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COBPEMEHHBLE [TPOBJIEMBI U NOCTH2KEHHUS B OBJIACTH
H3YYEHHUA MYKOBHCIIMO3A B POCCHH

Mepauko-reHeTHYecKHi HayuHblii uentp PAMH

Myxkosucumaos (MB) — HauGosiee yacToe HaC/Ie[ICTBEHHO
obycJiioBieHHoe 3abosieBaHHe ¢ paHHeH MaHHecTalHeH
M TSDKeJIbIM TeYeHHEM NPOJOJKAET MpHBJIeKaTh BHHMaHHe
MHOTHX NeJHaTPOB, TeparneBTOB, MyJbMOHOJIOIOB, FaCTPO-
9HTEPOJIOrOB, FeHETHKOB, COLIHOJIOTOB, MICHXOJIOTOB, YCH/IHS
KOTOPBIX OGBeAMHSIET MYMXKIAYHapojaHasi accolHalus Mo
MB (ICFA). Dta 6ose3Hb OCTaeTcsi BaXKHOH MeLHKO-
COLIHAJIbHOH NpOo6JIeMOH HHIYCTPHAJNbHBIX JlepXkaB, rie
3ameTeH poct GosbHblX MB Bcex Bospacros. Baaronaps
paHHeH [HarHOCTHKe M COBepIIeHCTBOBAHHIO JieuebHo-
peabHJIHTALHOHHBIX MEpPONPHSTHH, CPe/Hssl MPOLOJIKH-
TeJIbHOCTb XH3HH 3THX GOJBHBIX yBeJHUYHBaeTcs. Tak, B
1940 r. ona paBHsiach 2 rogam, B 1970 r. — 15, B 1991 r.
— 31 roay. B Hawe# cTpaHe oHa cocTaBJ/isieT B
HacTosilee Bpems okono 14 net [13].

Exeroano B Mupe poxpuaercs 6osee 45000, 8 CHIA
— 2000, Bo Ppanuun, Auranu, ['epmarnu — ot 500 10 800,
B Poccun — 750, B Mockee — 6osiee 50 6osbHbix MB. K
2000 r. B Poccun ux uucio npespicut 35 000, B cTpaHax
CHI — 75000, 8 CIIIA — 100 000, npu atom 54 000
M3 HHX COCTAaBSIT B3pocJible. YacToTa reTepo3HroTHBIX
HocHTeseil rena MB pasusiercs 2—5%, B Poccun Hac-
yuteiBaeTcs ux 6osee 8 muH., B CHI — 15 maiH., B CILIA
— 12,5 mMuH., B MHpe — 6GoJiee 275 MJIH. YeslOBeK.

MB nacsegyeTcsi Mo ayTOCOMHO-pPeLleCCHBHOMY THITY.
Ecan o6a pomurtenss — HOCHTeNH reHa (reTeposurotsi),
TO PHCK POXKIICHHS B ceMbe GosbHoro MB cocrasasiet 25%;
ecsqM OAMH W3 poauTesed Gonsen MB, a Bropol —
HOCHTEJIb FeHa, TO TOJIOBHHA HX MOTOMCTBa OKaXkeTcsl
GOJIbHLIMH, @ BTOPas IOJIOBUHA — T'eTePO3HTOTAMH; €CJIH
OIIMH poauTesb 6osicH MB, a BTopoii HMeeT HeH3BeCTHBIH
reHeTHYECKHH CTaTyc, TO PHCK poXKaeHHs GosbHoro MB
— 1/40. CnefoBaTtesibHO, POJICTBEHHHKH CEMbH, Tie GblJl
HJIH ecThb GosbHOH MB, BXoasT B rpynny noBbIlHEHHOTO
pucka u noaaexat JIHK-o6cnenoBanuio.

B 1989 r. 6b1 u3onupoBan ren MB, a satem pac-
wHdpoBaHa ero CTPyKTypa: OH COAePKHT 27 3K3OHOB,
oxBatbiBaeT 250 000 nap HYKJI€OTHIOB M PacroJjioXXeH B
cepeArHe JUIHHHOTO Tuieya 7-if ayTtocombl. CrieficTBHEM
MYTallU{ IeHa SIBJISieTCsl HapyIHEHHEe CTPYKTYPbl H (YHK-
uMH Geska (ycsoBHo HasBanHoro MBTP — tpancmenm-
6pauustit peryasrop MB, unu CFTR aurmiicKux aBTopoB).

Hnentudukauus, KIOHHPOBaHHe H CEKBEHHPOBaHHe r'eHa
MB oTkpbiBaeT psii NMepcreKTHB B peLIeHHH JaHHOM
npo6iembl. Bo-nepBbiX, NMOSIBUIACh BO3MOXKHOCTb YCTa-
HOBJIEHH$ yacToThl Kak ocHoBHOM AF508 (mesbra a¢p 508
feJlelllsi), TaK H APYTHX MaKOPHBIX MYTaLHUH B Pas3HbIX
nonyasuusx ¥ B Poccuu B uesoM. DTO BaXKHO Jis
NAaHHPOBAHHST OPraHH3alLlMOHHO-METOJHYECKHX Mepo-
TMPHSTHH, U3YYEHHS CBSI3H TeHeTHYECKOH JleTepMHHHPOBaH-
HOCTH KJIMHHYECKOro MoJiiMopgHama 60JIe3HH H BAPHAHTOB
TeyeHuss MB. Bo-BTopblX, OTKpBIBaeTcsi rnepcrieKTHBa
YTOYHEHHS CJIOXHBIX 3BEHbEB MaTOreHesa HapylLIeHHH
’KMSHEHHO BaXXHbIX OpraHoB M cHcTeM. B-TpeTbux,
reHeTHYeCKHe MeTObl NMOMOTYT B paHHeH H AH(]depen-
uHanbHOH auarHocTHke MB. 9To nMo3BosMT NMPOBOAMTDH
aJleKBaTHOe U CBOEBpeMeHHOe JieyeHHe GoJibHBIX. B-yer-
BEePTbIX, FeHeTHYeCKoe obcJieloBaHHe MTOMOXKET MPOBOJHTH
a¢peKTHBHYIO JopojoBylo auarHocTHky MB rnuona B
UH(OPMATHBHBIX CEMbSIX M B 3HAUHTEJbHOH HX YacTH
JlacT IIaHC MMeTb 340poBoro pe6eHka. B-mAThIX, cTaHo-
BHTCS peasibHOH reHHas tepanus MB.

B HacTosiiee Bpemsi yctaHoBsieHO, yTo AF508 myTauws
Bapbupyet ot 80 1o 88% B nmonyJALMAX CeBEPHBIX CTPAH
(lanus, Hupepanauapl, cTpaHsl Cxammuaaung‘, rae Hayat
maccoBblit ckpuHuur [1,12], no 25—30% B 103KHBIX
(Typuus, Uranus, Caynosckast ApaBusi), rae CKPHHHHT
MaJlo OrpaB/aH.

Hawu uccnenoBanust 179 GosibHBIX B Bo3pacTe OT 2
MecsileB [0 2 JieT MoKasaJsd, 4To B cpegHem no Poccuu
AF508 Bctpeuaetcs B 58 % cayuaes, npu sTom 61 (34%)
6osbHOM oKasaJsicst romoauroroi no AF508, 86 (48%) —
reTeposuroTamM, a 32 (18%) naumeHTa HMeJH HEH3-
BecTHble MyTtauuu. CuefoBatesbHo, B PoccHu Moxer
GBITh HECKOJIBKO MaxkopHbIX (Gosee 5% ) MyTaumii, BbisiBICHHE
KOTOPbIX B Pa3HbIX 06JiacTsiX pecrnybJHKH — BaXKHas
npakTHYecKasl 3ajlaya CO3/laBaeMbIX B HacTosillee BpeMs
perHoHaJjIbHbIX LEHTPOB [0 JHAarHOCTHKE, JIEYEHHIO H
peabunurauuu 6onbHbx MB (Apxauressck, Boponex,
Exartepun6ypr, Kaaunuurpan, Camapa, Caparos). Hamu
coBmecTHo ¢ smokTopom C.Ferec (Ppanumsi) nposejeH
MyTalHOHHbIH CKpHHHHT H cekBeHc JIHK 24 GosbHbIM
MB: sksonnt 3, 7, 10, 11, 13a, 14a, 19 u 20, npexBa-
pHTeJIbHble pe3yJIbTaThl KOTOPhIX NpHBeIeHbl B Tabu.1.
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YacroTa HOBBIX MyTammii cpean 6oabnusix MB B ctpanax CHT (1992 r.)

