pocToBoii uHaeKe (akTuyeckas mMacca / uae-
aJibHast Macca 1o pocty 1 oy x 100%) GbUT CHIKEH M COCTABIIT
B cpenHeM 87,512,6%. JIydiie 3Ha4eHIsSI MACCO-POCTOBOIO MH-
JIeKca OTMeYaIMCh y AeTeit B Bo3pacte 4—6 siet (90,3142,20%), a
TaKKe Y MAJIbYMKOB T10 CPaBHEHUIO C ICBOYKAMM.

ITo HammM TaHHBIM, Y 95% GOJIBHBIX BCTpeUaeTCs 9K30-
KpPUHHAs1 HEAOCTaTOYHOCTh MOKEIYA0YHOI XKeJle3bl, KOTO-
past TIpOSIBJISICTCSI B OCHOBHOM HapyIlIeHUEM aCcCUMMWISLINU
JKMpa U cTeaTopeeit Toi iy nHoi creneHu. HapyieHue cry-
J1a BCTPEYAETCS YKE C MEPBBIX JHEN KU3HU y 47%, a K rony —
y 77% GoabHbix MB [15].

ITopakeHne renaToOUINAPHOI CHCTEMBI

[TopaxeHne renaToOMIMAPHON CUCTEMbI SIBJISICTCS TIpsI-
MBIM CJIEICTBMEM OCHOBHOTO Aedekrta pu MB. [pusHaku
(ubpo3a B eYeH TOI WIIM MHOM CTETIEHN BCTPEYAIOTCS Ipa-
KTUYECKH Y BceX 00abHBIX MB, a' y 5—10% 6GoabHBIX TIPUBO-
IISIT K Pa3BUTHIO OMJIMAPHOTO IIMPPO3a MEUYEHU C CUHAPOMOM
TMOPTAJTLHOW TUTIEPTEH3WH, TPEOYIONEro XUPYPTUIECKOTO
neyeHusd |8, 16]. Dxorpadpuyeckre M3MEHEHMsT TeMaToOOMIN-
apHOI CUCTEMBI BbISIBJIEHBI HAMK Y 92% 0G0bHBIX. 2KeTuaHOo-
KaMeHHas 00Jie3Hb oTMedaiach y 1,9% GoJIbHBIX, IPUYEM Ya-
CTOTa XOJIeIuTUA3a He 3aBrceia OT 10J1a, HO HapacTaa C yBe-
JIMYEHUEM BO3pacTa MalueHTOB. Tak, 10 6 JIeT XeTd4HOKa-

MeHHasi 00JIe3Hb He BCTpevyaslach HU Y OJTHOTO peOeHKa, B BO3-
pacte ot 7 1o 14 netr — y 2,3%, crapue 15 et — y 4,1%. U3
423 nereit, 6onbHBIX MB, v 9,5% 110 1aHHBIM KOMILJIEKCHOIO
KIMHUKO-(YHKIIMOHAJILHOTO 00CIenoBaHUs OBIT BBHISIBIICH
OMJIMAPHBIM LIMPPO3 MEYEHU, OCIONKHMBIIMIACSI CUHIPOMOM
MopTajbHOM TunepteH3un y 54% nauuentoB. CpeqHUil BO3-
pacT yCTaHOBJICHUS AUATHO3a IIMPPO3a TTeYeHU 110 BCel TPyTI-
e coctaBui 8,5 rona (ot 3 et 3 Mec 1o 14 net 7 mec) (puc. 6).

Bospact pa3BuTtusi cMHApPOMa MOPTAIbHON TMIIEPTEH3UH
KoJjebaics ot 4 siet 1 Mec o 14 et 6 mec.

Luppo3 nevyeHu OCIOXKHMIICS MEYSHOYHOM HEeI0CTaTou-
HOCTBIO TOJIbKO y 3 HabMogaeMbIX 60JbHBIX. YacToTa nHpu-
urpoBaHus Bupycamu reratuta B u C cocrasuna 3%, uro nu-
KTyeT HEOOXOAUMOCTbh MX CIeLM(pUUecKoi mpopUIakKTUKU.
[Tpu pa3BuTHM CUHAPOMA MOPTATLHOW TUIIEPTEH3UU U BapH-
KO3HOro paciupeHust BeH nuieBoga [I1—IV crenenu nmoka-
3aHa YaCTMYHasl pe3eKLus cene3eHKu (puc. 7).

WHtecTuHanbHble HapyuieHuss npu MB npencraBisiioT
co00ii KOMOMHAIIMIO HAPYIIEHHOM XJIOPUIHOMN CEKpeLuu, KO-
Topasl BeleT K JAeruaparallMy KUILIEYHOTO COAEPKMMOro, U
MOBBIIIEHUST cln3eo0pazoBaHusi. [loBbIIIEHHOE BBIIEICHNE
KeJTyIouHOTo coka (mMmetoreecs y 70% 6oabHBIX MB) Ha do-
HE CHUXXEHHOTO KOJIMYeCTBa OMKapOOHATOB B COKE MOJKENY-
JIOYHOI XKeJie3bl 00yclIoBIMBaeT HU3KUii pH B nBeHammaTtu-
MepcTHOM Kulke (puc. 8).

