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BBEJIEHUE

MykoBucLnao3 (KUCTOUOPO3 TMOMKETYIOUHOM XKeJie3bl) — 4YacTo
BCTpeyvarollieecss reHeTUYeCKU JeTEPMUHUPOBAHHOE 3a0o0JsieBaHUE, Xa-
pakTepu3yeTcsl MopaxXeHUueM BCeX SK30KPUHHBIX Kejle3 XXM3HEHHO BaX-
HbIX OPTAHOB M CUCTEM OpraHM3Ma, OTJIMYAeTCS OOBIYHO TSKEJbIM Te-
YEeHUEM U MPOrHO30M, HaCJeAyeTCs 10 ayTOCOMHO-PELIECCUBHOMY TUITY.

D10 3200J1€BaHNUE XapaKTepU3yeTcsl paclpoOCTPaHEHHBIM MOpPaKeHU -
€M DK30KPMHHBIX KeJI€3, KUCTO3HBIM MEePEePOXKIACHUEM MOXKETYTI0UYHOU
xkenesbl (I12K), mopaxkeHueM xeye3 KUIIEUHUKA W JbIXaTeIbHOM cUCTe-
MbI U3-3a 3aKYMOPKU MX BBIBOJSIIMX MMPOTOKOB BA3KUM CEKPETOM, YTO
BbI3BAaHO UBMEHEHUSIMU (DYHKIIMUHI XJIOPHBIX KaHAJIOB MEMOpaH 3MuUTe M-
aJIbHBIX KJIETOK.

ITpu aTOM 3a00JI€BAHUY B TOW WJIM MHOM CTENEHU BOBJIEKAETCS B Ma-
TOJOTUYECKU I TTPOLIeCC BeCh OPraHru3M, HO B OOJIbIlIel CTeNIeHn — opra-
HbI IbIXaHUSI, TUILIEeBAPUTEIbHbIN TPAKT, MeYeHb, MOIKEIYA0UHAs XKe-
Jie3a, KeJIYHbIE MyTU, TTIOTOBbIE XeJie3bl 1 MOJOBbIe OpraHbl (0COOEHHO
y JIMI MYXCKOTO noJia). Beaymnm B KIMHUYECKOW KapTUHE SIBJSETCS
MopakeHue IByX CUCTEM OpPraHM3Ma 4esioBeKa: OPOHXOJErOYHON U Mu-
11IeBapUTEIbHOM, KOTOPOE OMpeaessieT ucxo 3a00aeBaHus.

Yactora MB B pa3HbIX NOMYSILIUSX, HALIMSIX U OTHUYECKUX TpYyInax
BapbUpPYyET, COCTABISISA B cpeaHeM 1 : 2—4,5 ThICSTUM HOBOPOXKACHHBIX B €B-
poreicKkux cTpaHax. ¥ mpenctaBuTesieil HerpouaHoi packl yactora MB
B CpPEeHEM HMXe U cocTaBjsieT 1 : 7 ThICSIY HOBOPOXKIEHHBIX, a Y XKeJToi
pachl JaHHOe 3a0oJieBaHMe BCeTpevyaeTcs 3HauuTesbHo pexe (1 : 100 000
n MmeHee). PacripoctpaHeHHocTh B Poccum Huke, yeM B €BpOIEMCKUX
ctpaHax. Ilo maHHbIM oOcienoBaHusl HaceneHuss B MockBe U CaHKT-
IleTepOypre pacnpoctpaneHHOCTb MB cocrassier 1 : 8—10 ThICSY HOBO-
poxneHHbIX. [To onienkaMm BeemupHoii OpraHuzanuu 3apaBooXpaHeHusl,
€XerogHo B mupe poxkaaercst 45—50 Teicsiu gereit ¢ MB, a yucio rere-
PO3UTOTHBIX HOCUTEJIeH 3a001eBaHMSI HACUMTBIBAET NECSITKU MULJTMOHOB.

[IpUUMHBI CTONb IIMPOKOTO PACIPOCTPAHEHUSI TSIKEJIOro Hacsed-
CTBEHHOTO 3200JieBaHUS B MOMYJISILIUU O€JI0 pachl OCTAIOTCS J0 KOHILIA



Bsenenue 7

He n3ydeHHbIMUA. COTJIaCHO TIPENCTaBACHUAM TTOMYISIIMOHHON TeHEeTH-
KM, OHO MOTJIO OBbITb CJIEACTBMEM MYTallMii 3TOro reHa B JOMCTOpUYe-
CKYIO 210Xy (TocJjie BhIACJCHUS pac) ¢ MOCAEAYIONIeH celeKIMei U TeHe-
TUYECKUM ApeiichoM 3TUX U3MEHEHUI B IPOIIeCcCe MUTPAITUN HaCeIeHMS
U (popMupoBaHUs dTHUUYECKUX rpymil. [IpeanonaaraeTcsi, 4To 0coOUu MyXK-
CKOTO TI0J1a, TeTePO3UTOTHBIE TI0O MyTaHTHOMY TeHy M B, uMeror riomo-
BUTOCTD BBINIE CpeaHel momyIsaunoHHoi. CorracHO IpyroMy IIpearo-
JIOXKEHUI0, 0COOM, TeTepO3UTOTHBIE TI0 MyTallMsIM 3TOro T'eHa, oOHapy-
JKUBAIOT TMOBBIIIEHHYIO YCTOMYMBOCTD K XOJepe M IPYTMM KUIIEYHBIM
3a0osieBaHUsIM. OTClO/1a KaXKeTCsl JOTUUHBIM MPEINOoJIOKEHUE O TOM, UTO
WMEHHO 3TMUAEMUU XOJIephl B cTpaHax EBporbl criocoOCTBOBAIM COXpa-
HEHUIO U TIONIEepKaHUIO Ha CTOJIb BEHICOKOM YPOBHE MyTaliuu reHa MB
cpeau mpencTaBuTesieii 0esioi pachl.

Bnepsrie MB nnoapo6Ho onucasa rmatojioroaHatoM Jlopotu AHnepceH
(CILA, netckuii rocritans B Hoto-Mopke) B 1938 rony. I[TepBble MOMBIT-
KU NPYXKU3HEHHOM NMarHOCTUKY 3a001eBaHUS MPUXOSITCS HA CePeNUHY
40-x rogoB XX Beka. B 310 BpeMs1 cpenHsist IpOa0KUTEIbHOCTD XKIU3HI
0osibHBIX M B cocTaBssiiia okoso 4 jiet. B 1953 r. Ob110 0OHapyXeHO To-
BBIIIEHWE KOHLIEHTpALIMii HATpUs U XJ1opa B mote 60JbHBIX (P. A. Di Sant
Agnese, R. S. Dailing), a B 1959 r. npemioxeH NuIoKapnuHOBbBIN TeCT
IJ1s TipoBeneHust moToBoii 1pookl (Gibson, Cooke, CIIIA). C sToro Bpe-
MeHu MB akTMBHO M3y4aeTcsl KIMHUILIMCTaMU, COBEPIICHCTBYIOTCS 3¢~
(bextuBHEBIe MeToab! JieueHUs1. B 80-x rogax XX Beka mocjie BHEAPEHMS
B MPaKTUKY JedeHUs: MUKpochepuueckux (pepMeHTOB, BHYTPUBEHHOTO
BBEIECHUST aHTUOMOTUKOB IIMPOKOTO CITEKTpa NEUCTBUSI U aKTUBHOTO
Pa3BUTHUSI METOAUK KUHE3UTEPATIMU CPEJHSISI TTPOAOIKUTETbHOCTD XKU3-
HU Bo3pocJia 1o 20 JIeT, a B HacTosIee BpeMs coctabiisieT oosee 30 jer.
C yueToM TaKoro Iporpecca B JIeUeHUM B KOHIIe XX BeKa BO3HUKIIH ITPO-
0JieMbl BO3MOXKHOCTU CO3/IaHUS M TUTAHUPOBAHUSI CeMbU Y 00bHBIX M B.
B oTaenbHBIX cTpaHax MPOIOJIKUTENBHOCTD KU3HU OOJBbHBIX MYKOBHC-
muao3oM gocturaeT 50 jieT u 6ojiee, 00CyKIaeTcsl IEHCMOHHOE o0ecIie-
YeHUE ITUX MalMEeHTOB.



I'masa 1. 5TUOJIOTUA U TIATOI'EHE3

1.1. 'eneTHyecKHe acneKThl MyKOBHCIIHI03a

CorylacHO ayTOCOMHO-PELIECCUBHOMY TUILy HacJiedOBaHUsI, 3a00Jie-
BaHME pa3BMBAETCS Y JIMILI, MOJYUYUBIIUX OT POAUTENICH MO OMHOMY FeHY
MB. I'erepo3uroTHbie HocuTeJu reHa MB — KJIMHWYEeCKU 310pOBHI.

B 1985 rogy Metonamu «00paTHOM reHeTUKU» (OT reHa K MPU3HaKy) reH
MB kapTupoBaH Ha JUIMHHOM Ijiede XxpoMocoMbl 7 (7q31.1). B 1989 rony
ObLT MIeHTUMUIIMPOBAH caM I'eH U BbIsIBJIeHA HauboJiee yacTast MyTaiusl,
npuBosias K aroMy 3adoneBanuto — delF508 (nenbra F508). Oxapak-
TEpU30BaH OEJIKOBBII TPOAYKT B3TOr0 TIeHa, TOJYYMBIIMI Ha3BaHUE
«TpaHCMEMOpPaAHHBIN PETYIATOPHBIN Oenok MykoBuciiuao3a» (CFTR).
K nacrostmemy Bpemenu, momumo delF508, B rene CFTR oO0HapyxeHO
MHOXecTBO (0ojiee 1500) mpyrux myrauuii. OgHako, B OTJIUYME OT MY-
taruun delF508, 0oMbIIMHCTBO M3 HUX MPEACTaBICHBI CIIOPAINISCKIMU
cly4yasiMu, T. €. BCTPEUarTCsl JOCTATOYHO PENKO.

HecmoTpst Ha cyiiecTBeHHBIM nporpecc B (hapmakoTepanuu MB, no-
3BOJIMBIIMI 3HAYUTEILHO YBEJIMYUTH CPEIHIOI IIPOIOJIKUTEIHLHOCTD
>KU3HU OOJIbHBIX, Pa3pabaThIBalOTCS MOAXOAbI K TEHHOM Tepanuu 3TOTo
3abojyieBaHus, T. €. K JieueHn1o ¢ romomnisio reHa CFTR. ITomumo re-
HOTepanuu akKTUMBHO pa3pabaTbiBalOTCS METOJAMKU TeHO3aMellarolnX
TexHoJioruii: BocctaHoBiaeHre akTuBHocTM CFTR 3a cuer papmakoso-
rudyeckux Bosaeiicteuii. Okoso 50% 3penoro CFTR Haxomutcs B anu-
KaJIbHOM MeMOpaHe anuTeIuaibHbIX KileToK. OcranbHoil 6e10k CFTR
COCpeIoTOYEeH B MeMOpaHax 3HAO0IIa3MaTUYEeCKOro peTUKyjayMa U af-
napate ['onpmxku. CFTR cam sBisieTcst MeMOpaHHBIM KaHaI0M JUIST aK-
TUBHOrO TpaHcIopTa MoHOB Xxjiopa. [Ipy MB HapylieHue TpaHcrnopra
BJIEKTPOJIUTOB MPOUCXOIUT KaK Ha ypoBHE aOCOpOLIMU COJIM, TaK U ad-
COPOLIMU XXKUAKOCTH.

B pesynbrare HapylleHUii 3JEKTPOJIUTHOTO TPAHCIIOPTa HA IMTOBEPXHO-
CTU KJIETOK 3IUTeNd yBenrmuusaeTcsa KoHueHTpauus Nat u Cl—, cexper
BCEX 3K30KPUHHBIX XeJie3 CTAHOBUTCSI BSI3KUM U € TpynoM yaanisiercs. [To-



1.1. TeHeTnueckue acrekTbl MyKOBUCLIUI03a 9

BBIIIICHUE CONMEPXKAaHMS 3JICKTPOJIUTOB Ha TTOBEPXHOCTU SITUTETUATBHBIX
KJIeTOK 1pyu M B J1IeXXUT B OCHOBE «IIOTOBOTO TeCTa», a Iioxas MpoHuliae-
MOCTb SMUTEIMATBHBIX KJIeTOK 1 MoHOB CI~ — B OCHOBE MeTO/a OIpe-
JeJIeHWsT Ha3aJIbHBIX TIOTEHIINAJIOB, TIPUMEHSIEMBIX TSI TMaTHOCTUKY M B.