Ta6anuwuwa |
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Boisichenuio mnartoreHesa MB cnocoGeTBoBasio ycra-
HOBJIEHHe XapaKTtepa natosiorudeckoro Geska (MBTP) 1 ero
POJIM B BOJHO-3JIEKTPOJUTHOM OOMeHe KJIETOK SIHTeJus
AbIXaTeJbHBIX MyTeH, MMOPKeJyJ0YHOH JKeJle3bl, OTOBbIX
)KeJles, NeyeHH, roJoBbIX MmyTei H Ap. B ¢BsA3H ¢ Hecrno-
co6HocThio MBTP ajekBaTHO peryjsupoBaTh paboTy
xJopuaHoro Kasasa (psin aBTopos noJaraiot, uto MBPT
M ecTb caM “XJOPHAHBIA KaHai') anmuKaJbHOH 4YacTH
MeMOpaHbl KJIETKH HOHBI XJIopa HaKalJHBalOTCs BHYTPH
ee, YTO 3HAYMTEJILHO U3MeHSIET JIeKTPHUECKHH MOTeHIHall
B IIPOCBETE BBHIBOAHLIX MPOTOKOB M CIOCOOGCTBYET MOBBI-
LIEHHOMY YXOJy H3 IpOoCBeTa BHYTPb KJIETKH HOHOB
Hatpusi. [locsiefHuil BBINOJNHSET, KaK HW3BECTHO, POJb
cBoeo6pasHoro Hacoca M “BcacbiBaer’ OGoJibliee KOJIH-
YyecTBO BOJbI B KieTKy. [loaToMy BOAHBIH KOMIOHEHT
CEKpeTOB IMPOTOKOB BblllIeyKa3aHHLIX OPraHOB M KeJes3
yMeHblIaeTcsi. DTO NPHBOAUT K UPe3MEPHOH BSIBKOCTH,
3acToI0, 3aTPYAHEHHIO 9BaKyallHH CEKPeTOB H BTOPHYHBIM
M3MeHEeHHsIM B 3THX OpraHax, HaubGoJsiee cepbe3HbIM B
OGPOHXOJIETOYHOM arnapare.

Haw onbiT KJAHHHYecKoro HabjiofeHuss W obcieso-
Banusi 560 6oabHbIx MB cBHaeTe bCTBYET O TOM, UTO B
HayaJIbHOH CTaJiMM MaTOJIOTHYeCcKoro mnpotecca 6oJie3Hb
nposiBasiercs: B 43% pecnupaTopHbiM cHuapoMoM, B 12% —
KHIIEYHBIM H B 11-5%J — HX COYeTaHHEeM.

Bospact HabGaofaemMblX HaMH 6OJLHBIX COCTABHJ Ha-
naszon ot 17 pueit go 35 ser; cmewanHasi (J1eroyHo-KH-
ureunas) popma auartsoctuposata y 76,5%, npenmyuec-
TBeHHO JerouHass — Y 21 % M npeuMyi1ecTBeHHO KHIIeY-
Hasis — y 2,5% Goabubix. 3abosieBaHHe wyallle BCETO
HauHHAJIOCh B TPYAHOM BO3pacTe, MpPH 3TOM TepBble
CHMITOMBI MOpaX<eHHsi GPOHXOJIEroYHOH CHCTeMbl OTMe-
yeHsl 10 6 Mec. — y 65%, mo 1 rona — y 80%, no 2
ner — y 90%. ¥ 12% petei, Kak yXe OTMeYaJocCh,
3aboJieBaHHe HA4aJjoCh ¢ KMILEYHOro CHHAPOMa, BKJIoYas
MekoHHaabHbIH Hieye (9%).

BpotxoJierouHsie M3MeHeHHsT IOMHHHPYIOT B KIHHHYEC-
KOil KapTHHe, ONPeJIeJISIIOT ee TeyeHHe U NPorHo3 y Gosee
90% 6oabubx MB. Ilpu poXkieHHH ApiXaTesbHble MyTH
3THX GOJIbHBIX MHTAaKTHBI, HO YK€ B IepBble HeIeJH Y
3HAYMTENBHOrO 4HcJja GoJIbHBIX HabJojaeTcs Kauielb,
yalle CyXoH, MPHUCTYIbl YAYLIbS, OAbILIKA, HHOT/A PBOTA.
Kauenb O6BIYHO YCHJIMBAETCS HOYBIO. DTH CHMIITOMBI
nopa<eHHsi AbIXaTeJbHOrO TPAaKTa CBf3aHbl C Hapylle-
HHeM MyKoluJuapHoro tpaHcrnopra. CoueTaHue rumep-
CeKpelMH uYpe3MepHO BSI3KOH MOKPOTHI C HapylleHHeM
KJHpeHca OGPOHXOB BeleT K MYKOUMJIHAapHOH HeaocTa-
TOYHOCTH, 3aCTOI0 MOKPOTBI, NpeKJie Bcero B GpoHXHoIaX
M MeJKHX OpoHXax. ¥YaajieHHe OPOHXHAJILHOTO CeKpeTa
OCYUIECTBJISIETCS C NMOMOLBIO Kallljiss — BaX@{HOTO, HO He

Bcerza 3(P¢PpeKTHBHOrO KOMIIEHCATOPHOTO MeXaHH3Ma.
BocnanuTesbHOMY Tipoiieccy B OGpoHXax MpejiliecTBYeT
BHPYCHOE TMopaX<eHHe HOCOIJIOTKH, FOpTaHH, Tpaxew,
Hen36eX<HO Bejylllee K THOeJH KJIETOK MeplaTesbHOro
STIHTEJIHSI, YTO OTKpbIBAaeT MyTh GaKTepHaNbHOH (Jrope.
PasBuBaeTcst MOPOYHbIH KPyT: 00CTpyKIHsA—BOCNa/JeHHe—
ype3aMepHasi CeKpeLHs B3KOH MOKPOTHI, MPH STOM KallleJb
CTAHOBHUTCSI TMOCTOSIHHBIM, MYYHTEJIbHBIM, KOKJIIOLIEo-
JNO6HBIM M MaJlonpoAyKTHBHBIM. Jlo cHX mop HesicHo,
nouemMy y 3THX GoJbHBIX GpoHXoJsierodHasi cHCTeMa
CTAHOBHUTCSl MECTOM (POPMHPOBAHMST XPOHHYECKOTO CEeIlTH-
yecKoro mnpoiecca. [To-BuAHMOMY, HrpaeT poJib coye-
TaHHe CTPYKTYPHBIX H3MEHeHHH M HapylleHHH OGpoH-
XHaJbHOH CeKpeluuH, GpepMEHTHOro MU HMMYHHOTrO
AepHUMTOB, aJJIeprHYecKHX PacCTPOHCTB M HapyLIeHHH
nutaHusi. Takum o6pas3oM, MyKOCTa3 M XpOHHYecKas
6poHxHasbHas HH(EeKUHs CcTaHOBATCS (OHOM s
MOBTOPHBIX PECHMHPATOPHBIX 3IH30/10B: OPOHXHOJIHTOB,
6poHxHTOB, MHeBMOHHH. KaTaMHecTHUecKHe HaGJIIOeHHS
3a 236 fleTbMH T[OKa3a/H, YTO XapaKTep TeYeHHsi XPOHH-
yecKoro 6pPOHXO0JIErOYHOro npoliecca BapbupyeT. Haunboiee
THUIMYHBIM ObLJIO MOCTENeHHoe HavaJlo ¢ popMHpOBaHHEM
XPOHHYECKOro, OO6CTPYKTHBHOrO, FHOHHOro GpOHXHTA
(73% GoapHBIX). Y meTeit rpyiHOro Bo3pacTta Mbl HabJ10-
JaJii U OCTpOe HayaJlo C pa3BUTHEM ITHEBMOHHH, NIPHHH-
MaBIlel 06bIYHO 3aTSPKHOE TeYeHHe H PeLHIHBHPY IOLIHH
xapakrep. ¥ 18% u3 3THX 60JLHBIX TTHEBMOHHH HOCH/IN
abcuefiMpyIOLIMI  XapaKTep, YTO YCYryGJsiio TSXecTb
Gonesnu [3].

[TpoBesieHHBIE HAMM HCC/I@[IOBAHUS TOKasajM, 4YTO Y
BosibHbBIX MB HapylieHa ryMmopaJjibHasi CHCTeMa MeCTHOTO
ummyHHTeta (cHmkenue sIgA), oTmeyaeTcs CHHXKEHHE
NPOTHBOBHPYCHOrO MMMYHHTeTa, HHTep(hepoHooOpasoBaHHsl,
KoJMuecTBa Makpodaro u ux ¢pyHkuuu (“crsipe mak-
podparu”), cHmKeHHe (arouUTapHOH (QYHKUHH JeHKo-
LIUTOB, 0COGEHHO UX MHKPOOHLIHAHOrO AeHcTBHs. MoXHO
MPENoJIOKUTb BTOPHYUHBIT XapaKTep H3MeHeHHH, XOTs
5TO TpebyeT cBOei paciiu(pOBKH. DTHMH HapYILIEHHAMH,
Hapsigy ¢ APYTHMH, MOYKHO OBGBSICHHTb 60Jiee BBICOKYIO
yactory OPBH y 6osbubix MB 1o cpaBHenuio ¢ ApyrumMu
¢dopriaMmu GPOHXOJIErOYHOH MAaTOJOrHH H YaCTOTY
o6octpenuii (0,47 u 0,22 cooTBeTCTBEHHO) GpoHXOJe-
rouHoro npouecca [4]. EcTecTBeHHbIM ciieicTBHEM Hapy-
LIEHHUS TIPOXOAHMOCTH OPOHXOB SIBJISIIOTCS aTeJIeKTasbl H
sm¢pusema. ITociieHssi HOCHT OGBIYHO reHepajH30BaHHbIH
xapakTep, HabJiofaeTcst NpakTHUeCKH Yy BceX GOJIbHBIX
CMelllaHHOH W pecrnupaTopHOH (popMamMH H BbISIBJISIETCH
yallle KJAMHHYECKH, ueM peHTreHoJornyecku. CreneHb
B3yTHsl JIETKHX, KaK MpaBHJO, HapacTaeT B IepHOMIb
o6ocTpeHusi 6poHX0JerouHoro mpouecca. Aresekrassl
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Ta6auuma 2