M30BITOK BSI3KMX MIMKOMPOTEMHOB M OOKAIOBUIHBIX KJIe-
TOK B TOHKOM KHUIITKE MPUBOINT K CHIDKEHUIO BCAChIBAHUS TTH-
TaTeTbHBIX BelllecTB. Kpome Toro, HabGomaeTcsi CHIKEHHE
CKOPOCTU TIPOABMXKEHUSI COAEPXKMMOro MO TOHKOM KHIIKeE,
BO3MOXKHO, 13-3a HAJIMIUST HeTlepeBapeHHBIX XKUPOB U aMUHO-
KHCJIOT B HIDKHEM OTJIEJIE, YTO MOXET IIPUBOIUTH K YCHJICHHO-
MY POCTY NaTOJIOTMUECKUX OaKTepuii, yCyryossiiolemMy Majibad-
copbuuro [8].
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Mpo6nembl anartocturu MB B Poccun

Huarnoctuka MB B Hameii crpa-
HE 3HAYUTEIBHO OTCTAeT OT Pa3BUTHIX
CTpaH, HECMOTPSI Ha PaHHIO MaHU-
decramuto. Mo manubpM Poccuiickoro
LIEHTpa MYKOBUCILIMI03a, B KOTOPOM
HabmoaaloTes ety 1o 18 jet, Bo3pacr,
B KOTOPOM BIIEpBBIC OBUT YCTAHOBJICH
nuarHo3 MB, B cpeaHeM mo rpymre
coctaBua 2,5+0,6 roma, Torma Kak B
crpanax 3armagHoii EBporel 1 CeBep-
Hoit Amepuku — 11 mec. Ilpu pa3su-
TUM Yy OOJBIIMHCTBA OOJbHBIX KIUHU-
YeCKOil KapTUHBI 3a00JIeBaHUSA YKe Ha
TePBOM IOy KM3HU (KUIIIEYHOTO CUH-
npoMa y 76,6% ¥ pecriupaTOpHOro y
80,2%) nuarHo3 B 3TOM BO3pacTe ycTa-
HaBJIUBAJICS] TOJTBKO Y TPETU U3 HUX.

Juarno3 MB 1o nocienHero Bpe-
MEHU CTaBUJICS, €CJIM OOHAPYKUBAJIN:

* XpOHMYECKU OpOHXOJIeroy-

HBII TIpolecc;

* KMIIIEYHBIA CUHIPOM;

* TIOJIOXKHWTEJbHBIA MOTOBBIN TECT;

* MBy cub6cos.

Jns moctaHOBKM auarHosa MB
JIOCTATOYHO COYETaHUS JIIOOBbIX ABYX U3
9TUX YEThIpEX MPU3HAKOB.

Yenexu B 0051aCTU T€HETUKY TI03BO-

JIWIY pa3paboTaTh HOBbIE KpuTeprun MB:

* OIMH U3 XapaKTEePHbIX KJIMHU-
YeCKHX CUMIITOMOB WK ciiydait MB B ceMbe, i

* TTOJIOXKWTEIbHBINM Pe3yJIbTaT HEOHATATBHOTO CKPUHUH-
ra B CEMbE€ B COYETAHUMU C TTOBBIIIIEHHOW KOHILIEHTpaLU-
eii xtopuaoB mora (>60 MMOJIb/IT), WK

* 2 uAeHTUGUIIMPOBAHHbBIC MyTallUW, WU

* 3HaYCHME PA3HOCTU Ha3aJbHBIX MOTCHIIMAIOB B Mpeae-
nax ot -40 mo -90 MB.

OpnHaKo MpakTUYecKoe MPUMEHEHNe TaHHBIX KPUTepreB

B P® 1o psmy npudmH GbLIO OTIOKEHO.

B 2006 . MB BkIIt0YEH B niepeueHb 3a00JIeBaHMIA, MOIIe-
Kalmx 00s13aTeJIbHOMY CKPUHUHTY HOBOPOXIeHHBIX ([Tpu-
ka3 M3 u CP P® Nel85 ot 22.03.2006). CrenyeT OTMETUTb,
YTO B CTpaHax 3altaja MacCOBBIM CKPMHUHT HOBOPOKIEHHBIX
He TOJIbKO MpUuMeHsieTcs yxxe 6osiee 20 JieT, HO U 1aeT OLLyTH-
MbI€ PE3YJIbTaThl MO COKPAILEHUIO KOJIMYeCTBa OOJBHBIX C
3TOW MATOJOTUEH.

CKPUHMHT UMEET PSIJI TIOJIOKUTEbHBIX CTOPOH, B 4acT-
HOCTH:

* paHHSIS quarHoctTuka MB y nmeteit mo3BosieT ocyle-
CTBJISITh CBOCBPEMEHHbBIE aleKBaTHbBIE JieueOHO-pea-
OUJIMTALIMOHHbBIE MEPOTIPUSITHSI;

* paHHee BblsiBJIeHUEe 00JIbHBIX M B cioco6cTByeT cBOE-
BPEMEHHOMY MEIUKO-TEHETUYECKOMY KOHCYJIBTHPO-
BaHUIO UX cemeit u nopoaosoit JIHK-nuarnoctuke;