MB kak reHeTu4ecKH JeTepMUHUPOBAHHOE 3a00JIeBaHUE XapaKTepu3y-
€TCsl IIIMPOKOI BapradeTbHOCTHIO KIIMHUYECKUX TTPOSIBICHUI B 3aBUCUMO-
CTH OT Xapakrepa MyTaliuii B reHe. OOHapyXeHbl MyTalliU, MPUBOISIILINE K
Tsexenon opme MB, a Takke MmyTaruu, o0ycaoBIMBalOIIMe 0oJiee MSITKOE
TedyeHue 3aboseBaHus. Hepemko BCTpevatoTcs TaleHThl ¢ OMMHAKOBBIMU
MYTaLMSIMU, HO C Pa3IMYHBIMU BapraHTaMU TeUeHUsI 3a00/1eBaHMSI.

B 3aBucuMoOCTHM OT TIepBUYHOIO MOBpEXAaIoIIero nedekra Bce MyTa-
muu reHa CFTR nonpasnensior Ha msaTh KJIaCCOB.

— Kkaacce I: myranuu, 0okupytomine npouecc cuHre3a oeinka CFTR —

HoHceHc-MyTaimu (G542X, W1282X, R553X, 2143delT, 1677delTA);

— Kaacc 2: MyTallMM, BbI3biBawllue OJJOKMPOBaHUE CO3PEBaHMUS
CFTR — muccenc-myrauuu (del F508, del 1 507, N1303 K, S541 1,
S549 R);

— Kaacc 3: MyTallMu, BbI3bIBAIOIIME HApYILIEHUE PEeryJasiuun (pyHKIM
CFTR, xoTopblif JocTUTaeT anvkaaibHO MeMOpaHbl, HO HE MOXET
akTuBMpoBaThcs — MucceHc-myTauuu (G551 D, G1224 E, S1255 P);

— Kaacc 4: MyTauMu, NPUBOISIIME K CHUXXEHUIO MPOBOAMMOCTHU
noHoB Cl~ (R117 H, R334 W, R347 P);

— kaacc 5: 3ameienne cuHte3a CFTR, oqHako hyHKUMOHUPYET OH
HopMasibHO (A455 E, 3849+10kbC-T, IVS8(5TO0).

1—3 kjacchl MyTallMii OTHOCSITCSI K TaK HA3bIBAEMBIM <«TSDKEJIBIM»,
ONpeAeISIOIIMM BbIPAXEHHYI0 KJIMHUYECKYI0 KapTUHY 3a00JieBaHMS,
a MyTaluu 4—5 KJI1accoB, KakK MPaBUIIO, SIBISIIOTCS «MSITKUMW», TIPU KO-
TOPBIX KITMHNYeCcKas KapTHa M B cMazanHast, ¢ MUHUMAIbHO HapyIIIeH-
HOM (DyHKIIMEN MOKETYyI0YHOM Kee3bl.

Myramuu reHa CFTR mMoryT ObITh 00ObEIMHEHBI B YEThIPE T'PYIIIIHI,
B COOTBETCTBUU C TPOTHOZUPYEMBIMU KJIMHUYECKUMU MPOSIBJICHUSIMU:

1) npuBoasiiue K pa3putuio MB;

2) npuBosiure K pa3Butuio cBsazaHHbIX ¢ CFTR HapyiieHmii;

3) 6e3 yCTaHOBJIEHHBIX KIIMHUYECKUX ITPOSIBIICHUIA;

4) uMmeronIe HeAOKa3aHHYI0 WIM HEOMNpeaeJeHHYI0 KIMHUYECKYIo
3HAYNMOCTb.

Takum oOpa3oMm, MyTallMOHHBIN aHAIU3 MOXET MPUMEHSITbCS IS
YCTaHOBJIEHUS AuarHo3a MB y malieHTOB C COOTBETCTBYIOIMMHI KJIMHHI-
YeCKUMHM NPOSIBJIEHUSIMHU.
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HmeroTcs MyTanumu, Ipyu KOTOPBIX (YHKITUS TTOMKETYIOTHOM Kee-
361 y mauueHToB ¢ MB ocTtaercs nocratounoit (R117H, 3849+10kbC>T,
A455E, G178R, R352Q, R117C, 3272—-26A>G, 711+3A>G, DI110H,
D565G, G576A, D1152H, L206W, V232D, D1270N) w1 MOXeT ObITh
coxpaHHoii (R347P, R334W). Btu MyTtalluu HUKOIJA HE BCTpevaroTCs
y OOJBHBIX ¢ MEKOHUAJIbHBIM MJIEYCOM B aHaMHe3e. Takue MmalMeHThl
OOBIYHO UMEIOT HOPMaTbHOE (PU3NIECKOE pa3BUTHE B TIEPBEIC TOIBI TTPO-
siBJieHus 3aboeBaHust. Ix Macca Tejia octaeTcs B Iipejieiax BO3pacTHOM
HOPMBI, TTOKa HE Pa30BbETCS TSIKEIOe TTOPaKeHME JIETKUX WJIM OCTPBIi
MMaHKPEAaTHT.

BoJNbIIMHCTBO MyTallMii MPUBOAST K Pa3BUTHIO HEIOCTATOYHOCTHU
¢ynkuum nomxkeaygoaHoi xenesnl (F508del, G542X, G551D, N1303K,
WI1282X, R553X, 394delTT u MHOTME apyTue).

I'eorpacguueckoe pacrnpocTpaHeHre MyTauuii pasaudHo. HaubGo-
Jiee pacripoctpaHeHHbIMU MyTauusiMu reHa CFTR sasasitorest delF508,
G542X, N1303K, G551D, WI1282X. Mx yacTtoTa B CpeIHEM COCTaBJISIET
66,8%; 2,6%; 1,6%; 1,5% wn 1,0% cooTBeTCTBEHHO. MyTalus «Ieaeius
delF508» nMeeT caMyto BBICOKYIO OTHOCUTEIbHYIO YyacToTy B ['epMaHuu
(87,2%) u camyio Hu3Kyro — B Askupe (26,3%). Kak yxe yIioMUHanoch,
JTaHHas MyTallvs paclipocTpaHeHa B EBporie He ciTydaifHO 1 CIeIyeT oIpe-
JieJIeHHOMY TpaJMeHTy: C ceBepa Ha Ior U ¢ 3amaja Ha BocTokK. Yacrora
mytauuu delF508 B EBporneiickoii yactu Poccuu cocraBisieT B cpeaHeM
okoJio 50%. Myraumst G542X yaine Bcero BcTpevaetcst B Tynuce (17,2%),
mytausg W1282X nanbosee pacripoctpaneHa B Mpanie (36,2%).

CooTtHouleHUe (PEHOTUIT/TEHOTUIT U KIMHUYECKON KapTUHBI 3a00-
JIeBaHUS B 3aBUCMMOCTU OT (yHKImoHupyoimero CFTR mpuBomsTcst
BTabi. 1 1 2.

Tabauya 1
CooTtHomenne heHoTHIl/TeHOTHII
IToka3arenn Boipakennbiii penoTun Cnaowiii peHoTHI
Tun mytanuu JIBe TsKenble MyTaluuu He menee 1 markoit myrauuu
Bpemst moctaHoBKHU Pano — B Bo3pacte 1o ITo3nHo —B Bo3pacTe mocie
JIarHo3a 1 rona 10 et
DyHKIMS TOIKe- [Mankpeatnueckast He- Oynxuwms [1K coxpanena
JIyIOYHOM KeJIe3bl JIOCTaTOYHOCTD B 95% B 60—70% ciydaeB
(IT2XK) cayJaeB
YnuraHHOCTh [Mnoxas Xopormas
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Oxonuanue maoan. 1

IToka3zaresn Boipaxkennsiii penoTun Cna6blii heHOTHI
[ToToBas npoba: KoH- | Beicokue Lugpbl Huskue u/unu norpaHuYHbIE
LIEHTPALMST JIEKTPO- uudpsl
JIUTOB TTOTA
Jlerounast hpyHKLIMST IlepemeHHas IlepemenHast
DepTUIILHOCTD OTCyTCTBYET BosmoxHa
Yy MYXKYUH

Tabauya 2
CootHomenne penoruna u ¢pynkuuonupyiomero CFTR
3aTpoHYyTbIii Opraxn ®yukumuonupyrommii CFTR
Henoctarounocts 12K <1%
JlerouHsle 3a00J1¢BaHNsT, U3MEHEHHS B IIOTOBBIX 4,5-5%
Keye3ax
OTCyTCTBUE CITOCOOHOCTH K IETOPOXKACHHIO Y MYKUMH 10%
M3MeHeHMsI He BBISIBIISIIOTCS >10%

1.2. I'enHas Tepanus MyKOBHCIHI03a

CorylacHO COBpEMEHHBIM IpeAcTaBlieHusIM, TeHHylo Tepanuio (I'T)
MOHMUMAIOT KaK BBeJIeHNE HYKJIEMHOBBIX KMCJIOT B KJIETKY OOJIbHOTO C 11e-
JIbIO BO3JEMCTBMSI HA MEAULIMHCKUI CTaTyC OpraHu3Ma U/WUiau JedeHUs
0osie3Hu. CylIecTBEHHO, UYTO TMPU ITOM caM T'eH YXe BOCIpPUHMMAaEeT-
Csl KaK HOBbI (hapmalieBTUUECKUI MpenapaT AJsl JIEYEHUsT He OJHOrO,
a MHOTMX 3a00JIEBAHUM — HE TOJBKO MOHOTEHHBIX (MyTallMsl B OJHOM
reHe), HO W TOJUTeHHBIX, MYJIbTU(AKTOPUATbHBIX (MYTaHTHBIE T'€HbI
U HeOJaronpusiTHbie BHEIIHUE (haKTOphl), MH(PEKIMOHHBIX 3a00jeBa-
HUI, a TaKXKe JI00BIX APYTUX MAaTOJOTUYECKUX COCTOSTHUIA.

Hecwmotpst Ha To, uyTo mpu MB nopaxkatoTcsi MHOTME OpraHbl, JeTallb-
HbIi ucxox B 90—95% ciryyaeB HACTYIIaeT BCIICACTBUE TSKEJIOTO ITOpaXe-
Hust ierkux. [T0aToMy MIMEHHO OHU SIBJISIIOTCS TJIaBHBIM OOBEKTOM T€HHOM
Teparnuu 3TOro 3adojieBaHusl. MaKCUMaIbHbIN MOMOXUTENbHBIA 3(DheKT
MOXKET OBITh MOJYYEH TPU paHHEM, JOKJIMHUYecKoM jedyeHun MB. On-
HOM M3 BaXXHBIX CTpaTEeruii B FTeHHOW Tepanuu Jerkux rnpu MB sBisercs
JIOCTaBKa reHa B HauOoJiee MOpakeHHbIE YYaCTKM JbIXaTeIbHbIX IyTeH.
Hanuuue B Hux rycroit ciausu npu MB ymenbiaeT 3¢p(heKTUBHOCTD
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HCIIOJIb30BaHUSI adPO30JIbHOTO crocoda BBEACHUSI TeHa B OPOHXMUOJIbI,
XOTsI UMEHHO 3TOT CHOCO0 BBEJECHMSI CUYMTAETCs] ONTUMAbHBIM TPU J10-
CTaBKE F€HETMYECKUX KOHCTPYKIMI B TMOACIU3UCTBIE XeJie3bl. Takum
o0pa3oM, UCIIOJIb3yeMBbIi B TeHHOU Tepanuu MB BekTop moikeH o0Ja-
JIaTh CIIOCOOHOCTBIO MPOHUKATh KaK B KJIETKM MOACIU3UCTBIX XKeje3, Tak
U B MOBEPXHOCTHBIN 3MUTEIUN CIU3UCTON 000J0UYKM OOTYPHPOBAHHBIX
CJIM3bIO AbIXaTeIbHbIX ITyTEM.