Mukpoaopa GpoHXHAIBLHOTO CCKpeTa U ee
YYBCTBUTCJIBHOCTh K aHTHGHOTHKAM Y AeTeif, 60MbHBIX
MYKOBHCIMI030M (B MPOLEHTAX YYBCTBUTEJNbLHBIX WITAMMOB)

MHKPODJIOPA
AT CradpioKork elecioning Iiesnmoxoxxk | KneGenenna Eroten
nanouka vulgaris
[TeHHUHJIHH — 7,9 12,9 93,6 —
AMIHURATH 33 9,3 12,5 97,9 21,1
OKCaLHJIHH - 60,0 — 92,3 —_
MeTHUHIIIHH — 61,5 — 71,1 —
Kap6eHHuHIIHH 67.5 — — — 5771
CrpenToMuLIH 60,7 200 467 182 833
MoHOMHIUHH 5,9 — 64,6 — 66,7
Kanamuuun 8,7 68,2 56,6 9,1 50,0
FeHTaMHUHH 91,7 96,3 97,8 38,6 89,5
TeTpauHKinH 44,0 34,5 86,4 43,7 50,0
JIeBOMHUETHH 14,9 37,5 95,6 —— 47,6
DpHUTPOMHIIHH — 23,4 78,6 83,3 -
Hosob6Houuu —— 97,0 —_ S SO
PrcTOMHUHH 4.2 — — = s
JIMHKOMHIIMH — 59,6 3.3 100,0 —
[ToNHMHKCHH 97,4 - — — 76,5
ToGpamuumH 83,3 83,9 95,6 — 69,2
[Lledamexcun 0 63,6 - 100,0 —
Llepanotnn 9,1 56,5 6,4 100,0 80,0
LledoTakcum 56,0 — — — =
AmuKauuH 100,0 100,0 100,0 0 —
Hunouun 95,0 90 100,0 0 —
[Tunpaiua 97,0 30,0 100,0 50,0 —

anMeanHC. (—-) — YYBCTBHTEJIbHOCTbH HE onpejensiiach.
Pa3HYHON MPOTSPKEHHOCTH M JIOKAJIH3aLHH HabJIoJaIHCh
HamMH y 1 /5 GoNbHBIX.

OG6cTpyKTHBHBIE HapyIIEHHS, KOTOpble HapacTaioT ¢
JUTUTENIbHOCTBIO GOJIE3HH, HEepejKo cOoveTaloTCs C pec-
TPUKTHBHBIM THIIOM JbIXaTeJbHOH HEeJNOCTATOYHOCTH.
['a30BBII COCTaB KPOBH C/IBHraeTcsi B CTOPOHY THITOKCEMHH
M THMNEepKanHWH. Y OTHOCHTEJbHO HeBGOJIbLIOro YHcJa
6osbHbIX (29% ) Mbl HabuOAANHM aCTMATHYECKHH CHHAPOM,
aJlllepriyecKHid reHe3 KOTOPOro, ojfHaKo, Obl JoKasaH
aub y 12% [1].

Baxknast posib B TeUeHHH XPOHHYeCKOro OpoHXoJie-
royHoro npouecca y 6osbHbXx MB npuHapiexur 6axre-
puanbHoit MH(pexuuu. MHpHUHpOBaHHE MPOHUCXOOUT
6poHxoreHHbIM myTeM. Muxpodiopa 6poHXHANBHOrO
ceKpeTa 3aBHCHT OT CTA/IHH H CTENeHH TSKecTH 6oJIe3HH.
MuUKpOGHBIH Mei3aX MOJUMOP(HBIH, HO JOMHHHPYIOT
30JIOTHCTHIH TeMOJNHTHUECKHH cTa(HIOKOKK, remMo-
?)HJleaﬁ M pasHble THIBI CHHETHOMHOH MaJiOYKH
Ta641.2). XpoHuueckas KoJoHH3auusi P.aeruginosa
ocobeHHO P.cepacia siBisieTCSl IUIOXHM ITPOrHOCTHYEC-
KHM TIDH3HAKOM.

Boabusie MB B 90% otcTaior B Macce, a B 60% 1 B
pocTe, MpH 3TOM Ha JAHHAMHMKY aHTPOINOMETPHYECKHX
MoKasaTteJsiedl BJMSIOT THXECTb OPOHXOJIErOYHOro Ipo-
uecca, crereHb HapylleHHsi (YHKUHH TOKeNyJ0uHOH

JKeJjiesbl, HaJIMYHe OCJOXKHEHHH, aJIeKBATHOCTh JieUeHHs,
WHIMBHYyallbHasi aKTHBHOCTH [6].

[IpakTHyeckH y BceX GOJILHBIX BbLISIBJSIETCSI XPOHHYEC-
KHH CHHYCHT, a y 1 /3 GoJibHBIX cTaple 8 JieT — MOJIHIIbI
Hoca. Cpe/ii OC/IOXKHEHHH CJleflyeT BbIIEJNHTh XpPOHHUEC-
Koe JleroyHoe cepjlle, JHarHOCTHPOBaHHOe HaMH Y 55%
6ounbHbIX (1ekoMneHcHpoBanHoe — 16% ), ouaroBsiit Hiu
MYJIbTHJIOOYJISIpHBIH GHJIHAPHBIH LUPPO3 MEYEeHH — Yy
13%, nHeBMO- H nuornHeBMoTopake — 5%, Jierounoe
(6%) wu xenymounoe (2%) kpoBoTeueHHe, caxapHblii
nuaber — y 1% [5,20,21].

depmeHTaTHBHASI HENOCTATOYHOCTD IOXKEJYA0YHOM
JKeJIe3bl C OTCYTCTBHEM BceX (hepMeHTOB (TpHricHH, JHnasa,
amusasa) Habuaiogaercsi y 80%, y 10% — aucnankpe-
atuaMm 1 0kos1o 10% 60o/IbHBIX COXPaHSIOT (DYHKIHIO STOI
xeJie3pl. OCHOBHBIMH CHMIITOMaMH KHILEYHOIrO CHHAPOMA
SBJISIETCSl METeOpH3M, OOGHJbHBIA uacTeliii (4—6 pas)
JKHPHBIH H 3JI0BOHHBIH CTYJI, BEINTaflaHHe NIPSIMOH KHILKH.
Hapsny ¢ nmaHkpeaTHyeckoil HeJOCTAaTOUHOCTHIO OTMeYe-
Ha JUChYHKUHSA >KeJe3 TOHKOro KHILIEYHHKa, KOTOPOH
OTBOJIUTCSl 3HAUMTEJIbHAS POJIb B Pa3BUTHH MEKOHHAJIb-
HOrO HJjleyca HOBODOXKIEHHBIX M €ro 3SKBHBAJIEHTOB Y
cTapuinX 60/ibHbIX. MeKOHHAJIbHEIH HJIeyC CYHTaeTcs
MepBBIM H JIOBOJIBHO T'PO3HBIM OCJIOXKHEHHeM, HabJiio-
naembiM y 10—15% 6GosbHbIX. Bhinagenue npsiMoji KHIIKH,
HabJlolaeMoe HaMH Y 17% 6GoabHBIX, 06BIYHO He Tpebo-
Bajio XHPYPrHYeCKOH KOpPPeKUHMH H MPOXOAHJIO 4epe3
1,6—2 mecsiua npH npaBHJILHOM yXo/ie Ha ()oHEe AHETHI H
afileKBaTHBIX 1103 (epmenTos [9].

JloBo/IbHO XapaKkTepeH BHeWIHHH BUA pebeHKa,
6onbHoro MB: KyKkosbHOe JIMLO; pacllMpeHHas!, HepeaKo
nepopmupoBanHas (6oukoobpasHasi ¢ BhIGyXxaHHeM
PYAMHbI) TPyAHAsi KJA€TKa; GOJIbILIOH, B3LyThii, HHOT/A
JAryLayui )KuBoT (y JeTelt rpyfHOro BospacTa HepeaKo
MyMoYHasi TPbIXKa); Xy/ble KOHEYHOCTH ¢ “6apabaHHBIMHU
najsioykaMn” U “4acoBBIMH CTeKJaMH~ KOHLEBBIX (haJlaHr;
cyxasi cepoBaTO-3eMJIMCTOTrO LiBeTa KoXa C pacyecaMH.
OTmMeyaeTcst HABSI3YMBBIH [I0 PBOTHI KallleJib C THOHHOMH B
BHJIe KOMOYKOB MOKPOTOMH, HHOT/IA C NPOXKUJIKAMH KPOBH,
LIHaHO3, OAIbILIKA, CyXHe CBHCTSILHE H BJa)KHble Pas3Ho-
KaJHGepHble XPHIIbI, TaXHKap/Hs, yBeJHUYEeHHAs TMeyeHb,
HEPEeIKO M celle3eHKa, THITHYHBbIH CTYJI.