* JacT BO3MOXHOCTb OTIPEAeINTh YacToTy MB B pa3sHbIx
perrMoHax CTpaHbI, YTO BaXXHO MJIs1 TUIAHWUPOBAHMUS
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Puc. 7. [lapyuansras cnaensxmomus y nayuenma ¢ MB,
OCNONCHEHHBIM UUPPO30M NeueHU, NOPMANbHOU cUnepmen3ueil U CnieHoMeeanuenl

o0beMa JIe4eOHO-MPOMPUIAKTUUECKONH TOMOIIM 3TOM
KaTeropuu OOJIbHBIX.
OnHaKo B YCJIOBMSIX Halleil cTpaHbl CKPUHUHT HOBOPOX-
JEHHBIX MOXET BCTPETUTHCS C PSIIOM CIIOKHOCTE:

* OTCYTCTBUE UH(PACTPYKTYypbl TOMOIIU 00bHBIM MB B
rnoJasssioleM OoNbLIMHCTBE cyObekToB Denepariu
[oTcyTCTBUE permoHaNbHBIX LIeHTpoB M B, cepTuduim-
pPOBaHHBIX JTA00OPATOPUIA TSI TPOBEICHUST TIOTOBOTO Te-
cTa ¥ TIOTOBBIX aHaIu3aTopoB Tuna «HaHnomakt», «Ma-
kpomakt» (Beckop, CLLHA) nnu «Canacon» (Canacon

% GOJLHBIX
100

93,8
80
60

40

20
6,2
0

TToHwXeHHast

TToBbllIeHHAs

Hopma

Puc. 8. Kucaromnocms xcenydounoeo coxa y 6oavHoix MB,
NOAYHAIOWUX BbICOKUE 003bI NAHKpeamu4ecKux gepmenmos (n=20)




Nlekuuasa

Menrexnuka, Benrpusi)|;

* HEBO3MOXKHOCTb MCIIOJBb30BaHUS MMEIOLINXCS B MUpE
MPOTOKOJIOB CKpUHMHTa Ha M B 6e3 cylecTBEeHHbIX MO-
nudukanuii B Poccnm;

* 00BEKTUBHASI TPYAHOCTh U MHOTOCTYIIEHYaTOCTh CKPU-
HUHra Ha MB 1o cpaBHEHMIO ¢ APyrUMU 3a00JIeBaHUSI -
MM, JIJIS1 KOTOPBIX BEIETCS HEOHATAbHBIN CKPUHMHT.

DT npobIIeMbl MOXKHO TPEOIOJIETh, OTHAKO UIST 3TOTO He-

00X0IMMO OpraHM3oBaTh LeHTpbl M B Bo Bcex cyonekTax dejie-
patuu. LleHTpBbI TOJZKHBI OBITH OCHAIIIEHBI CJIEAYIOLIUM 000py-
JIOBaHWEM: TIOTOBBIC aHaM3aTopkl THIa «HaHomakT», «Makpo-
IakT» 1 «CaHacos» ¢ TOCTaTOYHbIM KOJIMYECTBOM PACXOIHbBIX
MaTepuajIoB; COBPEMEHHbIE aIlliapaThl MO UCCIeI0BaHMIO (DYHK-
K BHelmHero nbixanust (PBJ1); Mmukpobuomornyeckast 1abo-
paTopus JUis ONpe/ieIeHUs] MaTOreHOB OPOHXUAIBHOTO CEKPETa;
armapar Il OIpeae/eHUsT KOHIEHTpalluii aHTUOMOTUKOB B
KPOBHM, MHIVBUIYaTIbHbIC MHTAISTOPHI (B HAIICH KIIMHUKE TP~
MEHSII0TCS MHTaIsITopbl hupmbl «[lapu», [epmanust). Kpome To-
r0, HEOOXOIMMO CUCTEMAaTUIeCKOe OOYUEHUE CTICIIUAICTOB.

W3BecTHO, UTO B HacTosmiee BpeMs B Poccum mo psioy

MNPUYMH HEBO3MOXHO npoBoauTh JIHK-aHanu3 ¢ Lenbo quar-
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Hoctuku MB no Bcepoccuiickoii mporpamme cKpuHMHra. B
TO Xe Bpems JAHK-nuarnoctrka MoxXeT yCreluHo UCIoib30-
BaTbCs UIS1 JOPOAOBOI IMATHOCTUKU B CEMBSIX, TI€ €CTh 00JIb-
Hoit MB. B aroii cBs3M L1eJ1Ieco00pa3HO OpraHM30BaTh CEPTU-
unpoBaHHBIE MOJIEKYJISIPHO-TEHETHYeCKHEe J1TabopaTopuu
MpU psiie KPYITHBIX MEXPErMoHaJIbHBIX LIeHTpoB M B.

be3 pemenus aTux npo6eM MpoBeeHe HEOHATATbHOTO
CKpWHUHTa Ha MB, Ha HamI B3MIsII, MOXET OKa3aThCsl Malo-
3(PEKTUBHBIM.

JNlevenne MB

O06s13aTeTLHBIMU COCTaBIISIIOIIMU KOMITIEKCHOTO JIeUeHUST
0osibHBIX M B siBjstitoTcst ieueOHast (pusKynbTypa (pusmorepanmusi,
KWHE3UTeparnus), MyKOJUTHUYECKasl Teparusi, aHTUMUKPOOHAs
Teparusi, Teparnust MaHKpeaTUIeCKUMU (hepMeHTaMU, BATAMUHO-
Tepanusi, IMeToTeparius, ieueHue ocjaoxkHeHuit MB [3, 17].