[Tpo6siema nmocraBku reHa CFTR B snurennaabHble KJIETKU C 1LIEJIbIO
rnoJjiydyeHust 6eJIKOBOro MPOJayKTa B KOJMWYECTBE, HEOOXOAUMOM [IJIsl Te-
paneBTHYecKoro a3dd@eKTa, 10 HACTOSIIEro BpeMEHU He pelreHa. Bu-
PYCHBIE HOCUTEJIU MPU MTOBTOPHOM BBEJIEHUN 3aKOHOMEPHO BbI3bIBAIOT
MMMYHHbIU OTBET OpraHn3Ma, a HEBUPYCHbIe HOCUTEU 00J1a1al0T MaJIoi
MPOHUKAIOIIEH CITOCOOHOCTHIO.

Ha ceronHsimHuii 1eHb B MUpEe MMeeTCs ouliMaJbHOe pa3pelleHre
U npoBefieHO Oosiee 20 KIMHWUYECKUX MCMBITAHUM MO TeHHOW Tepanuu
MB c¢ ucrnosb30BaHUEM KaK BUPYCHBIX, TAK U HEBUPYCHBIX HOCUTEJIEN.
B o111 ucnsitanus 6bu10 BKItoueHo cBbiie 200 6onbHbIX MB. Bee mc-
cJIeIOBaHUSI OTHOCWIMUCH K 1-#1 (ha3e, B KOTOPOil mpoBepsijlach TOKCHUY-
HOCTb IPENnapaToB, BO3MOXXHOCTb BbI3bIBATh BOCITAJIUTEIbHBIE ITPOLIECCHI
B OpraHu3Me MaiMeHTa, a Takke MposiBIeHe UMMYHHOTO OTBeTa.

[TepBoHavanbHbIe HageX bl Ha 3pdekTuBHOE NeueHrne MB ¢ momo-
1IbIO TEHHOU Tepanuu nokKa onpabiaivuch He TOJHOCThIO. B HacTosiiiee
BpeMsi, OJJHAKO, Y€ XOPOIIIO M3BECTHbI BCE OCHOBHBIE TPYIHOCTHU TMPU
pelIeHUU 3TOM 3allayd U HaMEYeHbI MOAXOMbI ISl UX YCIEIIHOTO Tpe-
onojieHus. Bce 210 BHyIlIaeT yBEpEHHOCTb B TOM, UYTO T€HHasl Tepanus
OJIHOTO M3 CaMbIX YaCThIX HACJIEJACTBEHHbIX 3a00JIeBaHUIi YeloBeKa, My-
KOBUCLIMI03a — 3TO PEaIbHOCTb. BO3MOXHO BIMSTH Ha pa3inyHbIE MY-
Taluu papMakoJornuyeckKuMu mpernaparamMmu (AaMUHOTJIMKO3UIHbBIE aHTH -
OMOTUKMU, (DIIABOHOUIBI).

1.3. I1aToreneTHyeckas Tepanusl MyKOBUCIIHI03a

Tak Kkak KoppeKIus JiexXaluxX B OCHOBe 3a00JieBaHU S HACIEICTBEH-
HbIX 1eekToB MB — 3aMmeliieHue reHa niu 6ejika — HaXOJAUTCS B CTa-
MW UCTIBITAHUM, TO BEAETCS aKTUBHbBIM MOWCK HOBBIX METOJIOB Jieue-
HUS, HallpaBJIEHHbIX HA OCHOBHbIE 3B€Hbs matoreHe3za MB, B nepBylo
oyepeab Ha yCTpaHEHWE HapylIeHUW WOHHOro TpaHcrnopra. Eiie B
MPOUIJIOM BeKe BHUMaHUE McceaoBaTe/iell 1 KIMHULIMCTOB NPUBJIEK
MTUYPETUK aMUJIOPU/T U €T0 aHAJIOTH, KOTOPBIE SIBIASIOTCS YHUBEPCAIb-
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HbIMU OJIOKaTOpaMu KaHasioB. biokupys runepadcop0Oiuio noHoB Na
yepes alMKalbHYI0 MeMOpaHy 3MUTEJUabHBIX KIETOK JbIXaTeJIbHbIX
nyTteit mpu MB, aMunopua uaMeHseT ero OMo3JIEKTpUYEeCKHEe XapakK-
TePUCTUKU, HOPMAJINU3yeT Pa3HOCTb Ha3aJdbHBIX MOTeHIIHamoB. [lo-
Ka3aHO, YTO MHTaISIIMM aMUJIOpUIa YBEJIUYMBAIOT OPOHXMAJbHBII
M KallJIEeBOM KJIMPEHC MOKPOTHI npu MB, yayuiialoT ee peojorudye-
ckne cBoiicTBa. [Tocie mobGaBiIeHWsT aMUIIOpHUIA K IIpeTiapary 3ITuTe-
JIUS AbIXaTeJbHBIX MyTell yBeJM4YMBajach 4acToTa OMEHUST peCHUYEK
MeplaTeJbHOTO SMUTENNs. B psne ucciaenoBanuit OB qO0Ka3aH Mpsi-
MO cyrnpeccuBHbIl 3¢dekT amunopuna Ha Ps. aeruginosa. OnHako
JUIST TOCTUXKEHMST CTOMKOro 3¢ @dexra OT MHTaJISILUi aMuIopuaa Tpe-
OyeTcs moirast Teparus 3TUM TIpermapaToM, KOTOpas BRI3BIBAET PSIT OC-
JIOXXHEeHUI. B ¢BsI3M ¢ 3TMM Havajach pa3paboTKa CXeM, BKIIHOUYAIOLIUX
BO3AeiicTBUE Ha 00a 3JIeKTPpO(PU3N0IOrnYecKuX HapyleHus npu MB
(abcopbums 1 cexpeLust).

Ecnu 661 ynanoch y malilMeHTOB ¢ pa3HbIMU TPYHIIaMU MyTaldil HOP-
manu3oBaTh ¢pyHKIMIO CFTR, To ObLT OBI ITOJIy4eH 3HAYUTEJIbHBIN IIPO-
rpecc B JedyeHurn MB. s 3Tor0 Hamo HayduTbCSl CTUMYJIMPOBATh €0
cuHre3 (1 k1acc myTtanuit), mepemMelaTh ero K MeMOopaHe KiaeTKH (2 Kj1acc
MyTall1ii) 1 aKTUBMPOBATh €T0 B 3TOI MeMOpaHe (3 Kj1acc MyTaluii).

B Hacrosiiiee BpeMsi aKTMBHO M3ydaeTcsl JEMCTBUE YeThbIpeX TIpyMIl
MperapaToB:

1) moTeHUMaTOPbl MOHHOTO TPaHCIIOPTa — TOTEHLMPYIOT JeiCTBUE
OesiKa B almMKaabHOM MeMOpaHe (3 Kacc MyTaluii);

2) KOpPeKTOpbl MOHHOIO TpPaHCIIOpPTa — O00€CIIeYMBAIOT IOCTaBKY
oenka CFTR k MmeMOpaHe KjIeTKM (2 Kj1lacc MyTalluii);

3) npemnapatThl, HOMOTAOIIXE CYUTHIBATh MH(MOPMALIMIO Y MALIMEHTOB
¢ HOHCeHC-MyTanusaMu (1 Kmacc MmyTamnuii);

4) CTUMYASITOPBI, ACUCTBYIOLIME HA aJIbTePHATUBHBIC XJIOPHBIE KAaHAJBI.

Cpenu moTeHIMaToOpPoB HardoIee U3BECTHO ACHCTBUE MpernapaTa VX-
770 (Kalydeco). IToka3zaHo noBbiiieHue aktuBHocTM CFTR npu myra-
uuu 3 knacca G551D. Y naumeHTtoB ¢ mytamueit G551D, noayyaBimx
aTO0T mpemapaT 1mo 150 mr/cytku 3a 4 mecsiia ObUT JOCTUTHYT IIPUPOCT
O®BI1, macchl Tella, yMeHbBIIIEHNE KOHIIEHTPALIMY XJIOPUIOB B ITOTOBOM
XuakocTu. OTMEUEHO yBeIWYEHUE XJIOPUIHOTO TpaHCIopTa U MpU Apy-
rux mytanusax: G178R, G1244E, G1348D.

OnuH 13 koppekTopoB (rperapaT VX-809) B akcrepuMeHTe Ha KyJib-
Type TKaHU yBeJIM4YMBaeT TpaHcnopT cBepHyToro oeiaka CFTR u3 sHmo-
MJ1a3MaTUYECKOTro peTUKYIyMa K MeMOpaHe, UTO MPUBOJUT K HapacCTaHUIO
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MOHHOTIO TPAHCIIOPTA B KyJIbType TKaHei romo3urot no F508del mo cpas-
HEHMUIO C KYJIbTYpOi TKaHel 3M0POBBIX JIUII.

MOXHO TOBOPUTH O MEPCIEKTUBHOCTU COYETAHUS MOTEHILIMATOPOB
1 KOPPEKTOpOB mpu jJeyeHuu MB.

B oTaenbHbIX paboTax MPUBOASTCS JaHHbBIC O TMOJOXUTEJIbHOM (-
(ekTe npenapata Ataluren y naiiueHToB ¢ HOHCeHC-MyTammsamu (1 Kiacc
MyTaluit).

OaHUM U3 TIpenapaTtoB, HaNpaBJIeHHBIX Ha CTUMYJISILIMIO aJbTepHa-
TUBHBIX XJIOPHBIX KAHAJIOB B OIIUTEIMU IbIXaTEIbHBIX IYTEH, ABISAETCH
uHrasisiumoHHast ¢opma Moli 1901 (duramicin) — NMOMMUMKINYECKUI
TeNTUI, TIOJyYEHHBIN Streptomyces cinnamoneum. B onbITax in vitro no-
Ka3aHo YBeJMUeHNEe TPaHCHOpTa XJIOPUI0B B KJIeTKaX Ha3aJIbHOTO 3MU-
Teus.

KnvHuueckue ucnbplTaHUs B HACTOsI1Iee BpEMS aKTUBHO UYT O BCEM
rpyInIiam npernaparos.



I'mapa 2. KIACCUOUKALIUA
N KIMHNYECKAA KAPTUHA MYKOBUCIINIO3A

2.1. Knaccudgukanus MyKOBHCIIHI03a

B neiictBytolieii B HacTosiee BpeMs «MexkayHapogHO#t cTaTUCTUYE-
CKO¥ KiaccuduKaum 60J1e3Hel 1 TTpodJIeM, CBI3aHHBIX CO 3I0POBBEM»
X nepecmotpa (BO3) mykoBucinaos ykazaH B Knacce 1V «bone3nu sH-
JOKPUHHOI CUCTEMBI, paCCTPOICTBA MUTAHUS M HApYILIEeHUsT 0OMeHa Be-
LIEeCTB» U BKiIIo4yaeT noapyopuku: E84.0 — MyKoBHCLIMIO03 C JIETOUHBIMU
nposiBieHussMu, E84.1 — ¢ xuieyHnsiMu nposiBieHussmu, E84.8 — ¢ npy-
rumu nposiBiieHussMu, E84.9 — HeyrouHeHnHbiil. Haspesna HeoOxomu-
MOCTh 0OoJjiee COBEpIIEHHON KiaccuUuKaluuu, 4To OyJAeT pealn30BaHO
B MKbB-XI.

Pabouas rpymnmna mo noaroroBke Takoiu kinaccugukauuu st MKB-XI
npeacTaBuia MyKOBUCIIMI03 CASAYIOLINM 00pa3oMm:

— KJIACCUYECKUIH MYKOBUCLMAO3 C MAaHKPEATUYECKON HEeaoCTaToy-

HOCTEIO;
— KJIaCCUYECKUM MYKOBUCIIMIO03 C HEeHapYILIeHHON (PyHKIIMel nmo-
KEITYTOYHOM XKEJe3bl;

— aTUIHUYHBIA MyKOBUCILIUAO3;

— M30JMPOBaHHAasI OOCTPYKTUBHAS a300CTIEPMUST™;

— XPOHWYECKUI TTaHKpeaTuT*;

— aJlIepruYecKuii OPOHXOJIETOYHbIM acriepruiies®;

— JIMCCEMMHUPOBAHHbIC OPOHXOAKTA3bI™;

— 1nuddy3HbIT TaHOPOHXUOIUT™;

— CKJIEPO3UPYIOLIMI XOJaHTUT.