JluarHos B HacTosilee BpeMsi 6a3upyeTcsl Ha HaJH4YHH
XPOHHUYECKOT0 OGpPOHXOJIErOYHOro I[poliecca, KHIIEYHOro
cuHppoma, cayyaeB MB y cubcoB u motoBoro Tecra. B
MaHHpecTHOl (opme auarHocTHka MB He BbIsbiBaeT
saTpyaHeHuil. Tem He MeHee s noarBepxkiaeHuss MB
TpebyeTcst TPEXKPATHBII MOJOXKHTEJLHBIH “MOTOBBIA” TecT:
cofiepKaHue XJOpHAOB ToTa Bbilme 60 MMoJb/J MpH
HaBecke nota He meHee 100 mr. B Hacrosiuee Bpemsi B
CIIA Bwmmyckaercs anmapat “Makpogaxt” (dpupma
“Beckop”), nospossiiomyii npy Hannduu 10—15 mr nora
moJiyyath abGCOJIIOTHO TOYHBIE MOKAasaTeJH COAeprKaHHs
aekTposiuToB. [Ipy mosiyueHHH NOrpaHHYHBIX YPOBHEH
(40—60 mmonb /1) Heo6XonuMO NpHGeraTh K reHeTHYec-
KoMy obcJjienoBaHuio ceMbH. C yyeToM KIHHHYECKOro
nosuMopuama auarHocTHky MB cienyeT npoBoAnTb B
cJIeyIoHX rpynnax “pucka” (ta6a.3).

BesyciioBHbIH HHTepec ISl YYEHBIX H CIelHalHCTOB,
saHUMawImXxcs npobsemoit MB, npexacrasasier Koppe-
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Ta6auuma 3

Ipynna pucka (past andppepenumnanbnoi guarnoctuku) MB
Mo KJAMHHYeCKUM (opMaM M CHHApPOMAM

I. BPOHXOJIETOYHBIE MTOPAXEHMHWS:
1. TloBTopHble H peUHAHBHPYIOLIHE MHEBMOHHH C
3aTXKHBIM TeUeHHeM
2. AGcueaupyiolne NHEBMOHHH, 0coGeHHO y jieTelt
rPYHOro BO3pacTa

3. Xponuueckue MHEBMOHHH, 0COGEHHO JIBYCTOPOHHHE
4. BpouxuanbHas actMma, pedpakTepHast K TPajHLHOHHON
Tepanuu

5. Peuupupupyioume 6poHXHTH, GPOHXHOMUTHI, 0COGEHHO
¢ BhiceBOM P. aeruginosa

II. ABSMEHEHHUS KEJIY JOYHO-KMIIEYHOI'O TPAKTA:
6. MekoHHaNbLHDLIA WICYC H Cro IKBHBAJNCHTDI

7. CHH[IPOM HapyueHHOro KHile4Horo BcachbiBaius
HEsSICHOro reHesa

8. JKentyxa 06CTPYKTHBHOTO THNA Y HOBOPOXICHHLIX C
3aTSKHBIM TeUeHHEM

9. Llupposnl neuenn

10. Caxapuuiii anaber

11. Tactpoasogaranbibiit peduiioke
12. Xonenutnas

13. Boinagenue npsiMoii KHILKH

1. UISMEHEHHWSA OPYIMX OPTAHOB M CUCTEM:
14. Hapywenue pocta ¥ pa3BuTHs
15. 3aaepxKa MoJIOBOro pa3BHTHSI
16. Myxckoe GecriioaHe
17. Tloaunsl Hoca
18. Cubenl u3 cemeit ¢ GoabHbiMu MB

JAUUA KIMHHYeCKHX (opM, XapakTepa M CTeleHH
HapyllIeHHS OT/EJbHBIX OPraHOB H CHCTEM, 0COBeHHOCTeH
TeyeHHs1 MB ¢ xapakTepoM MyTaUHH MaTOJOrHYECKOTO
reHa: romosurora no AF508 wuam rereposurora AF508,
JH60 coyeTaHHs] HeH3BECTHBIX MyTauui. Haum Habuio-
AeHHust ¥ obcaesoBanus 115 GoabHBIX ¢ pasHbIMH (op-
Mamu 6oJie3HH, BOBJIeYEHHEM PasJIMYHBIX OPraHoOB H
CHCTEM, HaJIHYHeM TeX WJIH HHbIX OCJIOXKHEHHH, pa3HbIMH
YPOBHSIMH 3JIEKTPOJIHTOB [TOTa He MO3BOJISIIOT MIOKa YeTKO
M OJIHOCJIOXKHO XapakTepH3oBaTb romosurot no AF508
KaK HauGosee TspKesylo popmy MB, xots MHorue 3apy-
GexxHble aBTOpbI YKasbiBaloT Ha 370 [14]. Hapsiny ¢ sTHm,
MMeIOTCsl COOBILEHHsl 0 KpaHHe TsiKesloM TeueHHH MB ¢
JAPYTHMH MYTAlLHSIMH, YTO HAXOJMT OTpa)KeHHe U B CepHH
Haumx (coBmectHo ¢ 3.A.Xadusosoii, 1992) nabiio-
JAEHHH H UCCJIeloBaHHH.

Jleuenne MB — tpynHas 3ajgava, Tpebyiolasi 6obLIHX
MOpaJIbHBIX H (PH3HUECKHX CHJI, a TaK)Ke BpEeMeHH H
3HAYHTEJIbHbIX MaTepHasbHbIX 3aTpart. [lo HaumMm pacye-
TaM B HacTosillee Bpemsi Heo6xoxumo ot 35 000 xo 50 000
py6uaeit B rox Ha omHoro GoJsibHoro B PoccHH, Toraa Kak
B CIIIA srta cymma kosebiaercs or 5000 mo 30 000
J0J1J1apoB. DTO SABHJIOCH OCHOBAHHEM ISl O(OPMJIIEHHS B
HaweH cTtpaHe getaMm ¢ MB psga abror: GecriatHoe
JeyeHHe B aMOyJIaTOPHBIX YCJIOBHSIX, MOocOOHe IO HHBa-
JIHAHOCTH, JIbFT'OTHOE TMOJIy4YeHHEe MXXMJOH MJIoUaaH.

Heo6xoauMo ¢ moMoLpbio TepaneBTOB CTPAHbl 3TH JIbTOTHI
MPOJVIHTL HA BCIO >KM3Hb GOJIHOTO, YTO, K COXKaJIEHHIO,
MoKa He IpeflyCMOTPEHO 3aKOHOJAATEJbHBIMH aKTaMH.
Bosee Toro, nepeuens Jibrot st 60ibHEIX MB M HX cemelt
B COBPEMEHHBIX YCJOBHSIX JOMKEH OBbITh CYLIECTBEHHO
pacuupen. JleueHHe Ha paHHUX CTagUsiX GOJIe3HHM Har-
paBiieHO Ha nojyiepKanue 3((peKTHBHOIO OUHILEHHsT GPOH-
XHaJIbHOTO JlepeBa OT BSI3KOH MOKPOTBHI, 60pp0y C HH-
(exuHel AbiXaTe IbHBIX MyTel W obecrieyeHHe XOpoLIero
¢usuyeckoro paspuTHsI GosbHOro. dP(PeKTHBHOCTH
NPUMEHEHHs] MYKO- M OPOHXOJHMTHYECKHX IpernapaTos
3HAYMTEJbHO T[OBBILIAGTCSI MPH COYETAHHM HMX Ha3Ha-
YeHHsI ¢ JbIXaTesibHOH rumMHactHkoi u JIPK, mosuim-
OHHBIM JIpeHaXkeM H BHOpoMacca)eM TI'PyAHOH KJETKH,
ayTOTE€HHBIM JIpeHaXeM H (pOPCHPOBAHHOH SKCIHUPATOp-
HOH TeXHHMKOH, NMPHUMeHEeHHEM MacKH C IOJIOXKHTeJbHbIM
nasiieHueM Ha Bbijoxe (PEP-mask) n ¢pnarrepa. [TomyyeHst
XopollHe pe3y/abTaThl caHaTopHoro Jjedyenus (“Xax-
xubeit”, r.Ogecca) ¢ npuMeHeHHEM MOABOLHOTO
rHjipoMacca<a rpyJHOH KJETKH, TPSI3eBbIX aNMJIHKauuH
Ha rpyab [7,19], a Takxe snexrTpopusmoTepanuu, B
YaCTHOCTH CHHYCOHAAJIbHOMOYJIHpOBaHHBIX TokoB [11,12].
B nocsiesHue roapl Bee IIHpe MPaKTHKYIOTCS B JeyeGHo-
peabH/IMTallHOHHBIX LeJSX A03HPOBaHHble (pH3HYECKHe
Harpysku. OHu HecyT IBOHHYIO (DYHKUHIO: TPEHHPYIOLUHH
(et ¢ HapallUBaHHEM MbILLIEYHOH MaccChl, a TaKxKe
HeIocpeJICTBEHHO CMOCOOCTBYIOT JIyHLIEMY OTXOXK/AEHHIO
MOKPOTBI KaK MeTOJ Mpe/ABapsIOLIHi ayTOreHHbIH ApeHax,
MO3HUHOHHBIH JIpeHaX, KJomnd-Maccaxk H BuUGpomaccaxk
rpyaHoH kiaeTkd. Haium ‘Ha6uiofeHHsI W McclielOBaHHUS
(coBmectHo ¢ K.M.H. O.M.CuMoHOBOII), mpoBe/ieHHbIE B
TpeX pernpe3eHTATHBHBIX Tpynnax aeTeH, GO0JbHBIX
nepBuyHoit (50 pmereit), BropuuHoit (68 GoabHBIX)
XPOHHYECKOH MHEBMOHHEH 1 MyKoBHcLH030M (32 peberKa),
CBH/IETEJILCTBYIOT O MOJIOXKHTEJBHOM BJIMSIHHH Cy6Mak-
CHMaJIbHbIX (PU3HYECKHX HArpy3oKk Ha TpeHa)kepax:
TPeAMHJI, BeJIOIProMeTp M MHHH-6ATyT, a Takxe JO3H-
POBaHHBIX 3aHATHH CITOPTOM Ha JbIXaTEJbHYIO H CepeyHo-
COCYIMCTYIO CHCTeMbl, (pH3HYeCKYI0 paboTOCIOoCOOHOCTD
(PWC 170) u, yto Hema/loBa’KHO, SMOLIMOHAJLHEIH CTATyC
GosbHBIX BhllIeyKkasaHubix rpynn [8,21]. CnenosaTesibHo,
GosbHbie MB u gmetu ¢ apyrumu Qopmamu GpoHxose-
TOYHOH MATOJIOTHH MOTYT H JIOJDKHBI 3aHHMaTbCsl (hUaHyec-
KHMH YIpa)KHEeHHSIMH M JlaXkKe CIIOPTOM C CyOMaKCH-
MaJIbHbIMH Harpy3KaMmH I0J CTPOrHM BpayeGHBIM KOHTPOJIEM.
Ocobyi0 0CTOpPOXKHOCTh cjlefyeT cob/iofaTh GONBHBIM C
NpH3HaKaMH MeperpysKH Nnpasbix oT/edos cepaua ((opmupy-
ioLeecs, chopmupoBanHoe cor pulmonale). Haubonee pa-
LIHOHAJIbHBIMH BHJIaMH CIIOPTA CJIelyeT NPH3HATh IJ1aBaHHe,
Ger, e3y Ha BeJIOCHIEe/le, BEPXOBYIO €3]y, NMOJABHXHbIE
Urpbl HA BO3/lyXe.