MyKosmTiyecKas Tepanus peKOMOMHAHTHOI YeJI0BeYeCKOi
JIHKa3oii (nopHa30ii anbha)

B ocHOBe COBpeMEHHOI MYKOJUTUYECKON Teparuu My-
KOBHCIIMI03a JICKUT PETYJISIpHOE MPUMEHEHNE PEKOMOWHAHT-
Hoit uenoBeueckoii JIHKa3bl (mopHassl anbga). Hamm MmHoro-
JieTHUe HabmoaeHus 3a 108 00JbHBIMU, €XKEIHEBHO MOIyvaro-

Tabmuua 3. Anmubuomuku, npumensiemole y 60oavnoix MB npu noceege
oponxuasvHoeo cexkpema Staphylococcus aureus u Haemophilus influenzae
AnTué Hosa I K
THOMOTUK T IS B3POCIHIX YTb BBeJeHUS paTHOCTH npuema (B JeHb)
AMOKCHUIIWJUTUH 50—1000 mr/xr/cyT Ir Per os 3—4 paza
Ledakmop <1 roma 125 mr 500 mr Per os 3 paza
1—7 ner 250 mr
>7 net 500 mMr
Ledukcum 6 mec—1 rox 75 mr 400 mr Per os 1—2 paza
1—4 roma 100 mr
5—10 ner 200 mr
11—12 net 300 mr
ABUTPOMULIMH >6 mec 10 Mr/kr 500 mr Per os 1 pa3 B 3—5 nneit
15—25 xr — 200 mr
26—35 kr — 300 mr
36—45 xr — 400 mr
KrnapurpoMuiinx <8 kr — 7,5 Mmr 500 mr Per os 2 paza
1—2 roma — 62,5 Mr
3—6 met — 125 mMr
7—9 ner — 187,5 mr
> 10 setr — 250 Mr
Kimanamuimma 20—30 mr/Kr/CcyT 600 mMr Per os 3—4 paza
Ko-Tpumoxcason 6 Hen—>5 mec 120 mr 960 mMr Per os 2 paza
6 mec—5 net — 240 mMr
6—12 et — 480 mr
Tpu TsKenoi nHbeKImm
BO3MOXHO yBeJIMIeHMe 1035l Ha 50%
OxcaumInH 100 mr/Kkr/cyT 2r Per os 2—4 paza
Pudamvruimmna 10—20 mr/KT/CyT 0,6—1,2 r/cyr Per os 2—4 paza
Bankomuiinx 40 mr/Kr/CyT Ir B/B 2—4 paza
Ledrpuakcon (Pouedun) 50—80 mr/Kkr/cyT 4 r/cyt B/B, B/M 1—2 paza
Hpumeunanue. llehanocnopunoBbie aHTHOMOTUKY [—I1 TOKONEHMS U1 BHYTPUMBILIEYHOTO (B/M) ¥ BHYTPUBEHHOTO (B/B) BBEICHMSI B MAKCUMAJIbHBIX BO3-

PACTHBIX J103UPOBKaX.
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muMKu TipenapaT nopHasa anbda ([lynemosum, «D.Xodd-
MaHH-JIs1 Pomn JItm.», Ll Beitiapust) B mo3e 2,5 Mr/cyT, okas3a-
JIM €r0 BBICOKYIO 3((HEKTUBHOCTb. Y HUX CHU3MJIACH YacTOTa
pecrnupaTopHbIX 3MU3070B (Ha 29%), YMEHBIIWIUCH TSKECTh
TedeHMs] OPOHXOJIETOUYHBIX 00OCTPEHMIA, YacTOTa U TUTEITh-
HOCTb rocnuranusanuii u kypcos AT (puc. 9).

Hapsiny ¢ 3Tum oTMeueHO KIMHUYECKU 3HAYUMOE YBETH-
YeHHe Macco-pocToBOro uHaekca Ha 7% (puc. 10). Y GoJIbHBIX,
nojyyaBiux ITynbMo3uM, HabI0aAI0Ch YiIydllieHUe TToKa3a-
teneit ®B/: dbopcupoBaHHOI KM3HEHHOM €MKOCTH JIETKMX
(P2KEJ) 1 o6beMa (popcHpOBAaHHOTO BBIIOXA 3a 1-10 CEKYHIY
(O®B;) Ha 4 u 3% COOTBETCTBEHHO MPH MX €KETOTHOM ECTECT-
BEHHOM CHIKeHUM Ha 4—6% B KOHTpPOJILHOW Tpyrime (puc.
11). Ha done tepanuu [1yn1bM0O3UMOM CHU3MWIACH CTEMEHDb 00-
CEMEHEHUsT MOKPOThI S. aureus u P. aeruginosa 3, 8, 22].

C anBaps 2005 1. Bce 60JbHBIE MyKOBUCIIUI030M MOTYT
nosayyats [lTynbmo3um no nporpamme 1J10.

AHTHOAKTEpPHAJIbHAS Tepanus

Kaxk yxa3piBanoch BbIllle, MPUINHOIN HEOIATOTIPUSITHOTO
ucxona y 95% 60nbHbIX M B siBjsieTcs1 OpOHXOJICTOYHAs MaTo-
Jiorusi, B 00pb0e ¢ KOTopoii oueHb BaxkHa AT.