* HeoOxomuMo, 4TOOBI O KpaitHell Mepe ofgHa MyTalus Obljla MACH-
TUdULIMpOBaHa.

bonee 15 ner B Poccum ucnosb3yercss padboyast Kjaaccudukaius,
npemioxeHHas mpodeccopamu C. B. Paunnckum u H. M. KanpaHoBbIM.
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CoryacHO 3TOM KiaccuduKauuy OMNpeAessioTcss ¢opma 00Ie3HHU,
(haza 1 aKTUBHOCTbD ITpolIecca, 1aeTCsl XapaKTepUCTUKa OPOHXOJETOUHBIX
MPOSIBJIEHUI Y YKA3bIBAIOTCS OCJIOKHEHMUS.

®opma 00Je3H1

» CMelllaHHasl (JIETOYHO-KUILIEYHasT).

» JlerouHas.

» KumreuHast.

DopMbI BBIACISIIOTCS TT0 TPEUMYIIIECTBEHHOMY MOPaXKEHWIO COOTBET-
CTBYIOLLIUX CUCTEM.

®a3a 1 aKTUBHOCTB NpoIecca

» daza peMuccUU.

» AKTUBHOCTb MaJiasi, CpEIHSISI.

» daza o6ocTpeHUs (OPOHXUT, ITHEBMOHUS).

Da3pl TIpoliecca OTHOCITCS K OPOHXOJIETOYHBIM MPOSIBICHUSIM 3200~
JIeBaHMSI.

XapakTepucTUKA OPOHX0JIErOYHBIX N3MEeHEeHUiH

Kaunuuecrasn

» BpoHXUT (OCTpbIii, pELIUAUBUPYIOLINI, XPOHUYECKUIA).

» [THeBMOHUS (ITOBTOPHAs, PELIMIMBUPYIOIIA).

Andockonuneckasn

> DHIOOPOHXUT KaTapajbHbIf, KaTapaJlbHO-THOWHbBIN, THOMHBIM
OrpaHUYEHHBINA U pacIpOCTPAaHEHHBINA.

Dynryuonasvnas

» Tun HapyleHUi (OOCTPYKTUBHBIM, peCTPUKTUBHBII, CMEILIAHHbIN ).

» Crenenb Hapywenuit (1, 11, II1).

OcioKHeHus

ATenexkTasbl, adClecChl, THEBMOTOPAKC, MUOIMHEBMOTOPAKC, JIEroY-
HOE cepjlle, KPOBOXapKaHbe, JIESTOUHOE U XKETylI0YHOe KPOBOTEUeHNE,
raliMOpUT, OTEUHBIN CUHIPOM, LIMPPO3 MEUYeHU, SKBUBAJICHTbI MEKOHU-
aJbHOrO Wieyca, BbIMaJeHUsl MPSIMON KHUILIKU, OTCTaBaHUEe B (pusnye-
CKOM Pa3BUTHUM.

B Hacrosiee BpeMs CyliecTByeM MHEHUE, UTO IUPPO3 MEYEHU OTHO-
CUTCS K IIposiBIeHrsIM M B, a He K oc1oxxHeHUsIM 3a00eBanus (6-i Ha-
LIMOHAJIBHBINA KOHTpecc 1o MmyKoBucuuaosy, Cankr-Iletepoypr, 2003).

B ykazanHol KiaccupuKallMy He YYUTHIBAIOTCS MUKPOOMOTA OPOH-
XUaJbHOTO JepeBa, reHOTUI OOJBbHOTO M TsKecTh Mpoliecca. Lleneco-
00pa3HO JOMOJHAThH AMArHO3 yKazaHUEM Ha BbICEBaeMble MAaTOr€HHbBIC
OakTepuu, OMpeaeeHueM TskecTu TedyeHrust MB u pesysibTaTaMu reHe-
TUYECKOTO UCCIIeIOBAHNSI.
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Hns onpenenaeHust 000CTPeHUs OPOHXOJIETOYHOTO MPOLIECCa UCTIONb-
3YIOTCS IBa BApHaHTa KPUTEPUECB.

1-it BapuaHT (HaMuue 2 NPU3HAKOB U3 6):

> M3MeHeHMe 1IBeTa WJIN KOJIMIeCTBa MOKPOTHI.

> YcuiieHue Kauuis.

> [TosiBIeHVEe HEIOMOTaHUsI, YCTaIOCTH, COHJIMBOCTH.

> AHOpPEKCHS WJIU TIOTepsT Beca.

» CHixenue nokasareneid ®BJI Ha >10% uau peHTreHOBCKKE U3Me-
HEHMUSI.

> YcuieHue OfbIIIKY.

2-ii BapuanT (Hajamyue 4 Npu3HaKoB u3 12):

» M3MeHeHMe 11BeTa I 00beMa CeKpeTa.

> [TosiBiIeHME MU yCWIIEHNE KPOBOXapKaHBSI.

> YcuieHue Kauuis.

> YcuseHne ONBITIKA.

> [TosiBjieHHE YCTAJIOCTH, COHJIMBOCTH.

» Temmnepatypa Boiie 38 °C.

> AHOpeKCHsl WJIM MOTepsl Beca.

» bosb B cUHycax.

> M3MeHeHUe BBIIEJICHUIN U3 CHHYCOB.

» HoBble pr3HAKM B JIETKUX TTPU (DUBMKATEHOM MCCIICIOBaHWN.

» Cuuxenue nokasareneii ®BJI Ha 10% u Gosnee.

» Hosble mpusHaku Ha peHTreHorpamme (Fuchs H. J., Borowithz D. S.,
Christiansen D. H. et al. Effect of aerosolized recombinant human Dnase
on exacerbation of respiratory symptoms and on pulmonary functionn in
patients with cystic fibrosis // Chest. — 2002. — Vol. 121 (1). — P. 64—72).

Kak mpaBuio, Haanynue o0OCTpeHUs TpeOyeT aHTHOaKTepUabHOMN
Tepanuu. B GOIBITMHCTBE CIyIaeB 3TO TIPOBOAUTCS B YCIOBUSIX CTAIl-
oHapa.

2.2. OueHKa TsKeCcTH 3200/ IeBAaHNS

B Canxr-IlerepOoypre Ha ocHoBaHuu 20-JIeTHero HaOJOmeHMS 3a
OOJIbHBIMU MPUHSITO OLIEHUBATh TSKECTh MO COBOKYMHOCTU MPU3HAKOB
(MHMEKIMOHHBIN IPOoLIECC, TMOCTOSIHCTBO Kanuisi, Tokazatenu OB,
KOC, Beco-pocToBbie MMOKa3aTeau, MopaxkeHue MeYeHu, XapakTep u3-
MEHEHU1 Ha KOMIBIOTEPHOI TOMOrpaMMe, XapaKTep OCJIOXKHEHUI U UH-
TEHCUBHOCTb BBIHYKIEHHOI aHTUOAKTEpHUAIbHOM Tepanum). JTa OlleHKa
JIOJI’KHA BOWTHU B peKOMEHAALIMU 110 MEIMKO-COLIMaJIbHOM 3KCIIepTU3e.
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Jlerkoe Teuenue (0o.12/cHbL npucymcmeosams éce npuzHaxu!)

1. TTponyKTUBHBIN KallleJb HEMTOCTOSTHHBIIA.

2. Hu B oogHOM U3 TMOBTOPHBIX MOCEBOB MOKPOTHI HE BBIACISICTCS
Ps. aeruginosa v Bur. cepacia.

3. O®B, 6omee 80% (syuiue mokasaTesnu).

4. HeobxonuMoCTh MpoBeaeHUsl aHTuOakTepuanbHoit Tepanuu (AT)
orpaHMueHa 6 HexelIIMU B romy (uib Ha hoone OPBU npu o6ocTperHumn
OpoOHXUTA).

5. OTCyTCTBHE KMCTO3HBIX OPOHXO3KTA30B IO JaHHBIM KOMIIBIOTEP-
Hoit Tomorpaduu (KT). BodsMoXXHBI BapuKO3HbIE M LIMJIMHIPUYECKUE
pacuMpeHusi OpOHXOB C YTOJNIIEHUEM X CTEHOK.

6. HopManbHBIE BeCO-pOCTOBBIE TOKAa3aTed M MPUOABKU Beca TIpU
COXpaHHOU (PYHKIIUM TTOKETYT0IHOM XKeyte3bl. OTCYTCTBYET HEOOXOMM -
MOCTb B IipreMe (hepMEHTOB.

7. OTCcyTCTBHE OTUETIIMBBIX MPU3HAKOB X0JIeCcTas3a v LIMTOJ13a B ITeYeHU.

8. OTcyTCTBUE HapyIIeHW 0OMeHa yIJieBOA0B.

DTH MalMEHTHI UMEIOT Xopoliiee GU3NIECKOe pa3BUTHE, HOPMATbHYIO
CIIOCOOHOCTh K O0Y4YeHHUIO B 1IKoJe. Bo3aMOXHO mopaxeHue raiMopo-
BBbIX 1a3yX M MOJIUMO03 Hoca. I3MeHeHUsI HOTTell B BUIE YaCOBBIX CTEKOJ
1 HOITeBBIX (pajlaHT 110 TUITy OapabaHHBIX Majl0YeK MUHUMAaIbHEL. [1pu
HCClIeI0BaHUM BJlacTa3bl Kaja IokaszaTeJu HopMayibHble (>200 MKTI/T).
[Ipu mpoBeaeHNM TTOTOBOI MPOOKI U U3MEPEHUN PA3HOCTH Ha3aIbHBIX
MOTEHLMAJIOB BO3MOXHbBI MOTrpaHUYHbIE HUGPHI. Y O0JbHBIX MPU I'eHe-
TUYECKOM UCCJIEIOBAHUM BBISIBJISIIOTCS «JIETKHAE» MyTallAU.

CpenneTskesioe Te4eHue

ITpucyTcTBYIOT HE BCE MPU3HAKM JIETKOTO TEYEHUSI, HET MPU3HAKOB
TSIKEJIOro TeueHus 3a00J1eBaHus.

ITo ganHbIM KT MOTyT OBITh HIMIMHAPUYECKUE OPOHXOIKTA3bl C Ha-
JIMYMEM COAECPXKMMOro B OpOHXaX, BO3MOXHO OOHapy:KeHHEe LIeHTpajo-
Oy/1sipHOI SM(U3EMBbI.

He no3Bossier oTHeCTH 3THUX OOJBHBIX K JIETKOMY TEYEHMIO 3a00J1e-
BaHUs JIMOO ITOCTOSIHCTBO Kalluisl, JIM0O cHMKeHue rokasareneilt @B/,
00 HEOOXOAMMOCTh (hepMEHTOTEpanuu (HaJIuuue MaHKpeaTUudecKou
HEI0CTaTOYHOCTH), IM0O Hanuuue Ps. aeruginosa B eTMHUYHBIX TTIOCEBAX
MOKPOTBI, MO0 M3MEHEHMS] MeYeHU N0 OMOXUMUUYECKUM TOKa3aTeIsIM
(AnAr, II®), nanubeiM Y3U u KT, 1160 Hanuuue HapylleHUi yriaeBoI-
HoOro obMeHa. Bo3MOXHbBI U coueTaHUs HECKOJbKMX Mpu3HakoB. Kak
MpaBuJIo, 3TU AETU UMEIOT Xopollliee (Pu3nyeckoe pa3BUTHE U HOpMaJib-
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HYIO CIOCOOHOCTH K O0YyUEHMIO B IIKOJIe. BeaylnuM KIMHUYEeCKUM IIpo-
siBJieHUeM (TTOMMMO M3MEHEHUI CTyJla, U3MEHEHUI HOTTeBBIX (bajiaHT,
nopaxeHus: JIOP-opraHoB) MoxXeT OBITb OOCTPYKTMBHBII CHUHAPOM,
eXXeTHEeBHBIN TMPOMYKTUBHBIN KallleIb, TeaTOMeraius Wi TPU3HAKU
xoJiectaza (00eCLBEUEHHBIN CTYJI, YyBeJIMUEHWE YPOBHSI 1IEJI0YHO (oc-
(artaspr). [TauimeHTaM TpeOyeTCcs MOCTOSIHHOE MEIMKAMEHTO3HOE Jieue-
Hue, 6e3 KOTOPOro BO3MOXKHO OBICTpOE YTsKeJeHue 3a001eBaHus.