BesycnoBHo, anTHGaKTepHa/IbHASI TepalHs COXpaHseT
CBOe Ba)KHOe 3HayeHHe, HO M 3jleCb TaKTHKa cyllec-
TBEHHO H3MeHHJach. OO6IEH3BECTHO, YTO HaHOOJBIIYIO
TPYAHOCTb NMPEACTABJSIOT 60JbHbIE C XPOHHYECKOH KOJIO0-
HU3alMell CHHerHo#HoH nanoyky (MocTosHHBIN ee BhICEB
Gosee 6 Mmecsues).” Yactota ee BbiceBa B HauboJjiee
KPYMHBIX LeHTpax no MB B mnociegHue roael craJja
npeshiath 70—75% [16—18,22,23]. B cBsisu ¢ 3THM
MPH3HAHO Liesiecoobpa3HblM H36eraTh HJH YMEHBUIHTb
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RESPIRONICS INC.

BiPAP S/T-D

BiPAP S/T-D o6ecneuunsaet addek-
TUBHYIO HEMHBA3UBHYIO pecrnuvpaTop-
HYIO Tepanuio.

REMstar Choice

REMstar Choice ny4wuii Beibop npwu
NeYeHun CUHAPOMa anHo3 BO BPeMs
CHa B AOMaLUHUX YCIOBUSIX.

-
~ o -

b4 ‘lunemuCeHc
Meawuwsiccoe OGopyacsanme, uarvocTuca v fleverme

CI MynemoCexc, 105077,a/92,
r. Mockea, 11-a [Mapkosas yn.,
n. 32/61, kopn. 2.

Ten.(095) 461 90 45, 4658385
dakc.(095) 461 37 41

BiPAP S/T-D Hospital System - nepBbiit anna-

paT BEHTUNALUUN NEerkux ¢ NoAAEPXUBAKOLLUAM
hasneHuemMm (pressure support) cneuvanbHo
pa3paboTaHHbIN ANA HEUHBA3UBHOW Tepanuu
C NMOMOLLbID HOCOBbLIX U JINLUEBbLIX Macok, Mno3-
BONAOLLNIA OTAENIbHO PerynmpoBaTb UHCMUPa-
TopHoe (IPAP) un akcnupatopHoe (EPAP) pas-
NneHwve B AbixaTesibHblx NyTax. lNMpumeHseTcsa y
B3POC/IbIX N AeTen ONS IeYeHUa BEeHTUNAUMn-
OHHbIX PaCCTPOMNCTB AblXaTeNbHOW CUCTEMbI B
TepaneBTU4YeCKOW KINHUKE, UHTEHCUBHOW Te-
panun n peaHMMauumu, a Takxke Ong nedeHus
CUHAPOMa arnHO3 BO BPEMS CHa.
O6ecneymBaeT 4 OCHOBHbIX PeXuUMa CrOHTaH-
HOW BEHTUNALUMN NEerknx C NoaaepXuBaloLwmm
nasneHvem (B Tom yucne CPAP). Tossonser
MOHUTOPUPOBAaTb U PErMCTPUPOBAaTHL JaBneHune
B AblXaTeSIbHbIX MyTAX, AblXaTesbHbI 0ObEM K
BEJIMYUNHY YTEYKMN.

REMstar Choice - nopratusHasa cuctema ans

CO34aHu1a NOCTOSAHHOIO MOJIOXUTENbHOro OaB-
neHua B abixatesnbHbix nyTax (CPAP).
MpumeHsaeTca ona nedeHns BEeHTUNALMOHHBIX

pPacCcTPoOnNCTB AbixaHus. Cambli yA0oOHbIM U 3d-

PEeKTUBHbLIN CNOCO6 NeYeHNs HapyLIeHUn Obixa-
HUA BO BPEMS CHa, B TOM Yucne o6CTpyKTUBHOM
1 cMelaHHoW GopM arnHoa. MimeeT Hauny4lume
xapakTepucTukmn n obecnedmBaeT HaMboObLLUUNA
KOM®OPT Ang nauueHTa: HOCOBblIE Macku Co

BCEMU NPUCNOCOBNEHUAMMN, ANCTAHLUMOHHOE Y-

paBneHune ypoBHA AaBJZIEHNA U BpeMeHu A0CTUu-
XEHUNA ero UCXOL4HON BEJINYUHbI, BO3MOXHOCTb

MNCMOJSIb30BAHUSA NPOCTOrO HO BbICOKO3(hDEKTUB-

HOro yBnaxHurensd, tuxas padorta, Wpokun an-
ana3oH nopgepxwusBawolero gassieHusa (ot 2.5
0o 20 cm H20), ctabunbHbI YPOBEHb YECTAHOB-
JIEHHOr0 AaBJieHNs B AblXaTesibHbIX NYTAX Aa)xe
npyY BO3HUKHOBEHUN YTEYKWN.

[MpuMeHseTcsa y B3pOC/bIX U AEeTeln B KIIMHUYEC-
KUX 1 AOMaLLHUX YCIIOBUSAX.
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yucho rocnuranusauuii. [Tomumo yrpossl cymep- H
nepeKpecTHOH MH(PEKUHH, KOJIOHH3AUHH CHHErHOMHBIMH

nanoukamu (P.aeruginosa, P.cepacia n ip.), rociiuTaiiu-

3alisl HAHOCHT peGeHKy H ero cembe OOLIEH3BECTHbIMH
MaTepHaJIbHbIH M MopasibHblil yuiep6. Tlostomy B psie
crpaH 3amajia cosjlaHbl crielManbuble 6purajsl, ocyiiec-
TBJASIOLIHE BHYTPHBEHHOE BBejleHHe aHTHOMOTHKOB M
JPYyrUX HEOOGXOAMMbBIX ME/HKaMEHTOB Ha HOMY [23].
OG6bIYHO MPOBOAUTCS 2-HeJIeJIbHBIH KypC aHTHCHHErHOH-
HBIMH TIperiapaTaMH peryJisipHo Kaxiple 2—3 Mecsna,
HE3aBHCHMO OT HAJIMYHSI MJIH OTCYTCTBHSI o6ocTpeHus MB.