ITo HammM gaHHBIM, MUKPOOHBII Neli3axk OpOHXUATbHO-
ro cekpera rpu MB Ha paHHUX 3Tarax 3a0ojeBaHus TIpeacTa-
BJieH cTadMIOKOKKOM (61%) u reModuIbHON MaI04KOit
(46%), uto onpenensieT BbIOOp aHTHOMOTHKA (Ta01. 3). OObIU-
HO B BO3pacTe crapiiie 3 JieT HaunHaeT JOMUHUPOBATh CUHE-
rHoitHas majouka (77%), mpu 3TOM aHTUOMOTUKOYYBCTBM-
TEJBLHOCTDb BO30YIMUTENIST BapbUupyeT [3].

B mnocnenHue rombl 4yyBCTBUTENBHOCTb P. aeruginosa x
uedTazuaMMy CHU3WIACh U3-3a €r0 JUIMTEIbHOTO HeNpephiB-
HOTO MPUMEHEHMSI, TTO3TOMY MBI CTaTl KUCIIOIb30BaTh HOBBIE
aHTUOaKTepUaIbHBIE TIPeraparhl 11e(ayTocTIOpHHOBOTO psiia U
JIpyrux rpynn (kapOarneHeMmbl, TEHULIWUIMHBI, aKTUBHbIE 11O
OTHOILIEHUIO K P. aeruginosa) B coueTaHNU C aMUHOTINKO3M-
namu (tab:. 4).

OnpenelieHHbIe HalEeXIbl Ha OoJsiee yCreUIHY0 00pbOy ¢
P. aeruginosa MosSIBUINCH TIPU JUTUTENTb-

HOM Ha3HaUYE€HUU MaJlbIX 103 MaKpo- Tabmuua 4.
JINA0B, TOMABASIONIUX MPOLYKIIUIO
anbruHaTa, a TakXe pa3pylIamliux
’ P P y AHTHOUOTHK
OroGUIIbM, 3alIMIIAIONINNI MUKPOKO-
snouuu P. aeruginosa |2, 20, 21]. ToGpaMUIITH
Tepanusi naHkpeaTuyeckKumu ep-
P P (bep Hunpoduiokcaimya
MEHTaAMH
OCHOBOI Tepalnuu B HacTosIIee Lledrasumum
BpeMsI SIBJITIOTCS MUKpOCheprudecKre
TMunepauuiiH
naHkpeatuyeckue ¢epMeHThl ¢ pH-
YYBCTBUTEIbHOM 000J0UYKOIi, MO3BO- TukapuuTHH
JISIIOIIME CKOPPEKTUPOBATh HMMEIO-
. A3JOLWIIUH
wuiics 'y OonbHbIx MB cunapom
ManibabcopOLUMUM U HOPMaIU30BaTh A3TpeoHam
dusuueckuit craryc [15]. B 1958
X NmMunenem
Shwachman u Kulczycki ony6auko-
BaJM pe3yiabraTbl HaOmwogeHus 105 TreHaAMULIH
0onbHBIX MB, BrniepBble Moka3aB KC-
MeporneHem
KJTI0YUTETbHYI0 9 GEKTUBHOCTD MaH-
KpeaTuyeckux hepMeHTOB Y OOJIbHBIX Ledermmm

MB. OnHaxko naxe hepMeHTOTepanust

B TO BpeMsl HE ITO3BOJIsJIa JOOWTHCS Y MHOTHMX TAIlMEHTOB
aZcKBAaTHOM MEPEHOCUMOCTH XXUPHOU nmuiu. HecoMHeHHO,
yTO pa3paboTka u BHeapeHue B 1980-x romax (pepMeHTOB ¢
pH-4uyBcTBUTEIBHOI 000JI0YKOI B BUAE MUKPOTPaHYJI cTana
BaXKHBIM IIIaTOM BIIepell, TaK KaK OHU CYIIECTBEHHO YIyYIIIH -
JIK HYTPUTUBHBIN CTaTyC M KQUeCTBO KM3HU MHOTMX MallMeH-
TOB C CUMINTOMAaMHU TSIKEJIOTO TTOPAXKEHUS KeJIyT0YHO-KH-
IIEYHOTO TPAKTa.

B HacTosiliee BpeMsi 0o4eHb BaXKHO y4yacTue ITUETOJO-
TOB B OLICHKE W KOPPEKIMU HYTPUTUBHOIO CTaTyca C
MOBBIIICHNEM Kajlopaxa 1 JXUPOBOT0 KOMIIOHEHTA TIPH YC-
JIOBUM TIPUMEHEHUU BBICOKOAKTUBHBIX (hepPMEHTOB THUIMa
Kpeon u 1.1. [4].

IMTankpeatTuyeckue GepMEHTH MPUHMMAIOT BO BpeMs
eabl: MO0 BCIO 1032 HEMOCPEACTBEHHO Iepea MpUueMoM
MUIIK, TU00 B 2 TpreMa — TIepe/l a0 U MEeXIy TIepBbIM 1
BTOPBIM OJiromoM. ITaHKkpeatnueckue hepMEHTHI HEe CIICIy-
€T Ha3HayaTh nmocie enbl. Kamncynsl, cogepxaiime Meakue,
MOKPBITEIE 000704KOU (MUHHU) MHUKpPOCHEpPbl, MOXHO
BCKPBIBaTh U IPUHUMATh UX CONEPKUMOE OJHOBPEMEHHO C
HEOOJbIIMM KOJMYECTBOM MUILM WAM MPUHUMATh LIEJU-
KOM, He BCKpBIBasi, €Clii peOEHOK yXe JOCTAaTOYHO OOJIb-
moi [3]. O 1oCTaTOYHOCTU 103bI MOKHO CYAUTH IO KJIMHMU-
YyecKMM (HopMasiu3alus cTyna) U JabopaTOpHBIM IOKa3a-
TensiM (MCUYEe3HOBEHHUE CTeaToper M KpeaToperd B KOMpPO-
rpaMme, HOpMajau3alus KOHICHTPpAUUUA TPUTIULEPUIOB B
JIMITUAOTpaMMe CTyJia).