Tskenoe Teuenue (docrmamouno 00H020 npusnaral)

1. CrabunbHbBIE BBICEBBI Ps. aeruginosa B MOKpOTe (XpOHUYEecKasi UH-
bexuus).

2. Hanumuue nuppo3sa meyeHu.

3. Hayimmuwe nuabeta, TpeOyIOlero MeIMKaMeHTO3HOTO JieueHUs (MH-
CYJIMH).

4. JlokazaHHas pelUANBUPYIOIIAs MUKOTHYeCKasT MHMPEKITNS pecIT-
paToOpHOro TpakTa (KaHAMI03, aCTIeprusuies).

5. O®B, menee 50% (mydime mokasaresnm).

6. [IppMeHeHNe aHTUOMOTUKOB BHYTPh Oosiee 90 mHeit B romay (Wan
BHYTPUBEHHO 0oJiee 6 Heleb).

7. UaTepBajbl MeX1Iy 000CTPEHUSIMHU, TPeOYIOIIMMI BHYTPUBEHHOTO
MpUMEHEHUST aHTUOMOTHUKOB, MeHee 4 MecCsILIeB.

8. Onm3onpl cHmxeHus: SpO, (meHee 90%) npu 060CTPEHMSIX MTpoLiecca.

9. OCIOXXHEHUS: CITOHTAHHBIN ITHEBMOTOPAKC, aMUJIOMIO3 ITOYEK,
KeJYJI0YHO-KHUIIIEUHbIE KPOBOTEUECHUSI, OCTpasi U XpOHMUUYECcKasl moyey-
Hasl HeIOCTaTOYHOCTb.

10. ITo panHbiM KT: KucTO3HBIE OPOHXO3KTa3bl, AUCTpOPUUIECKUE
M3MEHEHHS 3a CUET PaCIPOCTPAHEHHBIX OPOHXOSKTA30B WU OYJLI.

Kak mpaBmio, 3T MalMEHTHl UMEIOT Pa3BEPHYTYI0 KIMHUYIECKYIO
KapTUHY 3a00JiIeBaHUsI C TIOCTOSIHHBIM MPOAYKTUBHBIM KalllJIeM, CHUXKe-
HUEM MacChl Tejla, YaCTBIMU OO0OCTPEHUSIMU XPOHUYECKOTO OPOHXUTA.
JOCTaTOYHO OTYETIIMBO BBIPAKEHBI N3MEHEHMST HOTTEBBIX (hajlaHT, HOT-
Teit, nepopmarius rpynHoit kieTku. Kak mpaBuiio, moTOBBIN TeCT TO-
JIOKUTEJIEH, OTYETIUBbIe JaHHBIE 32 M B MOTYT OBITh MOJIYYEHBI IIPU U3-
MEPEHUU Pa3HOCTU Ha3aJbHbIX MOTeHUMaI0B. ['eHeTnueckoe obcieno-
BaHUE OOBIYHO MOATBEPKAAET IMATHO3, BBISBIISS «TSKEIbIe» MyTalluu.

TepmunanbHas ¢a3a 6ose3nu (docmamouno 00Ho20 npusnaxa!)
1. Ps. aeruginosa multiresistance uin ee KOJOHU3ALIUS COXPaHSIETCS
Ha yposHe Bbie 109 KOE/Mi1 He3aBMCHMO OT KypcOB BHYTPMBEHHOI
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aHTUOAKTepUAIbHOI Tepanuu, a Mepuoibl peMUCCUIl MexXy obocTpe-
HUSIMU, TPeOYIOIIMMU BHYTPUBEHHON aHTUOWOTMKOTEpAaNuu, MeHee
2 MecsILIeB.

2. YacTeie 000CTpeHUsI, TpeOyIOIIe BEIHYXIEHHOM aHTUOMOTUKOTE -
panuu (MOMUMO UHTAJISIIMOHHBIX) 6osiee 200 AHei B romy.

3. ITocTosiHHBIN CyO(heOpUInTET.

4. O®B,| menee 20% (ayuuive mokasaTesiu).

5. Onuzone! noseieHust PaCO, Beie 50 MM pT. CT.

6. [1porpeccupyioliiee CHUKEHUE MaCChI TeJla.

7. IleueHouHast aHUedanonaTusi (UM CHUXEHUE MTPOTPOMOUHOBOTO
nngekca meHee 60%).

Hmes pa3zBepHYTYIO TUTTHYHYIO KIIMHIYECKYIO KApTUHY 3a00JIeBaHNSI,
5TU MalMEeHThI OOJIBIIIYIO YaCTh XU3HU MPOBOJAT B cTaliioHape. [ToHsi-
THSI PEMHMCCUU U 00OCTpeHMs 00JIe3HN Y HUX Pa3IMyaloTcsl HEYeTKO —
MPaKTUIECKN BSUTOTEKYIee OOOCTpeHUE UISI HHUX YCJIOBHO SIBJISIETCS
«pemuccueii». OHU TPeOYIOT MIUTEIbHON KUCIOPOAOTEepariuk Ha JOMY
1 TIPAaKTUYECKH ITOCTOSTHHOTO IIPUMEHEHUST aHTUOMOTUKOB. [leTr B 3TOi
(daze 3abosieBaHUS TPEOYIOT MPUMEHEHUS eXeaHeBHO 10 8—10 paznmy-
HBIX TPYIII JIEKapCTB, UYTO HEJIb3sl HA3BaTh MOJMITparMasueii, Tak Kak Bce
TIpeTTapaThl SIBIISTIOTCS IJIST HUX SKU3HEHHO HEOOXOMUMBIMU.

IIpumep momgoOHOro Ha3HAueHHs mpenapaToB pedeHKy 8 jer (Macca
Tena 21 Kr) ¢ JMarHo30M: MYKOBUCIHHI03, CMeIIaHHAA (opMa, TaKeloe
tedenne: Kpeon 10 000 20 kamcysn B cyTKU (3amMecTUTeIbHasl lLiejdb —
5K30KpMHHAas MaHKpeaTuyeckasi HepoctaTrouyHocTh); YPCO 500 Mr Ha
HOYb (B CBSI3M C IPU3HAKaMM XOJecTa3a); MHTASIIMU C CajlbOyTamo-
JIOM uepe3 HeOyaiizep 2 Mr 3 pa3a B CyTKW; MHTaJISIIMKA OyaeCOHUIa
400 MKT B CyTKU; TIPEAHU30JIOH 7,5 MT B CYyTKU (TpU MOCIEAHUE JeKap-
CTBa B CBSI3U C TUIEPPEAKTUBHOCTHIO OPOHXOB M BBIPaXKeHHBIM OpPOH-
XOOOCTPYKTUBHBIM CUHAPOMOM); uHTansuuu [lynbmosuma 2,5 mr 1 pa3
B IeHb (MYKOJUTHUK); nunpodaoxkcauud 500 Mr B CyTku (MJIM ApYyToit
AHTUOMOTUK UIST TPOMIIAKTUKI OOOCTPEHUI); TIperapaThl KaabIINs,
noJuBUTaMUHBI, BUTaMuHbl A, D, E, K (1151 npodunaktuku octeorno-
poO3a 1 ¢ 3aMeCTUTEIbHOM 1IeJIbI0), BEICOKOKanopuiinbie cmecu (HyTpu-
30H, KnuHyTpeH u npyrue — misi peaynpexaeHus mporpeccupytoiieit
MOTEPU MaCChI TeJIa).

Ilpumepot ouazno306 no npueedennoil Kaaccupuxauuu:

1. MykoBucuua03, cMeliaHHasi popMa. [laHkpeaTuyeckass Hemocrta-
TOYHOCTD TsDKeNol cteneHu. Lluppos meuenu. CpenHeTsKea0e TeUeHue.
lenorun: F508del / W1282X.
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2. MykoBucuumo3s, serouHas opma. Jlerkoe teueHme. XpoHuueckas
cradmtokokkoBas nHbpeknsa. Paza pemuccun. ['eHOTHIT: MyTallUM He
UACHTUMULIUPOBAHBI.

3. MykoBucuugo3, cMemanHas popMma. Tsokenoe TeueHue. XpoHU4Ie-
cKast CMHeTHoHas nHdekims. Pa3za 060CcTpeHUs TT0 GPOHXUTHIECKOMY
TUIy. [HOMHBIN 9HIO0OPOHXUT BEPXHEI0JEBOr0 OpoHxa crpaBa. Hapy-
menust ®B/I o cmermanHoMy tury. OCIIOXHEHME: aTeIeKTa3 BepXHei
nonu ripaBoro jerkoro. 'enorumn: delF508 (romo3urorta).

IToka B pa3Hbix pernoHax Poccuun onpenesnsiercs auiib ot 8 1o 30 Bo3-
MOXHBIX MyTauuit uz o6osiee 1500. IMporpecc B 1MarHoCTUKe U JeUeHUU
MYKOBMCLMI03a TIpenonpenesieT, yto B oavxkaimue 5—10 et B 00J1b-
IIMHCTBE CTyJaeB 3a CUET CEKBEHNPOBAHUS reHa 00e MyTallluM y TallieH-
TOB C MYKOBUCLIMI030M OYIyT UACHTU(MDULIMPOBATHCS.

IIpu ycTaHOBJIEHUU TSDKECTHU 3a00JieBaHUS CemyeT MPOBOAUThL Ha-
OoneHre 3a OOJIBHBIM He MeHee 1 roma (HeoOXoaMMbl HEeOTHOKPATHEIE
ucciaenaoanust @B/, ra30B KpoBU, TOCEBBI MOKPOTHI, UCCAEAOBAHUS U~
HaMUKU Beca, oTpeaeIeHre IUTMTeIbHOCTA PEMUCCHIA).

Cpenu Haomonaembix nereit ¢ MB B Cankr-IlerepOypre u3 73 yeno-
BEK Y 2 OOJIbHBIX JIETKOE TeYeHUe 3a00J1eBaHus, Y 46 — CpeIHETSIKEOE,
y 25 — TSIKeNnoe TeYeHHUe.

Hamu mpoBeneHa olieHKa JJIMTEIbHOCTU MpeObIBaHUS B CTallMOHApe
B TeUueHue roja naiueHToB ¢ MB, Habmonaembix B CaHkT-IleTepOypre,
C Pa3IMYHOM TSKECTBIO TeUSHUS 3a00JIeBaHUS — I10 5 JeTeil B KaXKmoit
rpynie (puc. 1).
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Puc. 1. KonnyecTBo qHel BRIHYKICHHOTO MPeOBbIBAHUS B CTAllMOHAPE AeTeit
C MYKOBHCITMIO30M B 3aBUCHMOCTH OT TSIKECTU TeUeHHsI 3a00IeBaHUs
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Kax BUIHO M3 pHWCyHKa, pa3Mdus OKa3aJluch HEIOCTOBEPHBIMU
JIMIIb y TTALIMEHTOB C TSKEJIBIM U CPEJHETSIXKEJIbIM TeUeHUeM 3aboJie-
BaHMs. MexXIy oCTaJbHBIMU IPYIIIaMU Pa3IUyUsI CTATUCTUYECKH 3Ha-
YUMEL.

Jlerkoe TeueHue TpeOYET JIMIIb SMU30IMUYECKOr0 aMOyIaTOPHOTO Ha-
omoneHus. ITpu TsKeI0M TeUeHUM CTallMOHApHOE JieueHue (B 4YaCTHO-
CTU, BHYTPUBEHHbIE KypChl aHTUOAKTepUAIbHOU Tepanuu) MPOBOASITCS
He MeHee 3—4 pa3 B rof. [1pu cpenHeTsKeI0M TeUeHU U COCTOsSTHIE 00JTb-
HOTO TOJKHO KOHTPOJHMPOBATLCS €XKEKBApTAIbHO (CMeHA BO30YIMTEIS,
u3MeHeHue (YHKIIMU JIETKHUX, pa3BUTUE XoJiecTasa U IMOsIBIeHUe Mpu-
3HAKOB LIMPPO3a MeYeH!).

TepmuHanbHast asza 00e3HM TP MOCTOSTHHOM O0ecIieueHNr 00JIb-
HOTO KUCJI0POAOM U 3((PEeKTUBHOIN aHTUOAKTEPUATIbHO BHYTPUBEHHOM
Tepanru MOXET MTPOIOJIKATLCSI HECKOJIBKO JieT. Kak mpaBuiio, 60JbHbIE
B 3TOM (pase JOJIKHBI IUIAHUPOBATHCS HA Mepecaiky JeTrKuXx.