Haub6osiee sdppekTuBHbIMH 1IpH MB ¢ BbiceBoM cTa-
(hUIOKOKKA B HacTosiliee Bpemsi SIBJSIOTCS [1OJyCHH-
TeTHYeCKHe MeHHUHIVIHHB! (aMIHLUMIIHH, OKCHIMIUIMH,
amnuoke), nedamnocnopunsl (uedamusun, Kaadopan,
nouraued, uedrasuaum — (GopTym); npu o6HapyKEHHH
P.aeruginosa — NeHHUHIHHB 3—4-r0 MOKoJNeHHs

 (a37OLMIIIMH, MESJIOLUMJIVIHH, MHIPALM); LedalocropHHBl

(poprym, Lepo6H/1); aMHHOTIHKO3M LI (reHTAMHLIHH, TOGpa-
MHLHH, 6PYJIaMHLHH, LIM3OMHLHH, HUIOLUMH, aMUKALHH);
xuHoJoHbl (uMnpoduokcauut, oduokcaunn). AmbyJa-
TopHoe JieueHne GosbHbIX MB obsieruusiocs ¢ nosiBjaeHHeM
aHTHOMOTHKOB XHHOJIOHOBOTO psijla B BHJe TabjeTHpo-
BaHHBLIX (opm aas rpuema BHyTph [18,23]. Haw
He6oJIbILION cOBCTBeHHbIH onbiT (23 GonbHbIX B Bo3pacTe
or 6—18 ner) npumenenust uunpodokcaunta (unpo-
ail) B BH/Ie KYPCOB B Te€UeHHe ABYX HeJleJib B IOMalIHHX
YCJIOBHSIX C KOHTPOJIEM B JIHEBHOM CTalMCHape y6exaaeT
B LEJeCOo00pa3HOCTH MoJ06HOH (OpPMbI TeparnHH, ero
HCKJIOYHTeNbHON 3 pexTuBHoCTH (9KOHOMHYECKHI
H TICHXOJIOTHYECKHH SQJ(keKTbI, HCKJIIOUEHHE cyTep- U
nepekpectHoil HH(peKunit). Jlo3bl nepeyncieHHbIX Bbille
npenapaToB Mbl jaeM MakcHmalbHble. MiHora npuberaem
K KOMOMHALHSIM aHTHOHOTHKOB M METOJIOB HX BBeJIeHHS
(BHYTpHBEHHBII, BHYTPHMBILIEUHDII, BHYTPb, B MHFAJSILHSIX).
[IpoBesieHHBIE aMEPHKAHCKHMH yUYeHBIMH HCCJIelOBaHHS
110 TOKCHYECKOMY BJIHSIHHIO aMHHOITIHKO3H/IOB, B HaCTHOCTH
reHTaMHLMHA, [IPH HHTaJSHOHHOM My TH BBe/IeHHS ITOKa-
3aJIH BO3MOXKHOCTb YBEJIMYEHHSI CYTOYHOH J103bl B IECATKH
pas. IIpu 3TOM jomycKaeTcsi OJIHOKpaTHOe ee BBeJleHHe
YTpPOM MK BedepoM. MHransuusaM aHTHOHOTHKOB ceffyac
BHOBb yjeJisieTcsi GoJibllioe BHHMaHHe He TOJbKO CO
CTOPOHBI Bpaueil W y4eHbIX, HO M pojHTesieH, HMEIOLHX
GOJIBLLIOK OTIBIT B HALLEH CcTpaHe. YUHTHIBAs NOBbILLIEHHBIH
PHCK MepeKpecTHOH MH(EKUHH H 0CO6eHHO HH(HULHPO-
BaHusi P.aeruginosa, 8 CIIIA u crpanax 3anaiHo#
EBponel npakTHkyioT rocnurasusanuu O60JbHBIX,
BbICEeBaIOLUMX P.aeruginosa, oTAeNbHO OT GoJbHBIX 6e3
Hee. 1o, no nanubiM npod. H.Xoit6u (Mauus), cHusuio
yacToTy BbiceBa P.aeruginosa B TOCTe[HHe TOibl B
Jauuu B 4—5 pas [21].

CyliecTBeHHOMY MepecMOTPY MOJBEpPrHyTa B rocJje/Hee
BpPeMsi M CTpOrocTb AHeTbl st GosbHbX MB B naane
orpaHuyeHusi norpebieHus xupa. B Hacrosiee Bpems
He TOJIbKO He PEeKOMEHJYIOT OrpaHHYHBaTh XKHPbI, a
Hao6OpPOT TOBBLILLIAIOT MX COJepXKaHHe, B OCHOBHOM 3a
CYeT JKHPOB pacTHTENbHOro nporcxoxaenus. [locaennne
GoraTbl HeHaChILIEHHLIMH JKHPHBIMH KHcaoTamu. [lpu
5TOM COBEpIIEHHO HEeOOXOAMMO 3HAYHTEJIbHO MOBBICHTD
JIO3bl 3aMeCTHTEJIbHBIX (JEPMEHTOB MOLKEJy/IOUHOH JKeJle3bl

(nankpeaThH u ero anasoru). YKesatesbHO NpUMeHEHHe
COBpeMeHHBIX MHKpochepHyecKux ¢opM (epmMeHTOB
tuna “Kpeon”, “ITaukpeasa”, “Ilposunasa”, “Ilansurpar”,
“3umasa” u sip. OcobeHHOCTbIO 3THX (POpM (hepMeHTOB,
npou3BoAuMbIX Beayummu ¢upmamu CLIA (Me Neil-
Pharm) uw ®PI' (Kali-Chemie) siznsieTcsi TO, uTo
rmocJieJiHHe B BHJie rpaHyJs pasmepom 1,4 MM 3aK/ioueHb!
B KHCJIOTOYCTOHYHBYIO 060JIOUKY W MOKPLITHI KarcyJoH,
pacTBopsiiolleicsl B ABeHaJAUATHNEPCTHOH KHIIKE.
dddexTuBHOCTL 3THX GopmM B 4—5 pa3 npesbilaeT
obuen3BecTHoie (THMAa NaHKpeaTHH, MaHKypMeH,
TpH(epMeHT, MaH3nHOPM H T.4.). Haw onbiT npuMeneHus
mukpocdepuyeckux dopm pepmentos (“Kpeon”, “Ilan-
surpar”, “3umasa”) y 45 6onbHBIX 10Ka3aJ He TOJBKO HX
BBICOKYIO 3()()eKTHBHOCTb, HO H HEOOXOJAMMOCTb COOCTBEH-
HOTO TMPOM3BOACTBA JIM6O 3aKyNKH 5THX npenaparos [9].

Cyrounasi nosa QepMeHTOB, MOAGHPAaeMbIX HHAWBH-
AyaJlbHO, pacripejiesisieTcsi 1Mo 4YHUCJy NPHEMOB IHILH, a
TaKXKe 3aBHCHT OT ee Xapakrepa M oObema. Jlyuue
MpUHUMATD NHILY Yaile (4—5 pas) u MasbIMH MOPLUHUSIMH.
MHorpa jlonyckaercst JOMOJNHUTENIbHOE HOYHOE KOpMJe-
HHe JlayKe JIeTSIM cTapliuero Bospacta. B ycjoBuax orcyr-
CTBHSI MHKpocepHyecKHX (GopMm (pepMeHTOB H HejocTa-
TOYHOH 3(PPEKTHBHOCTH CPeAHHUX H OCOGEHHO BBICOKHX
(6osee 10 r B cyTku) A03 OOBLIYHBIX (pEPMEHTOB
HeoOXOAMMO Ha3HayaTh NpenapaThbi, CHHXKAIOIHE KHC-
JIOTHOCTD KeJyZlouHOoro coka (UHMeTHAHH, PaHHTH/IHH,
6ukap6oHaT Hatpusi). Heo6XxomuMo NOMHHTbL O MOBHI-
LIeHHOH noTpe6HOCTH GosibHEIX MB B rnoBapeHHOH cosn
— oT | 10 5 r KONONHUTEIbHO, B CBSI3H C MOBBILIEHHOH
noTepeit eKTPoNHTOB ¢ notoM. [1pu pasBuTHu ocnox-
Henuit (lerouHo-cepey bl CHHAPOM, LHPPOF TeUeHH)
aueTa TpebyeT COOTBETCTBYIOIUEH KOPPEKLHH.

B nocnepnue 5 neT Mbl ¢ ycrnexom cTasH MPHMEHSITh
IJIQKOKOPTHKOM/bI, KOTOpble OKa3blBalOT HaHOOJIbLUIHH
s¢gdekT y nereit paHHero Bo3pacTa C KJIHHHKOH BbIpa-
JKeHHo# GponxuanbHoil oberpykuun [20]. B nactosiuiee
BpeMs TposioHrHposanHble (10 4 JieT) albTepHUpYIOLLHE
KYpCbl TIpefHU30JI0Ha mosy4aioT oKoso 50 GoJIbHBIX B
Bo3pacre oT 3 MecsileB 10 12 siet. B pesysibraTe 60/bHbIE
atol rpymmnel pexe 6oseior OPBH u paior oboctpenus
XPOHHYECKOro GPOHXOJIErOYHOro rnpouecca, Jyuuie (u-
3M4YeCKH pa3BHMBAIOTCS, HMMeloT OGojiee BbICOKHE IOKa-
3aTesii (DYHKUHHM BHewHero japixaHusi. Hceaegopanus
MPOIOJIXKAIOTCA U TPeOYIOT TLIATeJNbHOrO aHajlH3a NpexJe
YyeM MOXKHO OyJleT peKOMeHIOBaThb FOPMOHOTEpAlHiO B
LWIKPOKYIO MeHUHHCKYI0 NpakTHKY. OfiHaKo yxe Ternepb
MOYKHO CKa3aTb, YTO CPeJHeCYTOUHble [03bl IMpeHH-
30JI0Ha He JOJKHBI npesbiwath 0,4—0,5 Mr/Kkr macch,
MpH STOM BCsl Jl03a NPHHHUMAeTCs OJHOKPATHO YTPOM,
yepes eHb [21].