IIpexynpexneHue ocI0XKHEHUI IUPPO3a NeYEHN

1o HACTOSIIIIET0 BPpeMEHU He CYILECTBYeT METOMIOB Jiede-
HUSI, CIIOCOOHBIX MPEAOTBPATUTh PA3BUTHE LIMPPO3a MEYCHU Y
6osibHBIX MB. B nocienHue roabl BHUMaHUE YYEHbBIX MPUBJIE-
Kaet ypcone3okcuxojieBast kuciora (YIXK), koropasi oka3bl-
BaeT XOJIEPETUYECKOE, XOJEKMHETUYECKOE, ILIMTONPOTEKTUB-
HOe, aHTMOKCHIAHTHOE M MMMYHOMOIYJIUpYIOIIee ICHCTBUE
[8, 17, 18]. YAXK B PoccuiickomM 1LigHTpe MYKOBHCIIUI03a C
1994 r. HazHavaeTcss BceM OojibHbIM MB ¢ remaromeranueii,

Armubuomuku, npumernsemole y 60abHolX MB
npu evidesenHuu Pseudomonas aeruginosa
U3 OpoHXUAAbHO2O cekpema
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Jo3a, Mmr/Kr/cyt ITyTsb BBeeHUS Yucao npueMoB B ieHb
10—20 BHyTpuBeHHO 1—2
20—40 BHyTpb 2

150—300 BHyTpuBeHHO 2
300 -"- 4
200—400 - 4
300 -"- 4
150—250 - 4
50—75 - 3—4
50—75 S 4
50 - 2
150 - 2

Nekuna
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CHHIPOMOM XoJiecTa3a, LIMPPO30M IeUeHH ¢ U 6e3 CMHIpoMa
MOpTaJIbHOM TUTepTeH3uun (¢ 1uronm3oM u 6e3). Okomno 30%
60sbHBIX M B 13 paznuunbix pernoHoB Poccun u 80% neteit n3
Mockssr monyvarot YIXK B m03e 15—30 Mr/Kr/CyT MOCTOSTHHO
(M TETLHOCTD HETIPEPHIBHOW Tepaniy Y HEKOTOPBIX OOIBHBIX
npeBbIIIaeT 6 JeT).

J11s1 mpenoTBpalleHus KpOBOTEYEHU I U3 BAPUKO3HO-
pacIIMpPEeHHBIX BeH MUINEeBOJA TMPU CUHAPOME TOPTalb-
HOW rurnepTeH3uun Ha (oHe LMppo3a IMeYeHU 1e1eco00-
pa3Hbl SHIOCKOMUYECKOE CKICPO3UPOBAHUE UIJIU TUTUPO-

Yo anu30/0B B rof
3,5

3
2,5
2
1,5

|
0,5 -

12 Mec 1o niedeHust 12 mec jiedeHust 24 mMec JeueHust

B [yabmo3um [ Kontpomb

Puc. 9. Junamuka cpedueii uacmomol pecnupamophuix 3130006
Ha ¢pone mepanuu I1yabmo3umom u é Konmpone

MPU, % ot 1o/KHOTO
96
94
92
90
88
86
84
82
80
78
76

12 mec 24 mec
B Kourponb

-12 mec

Crapr
B [yabmo3um

Puc. 10. Junamuka macco-pocmosoeo undexca (MPH)
Ha one nevenus I1yavmos3umom u 8 Konmpoane

% OT TOJIKHOTO

34 B OXEJ [0 O®B,

80

76

72

68 —

64 -12mec  Craptr 3 Mec T 6mec | 12 mec | 24 mec

Puc. 11. Junamuxa @KEJI u ODB; na gone revenus
Ilynvmosumom y 6oavrvix MB

HIAUHUULUUCT Ne4&'2006

BaHME, TPAHCBIOTYJISIPHOE HWHTpAINEYEHOUHOE MOPTOCH-
CTeMHOE NIYHTUPOBAHUE C IMMOCIEAYIOIIel TpaHCIIIaHTa-
nueit nmeyeHu. B Hacrosiiee BpeMms B Poccuu BO3MOXHO
MpOBeACHNE YACTUYHOM TpaHCIUIAHTAIMU TTIEYEHU OT KU -
BBIX JOHOPOB. OTlepallu MTOPTOCUCTEMHOTO IIYHTUPOBA-
HUsI, HECMOTpsI Ha UX 3(PGEeKTUBHOCTL B MpeaoTBpalie-
HUU TacTpod30darealIbHbBIX KPOBOTCUECHU I, HE TTOKAa3aHbI
M3-3a BBICOKOTO PUCKa Pa3BUTHUS MEUYeHOUYHOU HeIOoCTa-
TOYHOCTU. [Ipu pasBUTUM CUHApPOMA TUIEPCIJIEHU3MA
aJbTEpHATUBOM MOXET OBITh NMPOBEIECHUE YACTUUHOMK
crieHskromuu [8, 16, 18, 19].