2.3. KiimHnyecKas KapTHHA MYKOBHUCIIMI03a

B naToreneze MB BbIIE/ISIIOTCS TP OCHOBHBIX MATOJIOTUYECKUX 3BEHA:

1) HapyuieHUe (yHKIMY SK30KPUHHBIX XeJie3;

2) HapyllIeHUEe DJIEKTPOJIUTHOIO OOMEHa;

3) mopaxkeHue COeAMHUTETbLHON TKaHU (OHO YacTO CBSI3aHO C 00pa3o-
BaHWEM UMMYHHBIX KOMILJIEKCOB K CUHETHOMHOM MaJlovuKe).

Bo3HukHOBeHHE OOJBIIMHCTBA KJIMHUYECKUX MposiBieHuii MB
CBSI3aHO C BBIIEJICHMEM DPSIIOM 3Kejle3 BHEIIHEl CeKpelluy ceKpera I1o-
BBILLIEHHOU BSI3KOCTH, YTO 3aTPyIHSIET €ro BaKyaluio, MPUBOIUT K 3a-
KYIOPKEe BBIBOJHBIX MPOTOKOB 3Keje3 ¢ IMOCASAYIOIUMU BTOPUYHBIMU
U3MEHEHUSIMM, HauboJjiee BBIPAXKEHHBIMM B OpPOHXOJIETOYHOM CHUCTE-
M€ U XKeJyIOoYHO-KUIIeYHOM TpakTe. HapylieHue BbIBEACHMSI ceKpeTa
(MMeeT 3HaueHWe M HapylleHHe (YHKLIUU PECHUYEK MepLATEIbHOTO
SMUTES) MPUBOAUT K Pa3BUTUIO XPOHUUECKOTO OpOHXMTA, OPOHXO3K-
TazaM, ITHEBMOCKJIEPO3y U OOCTpyKTHMBHOI 3Mdpuszeme. Ha ¢one miu-
TeJIbHOTO UH(PEKIIMOHHOTO Mpoliecca OPMUPYETCSI TUTIEPPEAKTUBHOCTh
oponHxoB. CHuXeHue (hepMEHTHON aKTMBHOCTU TMOJIXEIYA0UHON XKeJle-
3bl, HApYILIEHUE KeIUYCOTACTICHUS] HAapsIIy ¢ HAJIMYMEM TYCTOTO CeKpeTa
B KMIIIEYHMKE 3HAYMTEJbHO HapyllaeT MUILeBapeHue U IIPUBOIUT Oe3
COOTBETCTBYIOLLEH MEeAMKAMEHTO3HOU KOppeKLuu K auctpopuun. M3-3a
HapyLICHUS BBIACICHUS CeKpeTa CIIOHHBIMU XeJie3aMU BO3MOXKHO pa3-
BUTHE HecTieIM(PUIECKUX MapOTUTOB.
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L7151 60IbHBIX MYKOBHCIIHI030M XaPAKTEPHBI:

MOYTH TOCTOSTHHBIN Kallleb;

OJIbIIIIKA CMEIIAaHHOTO XapakTepa;

LIMPOKasi TpyAHast KJIeTKa U HEOOJIbIIIOE YBEJIMUEHNE KMUBOTA;
M3MEHEeHHUEe HOITeBBIX (hajlaHT TajblieB Mo TUMY O0apabaHHbBIX Ia-
JIOYEK U HOTTEN B BUJIE YACOBBIX CTEKOJI;

ropaxeHue raiMoOpoBbIX Ma3yX C yIIOPCTBOM raiiMoOpuTa;
MopakeHue OKOJIOYIIHBIX XKeJe3;

YTOMJIIEMOCTD WJIA CHXKEHHAsI CIIOCOOHOCTh K 00yYEHUIO;
y4JalleHHBI OOMJIBHBIN CTYII;

3HAYUTEbHbIE BApUALIUH AIETUTA;

CJ1a00CTh B XKapKylo MOrojy, CBs3aHHasi C MoTepeit coiu;

0o B XXMBOTE (330(harut, racTpUT, si3Ba JABEHAILIATUIIEPCTHOM
KMIIKH);

CUMIITOMATUKa TMIOBUTAMUHO3a (BUTaMUHbI A U E);

3aJIep>KKa pocTa, MOJIOBOTO Pa3BUTHUS U MYXCKasl CTEPUIIbHOCTD;
SMM30/1bl BbINTAIEHUS MPSIMOM KUIIKU;

MOJIMTIO3 HOCA.

Manudecranus nposiByienuii MB (HayajibHble NPU3HAKK):

MEKOHUANIbHBIN uneyc — 15%;

pecTMpaTopHbIe CUMITOMBI — 25%;

KUILIeYHbIe nposiBieHus — 30%:;

pecrpaTopHble ¥ KUIeYHble — 15%;
OTSITOIIIEHHBII ceMeiHbIi aHaMHe3 o MB — 10%;
JIpyrue nposiBineHust — 5%.

B pa3znmuHbie BO3pacTHBIE ITEPUOILI MMEIOTCS KIMHUYECKIE OCOOEH-
Hoctu MB.
CuMnToMbl MyKOBHCIIMI032 B IPEHATAJIbHBII IEPHOI:

paciIMpeHre TOHKON KHUIIKM (KaK MEpBbI MPU3HAK TOCAeay-
IOIIEr0 MEKOHUATIBLHOTO UJIeyca);
KaJbLM(pUKaThl OPIOIIHBI.

Oco0eHHOCTH KJIMHIYECKOi KapTHHbI MYKOBUCIIN/103a Y HOBOPO2KACHHbIX:

MEKOHUaJIbHBIN mieyc (MI);

JUIATeIbHAS XKenTyxa (00cTpyKTruBHasI) — Y 50% 6onbHBIX ¢ MU
COJICHBII BKYC MOTa KOXKHbBIX TIOKPOBOB;

OBICTPOE CMOpPIIMBAHNE TAJIBLIEB B BOJIE;

OTCTaBaHWE B (PU3NIECKOM Pa3BUTUM 0e3 MaHM(DeCTall CTeaTo-
peu (Failure to thrive);

OPOHXOOOCTPYKTUBHBIN CHHAPOM;
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— TUIOHATPUEMUS/TUTIOKATUEMUST M MeTabOIMUYECKUil alikajio3
(Pseudo-Bartter’s syndrom);
— remoJjuTtuyeckas aneMus (aepuuut ButamMmuHa E);
— JedUIMT BUTaMUHA A, KOTOPbIN MPOSIBISETCSI B 9TOM BO3pacTe
BbIOYXaHHWEM POAHUYKA U MapaJluuyoOM JUIIEBOrO HEPBa;
— TreMopparmyeckuii cuHapom (nedunut ButamuHa K).
Oco0eHHOCTH KIIMHNYECKOIi KAPTHHBI MyKOBUCIIUI032 Y JIETel IONIKOJIb-
HOTO0 BO3pacTa:
— OpPOHXO0OCTPYKTUBHBIN CUHIPOM,;
— TIOJIUIIBI HOCA;
— PpeuMaMBUPYIOIINE CUHYCUTHI;
— HeNnepeHOCUMOCTb Xaphbl (pa3BUTHE IeTUApaTaALlUU U KOJIJIAITTOU I -
HOTO COCTOSIHUS);
— BBINAJEHUE NIPSIMON KUILIKH;
— CHUHIPOM JAUCTATbHOU MHTECTUHAIBHON OOCTPYKIIMU.
Oco0eHHOCTH KIMHMYECKOH KAPTUHbI MYKOBHCIUI03a Y AeTeil IIKO0JIb-
HOTO BO3pacTa:
— HapyllleHHe YIJIeBOAHOro OOMeHa C MOJIMypuel, MOJuAUICUei
U CHUKEHUEM MAaCChI TeJa;
— 1MppO3 MEeYeHU;
— TIOpTaJibHasl TUTIEPTEH3USI CO CIUIEHOMEraiaueii, aclluTOM U Bapu-
KO3HBIM paclIMpeHUEM BEeH MUIIEBO/A;
— 3ajepxKa (U3NUYeCcKOro pa3BUTUSI;
Oco0eHHOCTH KIMHHYECKO# KAPTHHBI MYKOBHCIIMI03a Y B3POCJIBIX
«MYKOBHCIIIIO3 B3POCBIX» MOXKHO Pa3aeJNTh Ha IBE TPYITITHI: O0Tb-
HbI€ C «TUIIMYHOI» (hopMOii 3a00sieBaHUSsI, 3200J1eBIIKE B paHHEM IETCTBE
U JOXUBIIIKE 10 B3POCIOro BO3pacTa; U O0JbHBIE C aTUITMYHOW (hOpMOii
3a0oJieBaHUs, € Mo3aHel MaHudecraiueid. [TepBas rpyrmna xapakrepusy-
€TCsl HUBKMM HYTPUTUBHBIM CTaTyCOM, HeMPEePbIBHO-PELUANBUPYIOIIAM
Te4yeHUEM UH(DEKIIMOHHO-BOCITAJIUTEIbHOTO Mpollecca B JIETKUX Ha (DOHE
BbIpa’k€HHbIX CTOMKMX U3MEHEHU T OpOHXUAbHOW CTeHKU, ChOPMUPO-
BaHHBIX MAacCCHUBHBIX OPOHXMOJIO- U OPOHXO3KTa30B, PaCHpOCTPaHEH-
HOTo IHeBMOGUOpPo3a, OOCTPYKTUBHON U Oyiie3HOi 3Mdusemsbl. JbI-
XaTeJibHbIe MyTU 3TUX MallMEHTOB 3HAYMTEIbHO 4Yalle MH(GUIIMPOBAHbI
rpaMoTpULIAaTeIbHON MUKPOMI0OpOii: B IIepByIo ouepenb Ps. aeruginosa,
HO 4acTo BbiceBatoTcs B. cepacia, Stentrophomonas maltofilia v Alcaligenes
xylosoxidans. BeHTWISIUMOHHAsI CMOCOOHOCTh XapaKTepU3yeTcsl BbIpa-
JKEHHBIMU OOCTPYKTUBHBIMU HapylieHUsIMU. OJJHAKO CTOJIb TSIXKEJI0e M0~
paxkeHue JbIXaTeIbHOM CUCTeMbl PEIKO MPUBOAUT K 3HAUUMOI JIETOUHOM
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rurepTeH3nuu. OTMedaeTcss OTHOCHUTETBbHO BBICOKAS YacTOTa «MSITKUX»
TEHOTUIOB M MEHbIIIasi YaCTOTa U BIPAXKEHHOCTh MaHKPeaTUuecKoi He-
JOCTaTOYHOCTU. Yale BCTpevyaroTcsl LIMPPOTUIEeCKUe U3MEHEHHSI, TTaH-
CUHYCUTHI, KpOBOXapKaHbe, caxapHbIii muabeT (20%) u npyrue JIerouHbIe
U BHEJIETOYHbIE OCTIOXKHEHMUSI.

Cmepmote popmut 00yciioBieHbl MTKoM MmyTauneit B reHe CFTR. 3a-
OoJieBaHME TMaTHOCTUPYETCS, KaK MPaBUJIO, CIyJaifHO, 9acTO BO B3pOC-
JIOM BO3pacTe, rogaMU MpoTeKas o pa3sIudHbIMU «MaCKaMU»: CHHYCHT,
PeUUAMBUPYIOIIUI OPOHXUT, XPOHWYECKHE OOCTPYKTUBHBbIE OO0JIe3HU
JIETKUX, LIMPPO3 TIEYEHU, MY>KCKOe OecIIonue.

OTMeueHa 3aBUCUMOCTD TSIKECTH TeUeHMSI 3a00J1eBaHUsI OT CPOKOB I10-
SIBJICHUSI TIEPBBIX CUMITTOMOB — 4eM MJIafIe peOeHOK K MOMEHTY MaHMbe-
cTaiuu 00JIe3HU, TeM TsDKelee TeueHe 1 0oJiee HeOJIaronpusiTeH MPOTrHO3.