Peatuaurauust 110 GosibHBIX ¢ pasHbIMH (opMaMH H
CTerneHbIo TSHKECTH B Bo3pacTe oT 2 jio 16 siet B ycsioBusix
crieLaHanpoBanHoro canatopus “Xamwkuteir” (r.Ozecca,
yicc/e/IoBaHMsl MPOBOJAMJINCH COBMECTHO ¢ Kadeapoi
neguatpun OJlecCKOro MeJMHCTHTYTa — 3aB. Kadeapoi
npo. B.]1.PesHuik) rokasajia palHOHaIbHOCTb HanpaBJIeHHs!
B M0J06HBIE CAHATOPHH GOJILHBIX C JIEFKHM TeueHHeM
(50—60 Ganos mo mkane IlIBaxmana—Bpacduibia)
wan cpeanersukenbiv (41—>55 6aiiios).
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[lpu aucnaHcepHoM HabMIOJeHHH LesecoobpasHo
TPOBOJMTH MIEPHOJAHYECKYIO OLIEHKY COCTOsIHHSI 60JIbHOTO,
a¢p(peKTHBHOCTH aMOyJIaTOPHOrO JIeUeHHs, JUIsi Yero JocTa-
TOYHBl PYTHHHBIE MeTOJbl OOC/e/0BaHHSI M CBeIeHMS,
coobliaeMble POAUTEJISIMH O XapaKTepe Kallljisi, KoJHyec-
TBe OT/IeJISIEeMOH MOKPOTHI M ee XapakTepe, JHHaMHKe
Beca ¥ pocTa, anneTHTe, IBHraTeIbHOH aKTHBHOCTH 60J1b-
HOro, yacToTe H Xapakrepe cryJsa. Bompoc o mepHo-
JIMYHOCTH BH3MTOB K Y4acCTKOBOMY MeJAHaTpy MOJHKJIH-
HHKH M crienaiucety MB LeHTpa peliaetcst HHAHBHYaJbHO,
HO peKOoMeHAyeTcsi nocelleHHe He pexke | pasa B 3
Mecsia, MpH ITOM HeOOXOAHMMO IPOBOJHTHE MHHHMYM
MCCJIeIOBAHHI: aHTPOINOMETPHSI, aHaJH3 MOKPOTHl Ha
(iopy H ee 4yyBCTBHTEJbHOCTb K aHTHOHOTHKAM, PBJI 1
rasbl KpOBH, aHaJIH3 KPOBH H MOUYH, KonporpamMma. buoxu-
MHUecKHe HccienoBaHus, dxoKI u axorpaduio rneyeHH,
JKEJNYHOTO IMy3blpsi, HMMYHOJIOTHUECKHE TeCThl CJeayeT
TPOBOAHTD 1O MOKa3aHHsM, 00bIuHO He yalle | pasa B rox.

[Tepen cembeit GosbHoro MB BcraeT psg MeaHKo-
COLHAJIHBIX BOMpocoB. Mbl cYHTaeM NpaBHJbHBIM H
MIPOBO/IMM BHEOYEPe/HYIO FOCIHTAIH3alHI0 60JIbHOTO MPH
060CTpeHHH, KaK MPaBHJIO ¢ MaTepbio (B HCKIIOUHTEb-
HBIX CJy4yasix ¢ OTLIOM), KOTOpasi He TOJBKO YXaXKHBaeT
3a GOJIbHBIM, HO M aKTHBHO Y4acTByeT B Jie4eGHOM
npouecce: HHraJsIHH aHTHOHOTHKOB, MYyKO- H GPOHXOJIH-
THKOB, Jlaya 3aMeCTHTeJbHbIX ()ePMEHTOB B ajIeKBaTHbIX
no3ax, noabupaembix jgevaium Bpauom, JIPK, dpusuuec-
KHe HarpyskH, JieueOHbIH Maccak, MO3HLUHOHHBIH ApeHax
¢ BHOPO- MK KJIOM(MaccaKkeM IPyJAHOH KJIETKH H JIp.

Ocobylo npobiieMy npejacTaB/sieT pasBUTHE JHUYHOCTH
60JIbHOTO, TMpollecC COLHAJH3ALUHH KOTOPOTO 4HacTo
3aTpy/iHeH M3-3a GoJiblllell OMacHOCTH HH(HLHPOBaHHS,
oco6enHo OPBH, B setckux xosrektHBax. [IpoBeseHHbIe
HaMHM MCCJIC[IOBAHHMSI M JaHHbIE JIUTEpaTypbl CBHIETEJb-
CTBYIOT, 4TO y OGosbHbIX MB HapyuieHa rymopasbgast
cHCTeMa MecTHOro MMMyHHTeTa (CHHXKeHHe CBIBOPOTOY-
Horo IgA), cHMXeHbl MPOTHBOBHPYCHBIH HMMYHHTET,
HHTep(epoHooOpa3oBaHHe, a TaKkkKe KOJHYECTBO MaKpo-
daros 1 ux pyukuus (“cnsue” Makpodaru), MoHHKeHa
(darouutapHas (YHKUHS JeHKOLUHTOB, 0OCO6EHHO HX
MHKpoGuuHaHoe neiictere [2,6,10]. TTosTomy nomeutenue
aeteit, 60ibHBIX MB, B IOLIKOJIbHBIE JeTCKHE yupeXAeHHs
He nokasaHo. Bousbliasi 4yacTb 3THX GOJIbHBIX YCHeELIHO
MOCELIAIOT LLIKOJy, TOITOMY Bpay, KypHPYIOLLHMH ee, Io/KeH
ObITb YeTKO OPHEHTHPOBAH B OTHOLIEHHH CYTH OOJIE3HH,
4TOObl OCYLECTBHTb afleKBaTHOe HabJiojieHHe 3a GOJIbHbIM
C 11eJIbI0 BBIPaGOTKH ONTHMAJILHOTO PeXXHMa MocelleHHs
IIKOJIBl C TpeocTaBleHHeM, O06bIYHO, JOMOJHHTEIbHOrO
BBIXOJIHOTO B CepejiiHe HeJleJslH, coKpallleHHeM y4yeGHOoro
JIHSI ¥ OTAeNbHBIX YpoKoB. BoabHble MB ocBoGoxkaatoTces
OT CJIa4M 9K3aMEHOB, a IPH TSKeJIOM COCTOSTHHH MojjiexKar
oby4yeHHIO Ha JoMYy. ¥ 4YacTH GOJIbHBIX' B KOJIJIEKTHBAX
MOXKET Pa3BUTBHCS YYBCTBO HEMOJHOLUEHHOCTH H3-3a Kalllj,
HHOTla ¢ OOHMJbLHOWM, THOMHOH, AYPHO MNaxXxHyulleH
MOKPOTOH, M3-3a HEBO3MOXXHOCTH y4acTBOBaTb HapaBHe
CO CBepCTHHKAMH B Hrpax, copeBHoBaHHsX H T.A. C
JIpPYro CTOPOHBI, JAETH, JHUIEHHble OO6LIEeHHS CO
CBEPCTHHKAMH, Hepe/IKO CTAHOBSITCS Pa3jpaKUTeJIbHBIMH,
HEeJIOBOJIbHBIMH, aCOLHAJIHBLIMH H Jla’Ke aHTHCOLIHAIbHEIMH.
[Tostomy B psge crpan 3anaja cos3fgaHbl KJayGel s
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GoapHbx MB 1 ux poxureneii, B AHMIMHM BBITyCKaeTcs
crniennanbHbii XKypHan “CF News”, naTpoHOM KOTOPOro
siBasiercst npuHUecca Asiekcanapa. OmeiT paboTsl 3THX
KJIy6OB OLIeHHBaeTCs MCKIIOUHTEJIbHO BbIcOKO. BoJsbHOro
MB u poxuTeneit Heo6XoauMO NMoAGaAPHBATh, YKPEIJISATh
Bepy B ce0s, mpHoOLIaTh K KOJJIEKTHBY CBEPCTHHKOB,
ymesio (HHOrJa ¢ TIpHBJIeYEHHEM ICHXOJIOTa) HAIpaBJisis
9Hepruio 60JILHOro Ha Te BHAbI (PH3HYECKOH H YyMCTBEHHOH
JIesITeJIbHOCTH, BBITIOJIHASL KOTOpble OH He Oyjer cebs
YyBCTBOBATb HEMOJIHOLEHHbIM. MOXHO HajesiTbCsl, UTO
(GyHKUHOHHPYIOIHe B HaueH cTpaHe oHapl: JleTckui
donp, Poux musocepaust, Poup uuBanunos, KyabrypHas
MHHIMATHBA W Jp. OYAyT Ha BBICOTE B OCYLLECTBJIEHHH
IPEKPACHBIX JIO3YHTOB, MTPOBO3IJIALIEHHBIX HMH, B YaCTHOCTH
B psiie TesiemapadoHoB. OnbiT psifa cTpaH y6exnaer B
BO3MOYKHOCTH H He06X0AUMOCTH 3To# paGotbl. CoBpeMeHHast
AMarHOCTHKA, aleKBaTHASA TEPAIHs U MeIHKO-COLHaJIbHas
peaGHJIMTaLMS HA BCeX dTanax AUCrnaHCepHOro HabJ/oieHHS
GosbHBIX MB BelyT K MOCTOSIHHOMY YBEJIHUEHHIO Cpe/iHei
MPOJOJDKHUTEJIBHOCTH HX JXKHM3HM, KOTopas, KaK CKa3aHo
BbIlLIE, B 9KOHOMHUYECKH Pa3BUTBIX cTpaHaX paBHseTcs 31
roay, a B Poccun — okosio 14 set. 9To cTaBUT nepen
GOJIbHBIM W €ero ceMbeH BOIpPOC O MNpPO()OPHEHTALHH.
Bri6op mpodeccun ciegyeT peuiaTh COBMECTHO C Jeya-
IIMM BpayoM, COLMaJbHbIM PaGOTHHKOM C Y4acTHEM
ncuxoJiora. $IBJSISICE OTHOCHTEJLHO HOBOHM NpobJseMoi
Juist Hautelt cTpaHbl, MB TeM He MeHee HallleJ1 OTpaKeHHe
B MEJMKO-COLMaJbHOM 3aKoHojaTeabcTBe (mpHKasbl
MHH3/IpaBa O JIbTOTHOM MpPEeIOCTABJIEHHH MXHJIIOLIA/H,
06 uHBaJHAHOCTH GosibHbIX MB, 06 ux 6ecriaTHOM
JieUeHHH B aMOyJlaTOpHBIX YcJoBHSIX). B HacTosiuee
BpeMsi co3jlaercst cuctema ueHtpos MB B Poceun, opra-
HH30BaHa accoLHalus poauTesneH, 6osbHbIXx MB B3pocibix
1 Bpavel. OnHaKo NpPEACTOMT ellle MHOroe cjeJarhb,
4yTOOBI MOJAHSTH YPOBEHb MEIMKO-COLHAJbHOH TOMOLIH
9THM GOJIbHBIM M MX CEMbSIM JI0 YPOBHSI HHAYCTPHAJbHO
PasBHTBIX CTPaH MHpa.