IIpoTuBOBOCHAUTEILHAS TEPATHS

B mocnenHue roabl 6osbllle BHUMAHUS YICISIETCS TIPO-
TUBOBOCTIAJIUTEILHBIM TIperniapaTaM. OCHOBHBIMU SIBIISTIOTCSI
rmokokoptukoctepouabl (I'KC) mMecTHOro m cucreMHOro
NEUCTBUSI, HECTEPOUIHBIC TPOTUBOBOCITAIUTEIbHEIC TTpera-
patel (HIIBII), a B nocieaHee Bpemsi u Makpouasl. EnuHoe
MHEHHE 0 cXeMe MPOTHBOBOCIAIUTEILHOM Tepanuu npu MB
ele He COOPMUPOBAHO.

B HacTosiiee BpeMs B HaileM lieHTpe Oosiee 50 neteit ¢
MB B Bo3pacTe ot 2 10 18 jeT noayyaroTr ajibTepHUpYyIolme
Kypcol ipeaausosiona (0,3—0,5 mr/kr/cyT dyepes neHb). Kak
MTOKa3bIBaeT HAIll MHOTOJIETHUIA OTIBIT, JTUTEJIbHAst TOPMOHO-
Tepanus (psii AeTeld MoaydyaloT MpeaHu300H 6osee 12 yeT)
MMO3BOJISIET CTAOMIIM3UPOBATh, a B Psifie CIydaeB W YIYYIIUTh
(yHKIIMOHANBHBIE W KJIMHUYECKUE ITOKa3aTelu OOJTbHBIX.
OpHako nepopaibHoe npumeHeHue I'KC gaxke B HU3KUX 10-
3aX MOXKET IMPUBOIUTH K TTOOOYHBIM 3(hheKTaM, TTO3TOMY IO~
HITEH MHTepeC K WHTAISIIMOHHOMY BBEICHWIO CTEPOWIOB.
ITpu unransiumonHoM BeeaeHuu ['KC He mpoucxoauT usme-
HeHus ypoBHeit koptuzona u AKTT, uto cBuaeTeabcTByeT 00
OTCYTCTBUY WJIM HE3HAUYNUTEIILHOM €ro BIWSIHMM Ha TMIIOTa-
namo-runodusapHyio cucremy. Ha done neuyeHuss mHramus-
LIMOHHBIMM CTEPOUIAMU BBIOPOC HEUTPODPUIOB B OPOHXO-
ATHBEOJISIPHYIO KUIKOCTh OBUT MEHbIIE, CHUXKAJICS YPOBEHD
MapKepoB BocrnajieHus (HelTpoduabHoii amactassl, UJI-8).
Ham xnuHWYecKWit OMBIT M CHelUaIbHbIE WCCICIOBaHUS
3dhdeKTMBHOCTH M 0e30TIaCHOCTU psila WHTATSITMOHHBIX
I'KC (nynbMUKOpT-CyCreH3Usl, yIbMUKOPT-TypOoxaep), a
Takke KOMOMHMPOBAHHOTO Tperapara I MHTaISIIMOHHOTO
BBEJICHUS CEPETUI, ColepKalero (GIIOTHKa30H U caTbMeTe-
pOJI, CBUAECTEIbCTBYIOT 00 MX IMOJOXUTEIbHOM BIUSIHUM Ha
TeYeHHUE XPOHNYECKOTO OPOHXOJIETOYHOTO Tporiecca [3].

MakpoJuabl, B 4YaCTHOCTM TOJyCUHTeTU4YecKue 14-
YjIeHHbIe (KJIapUTPOMULIMH, POKCUTPOMUIIMH) U 15-ujeH-
HbIe (A3UTPOMUILIMH) TTPOM3BOAHBIC SPUTPOMULIMHA A, B COB-
PEMEHHBIX UCCIIEIOBAaHUSIX PACCMATPUBAIOTCST KaK IMTOTSHITN -
aJlbHble UMMYHOMOAYJISITOPBI. VX MpOTMBOBOCHAIUTEIBHOE
¥ UMMYHOMOJIYJIMpYIOIee NeiCTBUE CBSI3BIBAIOT CO CITOCO0-
HOCTBIO BJIUSITh HA XeMOTAaKCUC HEUTPODUIOB, BO3IEICTBO-
BaTh Ha BbIPAOOTKY MPOBOCIAIUTENbHBIX IUTOKMHOB, YBEJIM-
yuBaTh SHIOTeHHYIO npoayKiuto 'KC, a Takke ¢ mX aHTMOK-
CUJIAaHTHOI aKTUBHOCTHIO [23].