ITouTn y Bcex 60JIbHBIX MyKOBHCLII030M MY3KCKOro 1ojia (97 %) pa3Bu-
BaeTCS a300CIIePMUSI, CBSI3aHHAsI C BPOKIEHHBIM OTCYTCTBHEM, aTpodueit
WM 00CTpYKLIME ceMeHHOro kaHaTuka. COOTBETCTBEHHO OOJIbIIMHCTBO
MY>KYMH, OOJIbHBIX MYKOBHCIIMIO30M, HE CITOCOOHBI MMETh ITOTOMCTRO.
Y manuyeHToB KeHCKOro 1oJia 3a00j1eBaHKe COMPOBOXIAETCSI CHUXKEHEM
deprmnbHOCTH (20%): MOBBIIIIEHHAS BI3KOCTh OTAEISIEMOIO LIEPBUKAIb-
HOIO KaHajga MaTKU 3aTPydHSET MUTPALMIO criepMaTo3ouaoB. OmHAKO
MHOTHE XXEeHIIMHBI, CTpaJalole MyKOBUCLIMI030M, COXPaHSIIOT AETOPOI-
Hyto pyHkuuo. Myrauuu reHa CFTR Obl11 0OHapyKeHbI 1y My>KUMH 0e3
KaKuX-J100 MposIBIeHUI MyKOBUCLIMI03a. ENMHCTBEHHBIM ITPOSIBJIEHUEM
9TOI MyTallUM OKa3ajach ariasus ceMsBbIHOCSIIETo MpoToKa. [Ipu atom
Cpeau Beex MalMEeHTOB C aIula3ueii ceMsIBhIHOCsIIIEro mpoToka B 80% ciy-
yaeB ooHapyxuBaeTcs Mytanus B TeHe CFTR. Myrauusa rena CFTR mo-
JKET IPUBOJIUTH U K UAMOMATUYECKON HEMTPOXOAMMOCTH MpUIaTKa sSuyKa
TP HOPMAaJTbHON (DYHKIIMM CEMSIBBIHOCSIIIETO TIPOTOKA. Y 47% BHeEIITHE
3I0POBBIX MYKUYMH C UAMONATUIECKOM HEMPOXOAUMOCTbIO MpUAATKA SIUY-
Ka TakxKe BBISIBJISIIOTCS pa3inyHble MyTaiuu reHa MBTP.

IlepeveHb 3a00/1eBaHMIA M COCTOSTHUIA, TPEOYIOIMX AU (epeHnnaTbHOI
JUATHOCTHKH C MYKOBHCIIUIO30M

Y demeii epyonozo eozpacma

> MeKOHMATBHBIN WIIEYC.

» ['umoTpodust Mpy HAIMYUK OOMIIBHOTO KUPHOTO CTYJIa MU 3JIeK-
TPOJUTHBIMYM HApPYyLICHUSIMU (TUIIOHATPUEMMUS]/TUITOKAIUEMUST U MeTa-
OOIMYECKUIA aJIKAJIO3).
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» [lenmaxus.

> BrITTageHust TPSIMOI KUTITKY.

> 3aTsKHAs XKeJITyXa HOBOPOXKICHHBIX.

» OTeKr HOBOPOXKIEHHBIX ITPY HAJTMYUK TeMOJTUTUYECKON aHEMUM.

Y demeii dowxoavroz2o 603pacma

» PeunauBupyoOIIniA OPOHXUT.

» BpoHxuanbHas acTMa Mpy HATWIUY THOMHON MOKPOTHL.

» MuBarnHauus.

» BoinageHne NpsiMOil KMIITKU.

> [lenuakus.

» [Toanno3s Hoca, peLIMAMBUPYIOLINE CUHYCHUTHI.

» [{uppo3 mnedeHU, rermaroMerajavsl WIM ITUATHOCTUYECKU HESICHOE
HapylleHre GYHKIINU TIeYeHN.

Y wkoavnuxos

> PernauBupyroIIuii OpoHXUT (0COOEHHO ¢ HammuueM Ps. aeruginosa
B MOKpPOTE).

» XpOHMUYECKUI CUHYCUT, Ha3aJIbHBIN MOJIUIIO3.

» bpoHxosKTa3bl (0COOEHHO ABYCTOPOHHUE).

» XpOHUUYECKUI MTaHKPEaTUT.

» CaxapHblii 1Ma0eT ¢ peCIIMPATOPHBIMUA CUMIITOMAMMU.

» Lluppo3 mmeyeHH, rermaToOMeTaausT WM TUArHOCTUYECKHM HESICHOE
HapylieHue GyHKLIWU TTEYCHMU.

Y nodpocmkoe u é3pocavix

» XpOHUYECKUI OpOHXUT (0COOEHHO ¢ HanmuuueM Ps. aeruginosa
B MOKPOTE).

» BbpoHxo3KTa3bl (0COOEHHO ABYCTOPOHHUE).

» XpOHUUYECKUI TaHKPEaTUT.

» CaxapHblii ua0eT ¢ pecnUpaTOPHBIMU CUMITOMaMU (OpOHXUATb-
Hasl aCTMa, XpOHUYECKUIT OPOHXUT).

» [{uppo3 neyeHu.

> 3agepsKKa IMOJIOBOTO Pa3BUTHS.

» CTepUJIBHOCTbD C a30CIIepMUEN Y MY>KUMH.
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Ha cerognsamamii neHb peHTreHorpadgus OpraHoB TPYIHOM KIIETKU
OCTaeTCs BAXKHBIM Y HEOOXOAMMBIM 3TAllOM B OLIEHKE COCTOSTHUSI JIETKHUX
y 6oapHbIX MB (Xapuenko B. I1., 1998; Xonmenkas O. B., 2000; Cro-
poB O. A., 2001). ¥V yacTu maumeHTOB peHTreHorpagusi odoecreunBacT
JOCTATOUHYI0 MHMOPMALIMIO 7151 TOCTAHOBKU AMAarHO3a U OTNpeAeaeHUS
takTuky teueHust (Webb W. R., 1997).

O. JI. Kesemr (1990) ycraHOB/IEHO, YTO PEHTIE€HOJOTMUYECKUE IIPO-
saBiaeHus MB B Jlerkux ckjanbiBaloTCsl U3 U3MEHEHUI, 00YCIOBICHHBIX
OpOHXMAJIBHON OOCTPYKIMEH, SIBIISIIOIIEICS IIEPBUYHOM, M U3MEHECHUA,
CBSI3aHHBIX C BOCTIAJIUTEIbHBIM MPOLIECCOM, KOTOPbI BOZHUKAET MO3Xe,
MPUCOEAUHSISACH K CUMIITOMaM O0CTpyKuMu. CaMblii paHHUI TTpU3HAK
OpOHXUAIBbHOW OOCTPYKUMU TIpu MB, BbIsIBISIEMbII Ha pEHTTEHOTpaM-
Max, 3TO TUIEPUHMISLIUS WU TUIIEPBO3AYIIHOCTh JISTOUHBIX TMOJIEH,
C YyepeaoBaHMEM yJacTKOB MHGMWIBTPAIIMK 1/WIK atenekrasza. [1o mHe-
Huto O. JI. Keemr (1990), BOBHUKHOBEHUE TUTIEPUHMISLIMA HA paHHUX
CTamMsIX Mpoliecca 00yCIOBIEHO 3aKyMOPKO MEJIKUX OPOHXOB U OPOH-
XHMOJI CJIM3BIO C pa3BUTHEM KiIallaHHOTO MexaHn3Ma. OmHaKo OOJTBITMH-
CTBO aBTOPOB OOBSICHSIIOT 3TOT XapaKTepHbIl MpusHak MB Hanuuuem
sMmdusemsl (Beaptumies 0. E., 1986; Crispin A. R., 1974; Brasfield D.,
1980; Greene K. E., 1994).

Boubilioe 3HaUeHKWE TIPU U3YYEHUU PEHTITEHOBCKON KapTUHBI JIETKUX
y 6onbHBIX M B uMeer BhisiBiaeHMEe O6poHxoakTa30B (Keseur O. JI., 1990;
Xapuenko B. I1., Korisapos I1. M., 1998; Cnopos O. A., 2001; Fried-
man P. J., 1987). PenrreHorpadus B psiie ciiydaeB MO3BOJISIET BbISIBUTh
XapaKTepHbIe TTPU3HAKY HWIMHAPUYECKIX M MEITOTYATBIX OPOHXOIKTa-
30B. [IpssMbIM peHTTEHOJOrMYeCKUM TTPU3HAKOM OPOHXO3KTa3a SIBsIeT-
Cs paclIMpeHne MpocBeTa OpoHXa B 30HE YIUIOTHEHMS JIETOYHOM TKaHU
(Jlunnenoparen JI. 1., Haymona JI. b., 1972). B ciyuyae coxpaHeHUsI
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BO3IYILIHOCTH JIETOUHON TKAHU BBISBISIIOT TSIKUCTYIO M STYCHUCTYIO Jie-
dopmanmio erounoro pucyHka (Pozenmrpayx JI. C., Peidbakosa H. U.,
Bunnep M. T., 1987). HunuHapuueckrie 6pOHX03KTa3bl B MPOAOJIHHOM
CEYEHNN NMEIOT XapaKTEPHYIO KAPTUHY «TPaMBAHBIX PETbCOB» — OTHO-
CUTEJIbHO TOJICTBIX TMapasjieibHbIX JIMHUI; B TIONIEPEYHOM CEYEHUU OHU
MOTYT BBISIBJISITbCSI BUZE STYEEK KOJbLEBUIHONM (opmbl. MelloTyaThie
OPOHX03KTa3bl HA CHUMKAX UMEIOT BUIl TOHKOCTECHHBIX TTOJIOCTEI OKPYT-
Joit unu oanbHOU (popmbl. (Jlunnenoparen JI. 1., 1972; PozeH-
tpayx JI. C., 1987; Axoseu B. B., 2002).

BropbiM 1o 3HaUMMOCTH TTpr3HaKoM M B gBJISII0TCSI TTIepruOpoOHXUAIb-
HbIE U3MEHEHMS U HaJlnuue coaepxumoro B Oponxax (Crispin A. R., Nor-
man A. P., 1974; Brasfield D., 1980; Friedman P. J., 1982; Greene K. E.,
1994). PeHtreHosornueckasi KapThuHa JIETKUX B 3TUX CJIydasiX xapakTe-
pU3yeTCsl HEYETKOCTbIO KOHTYPOB OPOHXOB M 3JIEMEHTOB COCYIMCTOTO
pUCYHKA, KOTOpBIe CTaHOBATCS HennddepeHIIMPOBAaHHBIMU U C TPYIOM
MPOCAEKUBAIOTCS, pACIIMPEHUEM U HEYETKOCThIO KOPHEUl JIerkKux, Ha-
pYILIEHUEM UX CTPYKTYpHI, BILIOThb IO MOJIHON ee morepu. [1o MHeHUIO
oonpmmHcTBa aBTOopoB (Kesemr O. JI., 1990; Xonmeuxas O. B., 2000;
Friedman P. J., Harwood I. R., 1981; Wong E. B., 1993), aTu usmeHe-
HUSI OOBSICHSIIOTCS OTEKOM M MH(WIbTpaLMe MepuOpOHXUATbHONM WH-
TEPCTULUATBLHON TKAaHW TIPU Pa3BUTUU BOCIATUTEIbHBIX M3MEHEHMI
B CTeHKaX OpOHXOB. Y OOJIbIIMHCTBA IMAIMEHTOB MOpaxKarTcs U LEH-
TpaJibHBIC, U TIepudeprdecKkre 6poHxu. OMHIM U3 paHHUX MapKepoB 3a-
0oJIeBaHUS CIYXKUT YTOJIIEHUE CTEHOK OPOHXOB BEpXHEl MOJU, Jydlle
BbISIBIIIEMOe B O0KoBoIt rpoekumu (Reinig J. W., 1985; O’Loaide R. M.,
1991; Mukhopadhyay S., 1996).

KonnuecTtBeHHast olieHKa peHTIEHOJIOTMYEeCKUX M3MeHeHuit mpu MB
MMpOoM3BOAUTCS Ipy noMoinu mkansl Kpucnena- Hopmana u bpachunna
(Chrispin A. R., Norman A. P., 1974; Brasfield D., 1979).

[Tpu 5TOM yUUTHIBAIOTCS CAEAYIOLINE PEHTICHOJIIOTMIECKIE U3MEHEHUS:

— amMmduszema;

— Y3eJIKOBO-KHCTO3HbIE UBMEHEHMUS;

— JIMHEWHBIE 3HAKU;

— OoJblIvie MOpPakKeHUS.