OTKpbITHE reHa MYKOBHCIH/I03a BOOJYLIEBHJIO Y4YeHbIX
CHIA, Kanaapl, AHrIHH Ha TMOMCKH METOJOB T'eHHOH
tTepanuu MB. [Tony4yeHsl n1epBble pe3ybTaThbl B YCJIOBHSAX
JabopaToOpHi ¢ HCIOJb30BaHHEM afIeHO- H PETPOBHPYCOB,
B KoTopble BBoauTCst “HopManbHblii CFTR”. EcTb cBefieHus
(nepconanbubie coobmenus K.Olek, 03.92 r. u D.Kaznel-
son, 06.92 r.) o nIaHHpyeMOM KJIMHMYECKOM OIBITE Ha 2
nobpoBosiblax, GoabHbIXx MB, 1Mo reHHoH KoppeKLHH
yKasaHHBIM MeTozioM. Hapsiy ¢ reHeTHUecKHMH MeToaMH
YCIELIHO HCIMBITHIBAIOTCS! B YCJOBHAX KIHHHKH HEKOTOpbIe
TepCreKTHBHbIE JIEKaPCTBEHHbIE CPE/ICTBA: PEKOMOHHAHTHBIH
OL]-aHTHTPHUIICHH KaK MPOTEKTOP 3SHAO- M 3SK30TreHHOH
aJjlacTasbl, aMHJIOPH H peKOMOHHAHTHasl yesoBeyecKas
JHA-3a ¢ uesabio GbicTporo ¥ 3(G(eKTHBHOrO pasxKu-
)KeHHs: MokpoThl. Hakowew, B psine ctpaH (Awraus,
®panuus, Kanaga, ABcTpasusi H Jp.) yCIeUHO
OCYLIECTBJISIIOTCS B HACTOsillee BpeMsl TpaHCIJIaHTalHH
cepaua M Jerkux y 6osbHbix MB B craauu jgexomreH-
cauuH, a Taxxe nedenu (Ppanuus, Mspauns) npu wuppose
B CTalMH JieKoMIeHcaluun. XoTa 6oJbliiast 4acTh OnepUpo-
BaHHBIX GOJIbHBIX MOrMGJ/ia, HEKOTOpble XHBYT GoJjee 5
JIET, YCIEIIHO yyaTcs B KoJule/pkax, paboTaloT U BeyT
YJIOBJIETBOPHUTEJIbHBIH 00pa3 »KH3HH.
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AHaAU3 AErOYHO-AbIXaTEABHOMN CUCTEMbI — \
3TO Ba>KHbIN NHCTPYMEHT obecrneyeHus 3A0POBbA l—|€AOB€K8

3arpAsHeHne BO3AyXxa U Apyrue BPEAHbIE HAaPYLLEHWA SKOAOTUM MO BCEMY MUPY ABASHOTCH
OCHOBHbIMV MPUYMHAMW BO3PACTAIOLLLEr0 YACAA AETOYHbIX 3aD0OAEBaHNI.

PaHHUI AMarHO3 He TOAbKO NoMoraeT n3beratb AAMTEALHOTO AGUEHWSA, HO U MPUBOAUT K
3HAUYUTEABHOMY OBAETYEHNIO COCTOAHMA 3A0POBbA MaLMEHTa.

Hawum cAoXHbie cucTeMbl, paboTatoLme Ha MUKPOMPOLECCOPHOM YNPaBAEHUU, CrieLManbHO
npeAHa3HaueHbl AAA OCYLLECTBAEHUA BbICOKOIMIEKTUBHOM 1 PE3YALTATUBHOM AMArHOCTUKM

"KYCTO BUT P" — 310 KOMNakKTHaA NyAbMOHO-aHaAUTUYECKas
cuctema, npepHasHayeHHaa aaa CITIMPOMETPUN n
OCLIMAAATOPHOIO 3AMEPA COINMPOTUBAEHUA.

OHa TaKke nossoaset nposoanTs BHYTPUBPOHXNAABHOE
TECTUPOBAHWE.

"Aoxu-NMPOBOADKET P" — 310 naganbHas cuctema AAA
NHITAAALMOHHO-TTPOBOKALIMOHHbIX Tectos ¢
YETbIPbMA UHAMBUAYAABHO MPOrPaMMUPYEMBIMU CEPUAMMN
NPOBOKALUMOHHbIX TecToB. Cuctema MMeeT BO3MOXXHOCTb
pacLmpaTb cBou napameTpsl A0 30 TecT-cepum

C UCMOAB30BaHMEM MPOCTON KapPTOUKMN NaMATW.

"Axn-BOANCKOI P" = 3TO YCTPOMCTBO AAR 3aMepOB 0bbema
BbIAbIXaTEALHOIO U BAbIxaTeAbHOro notoka, CrTMPOMETPUN,
3AMEPA COIMPOTUBAEHWA n popyrux nokasarenen. Cucrtema
TaKXE UMEET BO3MOXHOCTb MOAKAKOUEHUS AAA OMPEAEAEHUA

A anchcpysum CO,,.

Ans onpeaenerus AOPY3NN CO,, POE, AbIXATEABHOTO
OBbEMA, OBLLEV EMKOCTW AETKX ToAbKO y Hac Bbl
cmoxete npuobpectu cuctemy "Axn-AABBEOCKOIT P".

Ans CMTUPOSPTOMETPU mbi pekomeHayem "SPTOCKOIT P".

HecmMmoTpA Ha CBOKO CAOXKHOCTb U BbICOKOTEXHOAOTMYHOCTb, BCE CUCTEMbI HAAEXKHbI 1 MPOCTbI B
obcAy>kuBaHMK. Bee aTn cuctembl NponseoaAaT coupmsl "Kycto Mea'" u "FaHCXopH
SAeKkTpoHuKC" B epmaHun.

qf’“‘*\é i AAs NoAyueHns noapobHo nHgopmaumm obpatuaitecs B MockoBckoe
4 ]:

A g npeacTasutenscTBo "AMT AokTop AaHKO MeAUUMHTEXHKK" NO TenechoHy
1 | |1 wnandpakcy: 095 954-88-26.
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HecMmoTpsi Ha oueBHIHBIE yCIIeXH, B pelleHHH npob/iembl
MB B Poccuu ocTaercst MHOTO BOIIPOCOB, elile TpebyIoiHx
CBOEro paspelleHHs: HeoOXOJMMO 3aBepllHTb cosjlaHue 6
peruoHa/JbHEIX LEHTPOB: obecrnieunTb MOCKOBCKHH,
C-ITeTep6yprckuii H perHoHalibHble LEHTPbI YKH3HEHHO
HEeOo6XOAUMBbIMH MeJHKaMeHTaMH, JAHAarHOCTHYECKHM H
peabHJINTALlHOHHBIM 060PY/I0BaHHEM; COBEPIIEHCTBOBATh
1 pacupath JHK-guarnocTuxky cpeiu BHOBb BbISIBJISI-
eMbIX CeMel M OCYLUeCTBJISITh aHTeHATaJbHYI0 JHarHoc-
THKY B [€PCMNEKTHBHBIX CEMbSIX; NIPOBECTH perHoHaJbHble
HCCJIe/IoBaHUS 10 YacToTe MyKoBHcLmuao3a metoaom IRT
Cpeay HOBOPOXKAEHHBIX C TMOCJEeAYIOIHM KOHTpOJieM
MOTOBLIM TecToM, a npu HeobxoxumoctH H JIHK-ucecse-
JOBaHHEM; TIPOJIHTD JIbIOTbI, KOTOPbIe HMEIOT AeTH, GoJbHbIe
MB, Ha Bce Bo3pacTbl M 106HBATbCS PACUIHPEHHS JIBIOT
JJaHHOMY KOHTHHTEHTY OOJIbHBIX.

TosbKo ycnelHoe pelieHHe BbillleyKa3aHHbIX HEOTI0XK-
HBIX 3a/1a4 [TO3BOJIHT HallleH cTpaHe ObITb B psijly TeX, KOTopble
TOCTABHJIH L1eJibiQ petuThb npobiemy MB k 2000 roay.
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