B Hamem nentpe MB 55 GonbHBIM B Bo3pacte 6—17 et
Hapsimy ¢ 0a3MCHOI Teparueil ObLIM Ha3HaYeHBl MaKPOJIUIbI
B cyOTeparneBTHIecKux n03ax. KoHTpoabHYIO TpyIImy cocTa-
BWIM OOJIbHBIE TOTO XK€ BO3pacTa U TSKECTU cocTosiHUSL. OHM
rnoJiyyajay ToJibKo 6a3ucHylo tepanuio MB, a 6oibHbIe OC-



HOAWHUULUUCT

HOBHOW TPYIITBI — eIl ¥ KJIapUTPOMULIMH B 103e 250 MT ye-
pe3 ieHb B TeueHue 12 Mec Uiy a3uTpOMULIMH B n03e 250 Mr
yepes 2 IHs1 Ha 3-ii B TeyeHue 18 mec.

o Hauana uccnenoBaHus y OOJTBIINHCTBA MALIMEHTOB OT-
MeuaJioch TIporpeccupyloliee CHIDKeHWe Tokazateneir OB/l
cpennee nosayrofaosoe naMeHenne MXKEJI cocrasmo -3,3+2% B
tesioM o rpyrre, a OPB; — -2,0+1,5%. Yepes 6 Mec uccieno-
BaHUs cpenHee nosyrogosoe usmMeHenune O2KEJI u OPB; noc-
toBepHO ymyuimwinch (7,0£2,1 u 7,1+2,1% COOTBETCTBEHHO;
p=0,02 1151 060MX MoKazaresneii). DhdekT ObLT 0osIee BhIpaXKeH-
HbIM y nateHToB ¢ ®BJI < 70%. TlonoxureabHasi AMHAMKMKA
BbISIBJIEHA TPU aHaiu3e (DaKTOpoB BOCMATIEHUsT B MOKPOTE U
KpoBu. [Ipu cpaBHEHUM CpeHUX MOKa3artesieit yepe3 3 u 6 Mec
MOJIy4eHO JOCTOBEPHOE CHIXKEHME YPOBHS (haKTOpa HEKpo3a
onyxoJu-o. B Mokporte (15,38 u 11,8 coorBercTBeHHO; p=0,02).

PesynbraThl TpoBeIeHHBIX MCCAENOBAHUI TIOKA3aIH, YTO
JUTUTEJIbHBIN TTPUEM MaJIbIX 103 MaKPOJIUIOB 3aMeUISIET MTPOo-
rpeccUpoBaHME XPOHUYECKOro OPOHXOJIETOYHOTO Mpolecca y
0osbHBIX M B, UTO MO3BOJIIET peKOMEHIOBATh UX OOJIbHBIM
MB ¢ xpoHUYeCcKOi KOJIOHU3alMell CHHETHOMHON MaiouKoii.

Ilepcnexmuenl eennoii mepanuu

MB cTan onHMM U3 NIepBbIX 3a00eBaHUM, 111 KOTOPOTO
Havyaauch pa3paboTKU B 00JacTu reHHo# Tepanuu. K npobJe-
MaM, CBSI3aHHBIM C T€HHOU Tepanueil, OTHOCITCS CIUIIKOM
HU3KUI yPOBEHb MepeHOca KOHCTPYKIIMU B SMUTETUATbHbBIE

NUWTEPATYPA

KJIETKY, HU3KUI YPOBEHb SKCIIPECCUN TeHa U ee MPEeXOISIIINi
XapakTep, pa3BUTHE UIMMYHHOTO OTBeTa Ha 0€JI0K BEeKTOpa Kak
aQHTUTeNaMU, TaK U GaroluTaMu, pa3BUTUE MECTHBIX U CHUC-
TEMHBIX BOCITAJIMTEIbHBIX peakimii [1, 24, 25].

Bocecmanosnenue gpynkyuu 6eaxa MBTP

TepaneBTuueckasi cTpaTerusi, ajJbTepHATUBHAsI T€HHOM
Tepanuu, 3aKII0YaeTcsl B BBISIBICHUU BELIECTB, CIIOCOOHBIX
CTUMYJIUPOBATh CUHTE3, TPAHCIIOPT WM DYHKIIMY HETIOJTHO-
nenHoro MBTP. B HacTosiiiee Bpemsi ucclieayeTcst psii Be-
IIECTB: AMUHOTJIMKO3UAHBIE aHTUOMOTUKY (TTPU MyTalusIx 1-
ro Tuma), GeHwIoyTupaT HATPUsI, TUKIOTICHTWIIKCAHTHH, TH-
HeCTUH (Ipy MyTalMsix 2-ro Tumna) u ap. [14, 25].

3aknioyenne

Ha npumepe MB sierko npocienutb CTaHOBJIEHUE U pa3-
BUTHE MOJIEKYJISIPHON MEIMIIMHBI, €€ OrPOMHBIE BO3MOXHO-
CTU U TIOUCTUHE OJIecTsIue MepcreKTuBbl. PaccMorpeHue
npobsiembl MB ¢ mo3uiinu 6a3oBoro aedekta MOXeT UMETh He
TOJIbKO y3KOcIelualibHbIii nuHTepec. [1podiema M B nonucuc-
TEeMHa, 1 JieYeHe He OTPAaHUYMBAETCS TOJbKO KOMIUIEKCHOM
0a30BoOli Tepamnueil, HO BKJIIOYAET MPOTUBOBOCHAIUTENbHYIO
Tepanuio, Je4yeHne oclIoXXHeHU . Bee Bbllien3noxeHHoe noja-
TBEpXKIaeT o0lIyl0 TeHAeHII0 — MB cTraHOBUTCS akTyasb-
HOI Tpo0JIeMOoil Kak Bpaueit 0011el TpaKTUKU, TaK U, 0OCOOEH -
HO, MyJIbMOHOJIOTOB U FACTPOIHTEPOJIOTOB, MIEPECTaB ObITh Cy-
ry0o meamaTpu4eckoii mpobiaemoii [16, 21].
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