J1s1 OLleHKM TpOrpecCUpOBaHUSI XPOHUUYECKOTO OpPOHXOJIETOYHOIO
npouecca mpu MB C. B. Paunnckum u coabrt. (1995) npeaioxeHo IeINTh
W3MEHEHUsI, BBISBIISIEMbIe Ha peHTTeHOTpaMMaXx JIETKUX, TT0 CTaIusIM:

0 (J1areHTHas1) — U3MEHEHUS B JIETKUX OTCYTCTBYIOT;

1 — He3HaYNTeTbHAST TUTTEPUHQIISIIIVS C YCUIIEHUEM JISTOYHOTO PUCYHKA;
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2 — ymepeHHas1 sMmdu3eMa, 3HaYUTeIbHOE yCUIeHUEe 1 aeopMalus
JIETOYHOTO PUCYHKA, JIOKaJbHbIe OPOHXO3KTa3bI;

3 — yMmepeHHas sM@pu3emMa, 3HauuTeJIbHOE YCUJIeHUe 1 aedopmMalius
JIETOYHOTO PUCYHKA, Tu(dy3HbBIe OPOHX0KTa3bl, THEBMOHWYECKAs MH-
(unpTpanus;

4 — ymepeHHas aMpusema, 3HaUUTEIbHOE YCUIeHNEe 1 aehopMalius
JIETOYHOTO PUCYHKA, Tu(dy3HbIe OPOHX03KTa3bl, THEBMOHUYECKAs MH-
(punbTpauusi, THAVBUAYAIbHbIC OCIOXHEHMUSI.

B psine cnydaeB momoraeT auarHoctuke MB KommnbloTepHas Tomorpa-
¢hus Jierkux v NpUaaTOYHbIX Ma3yx Hoca.

A. W. M. Tiddens Harm (Pottepnam, ['osnanaus) npu rnpoBeaeHuu
KT nerkux xaxnple 2 roma y mauveHTOB ¢ MB BbISIBUJI, BO-TIEPBBIX,
3HAUUTEJIbHbIE CTPYKTYpPHbIC W3MEHEHMSI JIETKUX Y MHOTMX MallleH-
TOB MJIAAIIEro Bo3pacTa. Bo-BTOPBIX, BhIpaXKEHHBIE M PacIpOCTpaHEH-
HbIe OPOHXOOKTA3bl U CIIM3KUCTHIE MPOOKM JaKe y IeTeil MIIAIIIeTo BO3-
pacta. B-TpeTbux, HEOOPaTUMOCTb OPOHXOIKTATUYECKUX W3MEHEHUI.
B-ueTBepThIX, 3HAYUTETHLHYIO HEOTHOPOTHOCTD MATOJIOTMUECKUX M3Me-
HeHMI B Jerkux. Jaxe y maureHTOB MJIAIIIEro BO3pacTa ¢ COXpaHHOM
(byHKLIME! BHELIHEro IbIXaHWs BBISIBJISUIUCH YYACTKM «KOHEYHON cTa-
aun» (end-stage) ImopaxkKeHusI JIerKuX. B-MaThIX, TSoKeCTh OpOHX09KTa30B
MpsIMO KOppeJUpoBaia ¢ HAIMYMEM B MOKPOTE CUHETHOMHOM MaJouyku
(Ps. aerugenosae) n 1gG K Aspergillus. B-11ecTbIX, BbIpask€HHbIE U3MEHE-
HUSI HAOJIOAAINCh U Y MallMeHTOB C XPOHWYECKUM HMH(UIIMPOBaHUEM
Haemophilus influenzae w/vwnm Staphylococcus aureus. Takum obpasom,
He TOJbKO Pseudomonas siBnsieTcsl maryOHOI [J1s1 OPOHXOJIETOYHOM CHU-
CTeMbI TTPpY MYKOBUCLIMIO3€e, HO U Haemophilus influenzae, Staphylococcus
aureus, pa3IUYHbIE BUPYChl U TpuObl, Harpumep Aspergillus (Pediatric
Pulmonology. — 2003. — Suppl. 25. — Seventeeth Annual North Ameri-
can Cystic Fibrosis Conference, October 16—19, 2003. — Symposium Ses-
sion Summaries. — P. 105—106; S4, 1).

Nsmenenusi, BoisiBisieMble Tipu KT sierkux, B psiie ciiydaeB HEOXU-
JAHHBI JUTS1 KIMHULIKMCTA: BbISIBJIEHE OPOHX02KTA30B Y MAllMEHTOB C OT-
CYTCTBUEM (PM3UKAIBHBIX U3MEHEHUI B JIETKMX M HE MMEIOIINX TTOCTO-
SIHHOTO TMPOAYKTUBHOIO Kallljisl. ¥ OTAeJbHBIX MallMeHTOB BbISIBISLIUCH
CcyOIIeBpaibHbIE OYJIIbI, KOTOpPhIE B psAe clydyaeB ObUIM MPUYMHON
ITHEBMOTOPAKCA.

UccnenoBanusi, nposBeacHHble B CaHkrt-IletepOypre (ITpuaBuxk-
kuHa T. C., 2004), nmokazanau, 4To HamboJjee XapaKTepHOM IJisI MYKO-
BUCILIMI03a KAPTUHOM JIETOYHBIX U3MeHeHU I, BUauMbIX npu KT, Obuin
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pacIpocTpaHeHHbIe OPOHXO0KTa3bl C BOBJICUEHUEM B ITaTOJOTUYECKUIA
npoliecc Tpex u boJiee noseit. [TopaxkeHue BepXHeil 1011 MpaBoTro Jerko-
ro JIeUCTBUTENBHO SIBSIETCS BeIylIM y naluueHToB ¢ MB. UMeHHO Tam
OpPOHXO03KTAa3bl BCTPEUAIOTCS Yallle BCEro, a CTEINeHb PaCIIMpPEeHUs IIpO-
CBETOB OPOHXOB SBJISIETCST HanOobIIe. Hanmnuune «Cmu3ucThix mMpoOoK»
B IIPOCBETaX OPOHXOB SIBJISIETCS KIIMHMYECKU 3HAYMMBbIM ITPU3HAKOM, TaK
KaK XapaKTepM3yeT aKTMBHOCTh BOCHAJUTEJILHOIO IIpoIecca, a TakxkKe
WUrpaeT BeIyIlyIo POJib B ITaTOreHe3e JerouHbIX U3BMeHeHu mpu MB.

OTU K€ UCCIeNOBaHUs IaJIi BO3MOXHOCTh YTOYHUTH COOTBETCTBUE
TEPMUHOJIOTUU, TTIPUMEHSIEMOM ISl OMMMCaHWsI peHTTeHOTpaMM OpPTraHoB
rpyaHoi KieTkr 00abHbIX MB. B niepByo odepenpb 3To KacaeTcsl TEpMu-
Ha «3M(pu3eMa», KOTOPBIHA SIBIISIETCS HEOThEMJIEMOM YaCThIO XapaKTepu-
CTUKM pEeHTreHorpaMm 3Tux 00bHbIX. [1pu BeimoaHeHun KT Hu pa3y He
ObLIO BBISIBJIEHO IPU3HAKOB LIEHTPUJIOOYJISIDHOM WMJIM TIaHJ00Y/ISIpHOMI
sMmpu3eMbl. TOJIBKO y OAHOTO MallMeHTa IPpU IEPBUYHOM 00C/Ie10BaHUM
OBLIN BBISIBJICHBI MHOXXECTBEHHbBIE CYOIJIeBpabHbIe OYJUIbI U Y TBOUX —
oanHoyHbIe. [ToBBIIIEHNE BO3MYITHOCTU JIETKUX B OOJBIIMHCTBE Cyda-
€B ObLIO 00YCJIOBJIEHO HapyllIeHUEeM BEHTUJISILUU 110 TUITYy KJaraHHOTO
MeXaHu3Ma, B3AyTUEM JIETOUYHOI TKaH!, OTHOCUTEIbHBIM YMEHbIIIEHUEM
IuaMeTpa rmeprugeprudecKmnx JETOYHBIX COCYI0B. DT M3MEHEHUS HE CO-
MPOBOXAATUCH CTPYKTYPHBIMU U3MEHEHUSIMU Ha YPOBHE BTOPUUHOI Jie-
TOYHOM JOJbKU, XapaKTePHBIMU JIS1 UCTUHHOUN 3M(U3EMBbI.

3.2. Pojb dHI0CKONNYECKUX METO/I0B

B oTnenbHbIX ciiydasix MHOOPMaTUBHOM AJis AiMarHocTukKu M B okasbi-
BaeTcsl Oponxockomusa. OHa TO3BOJISIET OLICHUTh XapakTep cekpeta (Tpu
MB cexper rycToii, TpyaHO yaajsieMblii, Y4aCTO BBISIBJISIETCS TTOpaXkKeHue
BEpPXHEI0JIeBOro OpoHXa crpaBa), B3SITb €ro Ha MUKPOOMOJIOTMYECKOE
U LIMUTOJIOTMYECKOE UcCiieqoBaHue (OCOOEHHO ATO LIEHHO, €CU Kalleb Y
namyeHTa HerpoayKTuBHbIN). Eciu B 70-x rogax XX Beka yacTo nmpume-
HSUTMCh OPOHXOCKOITUHU JUIs1 caHALlMK OPOHXUAJTBLHOIO epeBa y OOJMBHBIX
MB (HeogHOKpaTHO y OMHOIO MalleHTa), TO CO BpeMEHU aKTUBHOTO pa3-
BUTUSI METOIOB KMHE3UTEepanuyu U BHYTPUBEHHOTO MPUMEHEHUSI aHTH-
OMOTUKOB, a TaKXe IHUPOKOTO MPUMEHEHNS Pa3HOOOPA3HOU MHTANSIIM-
OHHO TeXHUKH MOKa3aHUs K OpOHXOCKOMNUM y 6071bHbIX M B noctaTouHo
orpaHnyeHbl. bpoHxockomnus 1enecoodbpaszHa y 60abHbIX MB B ciydasx
aTesieKTa3oB, HEJOCTATOYHOU MH(OPMATUBHOCTH ITOCEBOB MOKPOThI MPU
ynopcTBe MH(EKIIMOHHOTO Mpoliecca, PY JIETOUYHOM KPOBOTEUEHUU 151
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YCTaHOBJIEHUS €r0 JIOKAIU3alMu. DTO BaXKHO MTPU MACCUBHBIX KPOBOTE-
YEHUSIX JJIs TIPOBEIEHUsI CBOEBPEMEHHOI 9MO0IM3alMU OPOHXUATIBHBIX
apTepuil.

Takum oOpa3oM, mokazaHus K OpoHxockonuu npyu MB oObruHEIE 117151
MyJIbMOHOJIOTMYECKOU KIMHUKU. TaK Ha3bIBaeMble cCaHAIIMOHHbIE OPOH-
xockornuu npu MB B HacTosiee BpeMsl He PEKOMEHIYIOTCS M3-3a 3Ha-
YUTEJIbHOTO HapylIeHUs] MyKOLMJIMApHOTO TPaHCIIOpTa MOCJe UX MPoBe-
nenusi. bonbHbie MB ¢ TOTaJIbHBIM THOWHBIM HAOOPOHXUTOM CETOMHS
MPEACTABISIIOT UCKJIIOUUTEIbHYIO PEAKOCTh. Takasi CUTyalusi BO3MOXHA
JIUIIB MPU TTO3AHEN TMAarHOCTUKeE 3a00JIeBaHUSI M OTCYTCTBUU TIJIaHOMEP-
HOTO JIEYEHUS.

3.3. JIaGopaTopHble KpUTEPHH MYKOBHCIIHI03a

OCHOBHBIMM METOJAMU JAUArHOCTUKM MOMHUMO aHaiu3a KIUHUYe-
CKOIi KapTUHBI U TeUeHUST 3a00J1eBaHUS SIBIISIIOTCSI:

— OIpeesIeHUE DJICKTPOJIUTOB IT0Ta (IIOTOBBIM TECT);

— MCCJIeIOBaHNE Ha3aIbHBIX TTOTCHIIMAJIOB;

— HUCCIIeIOBaHMe IMTaHKPeaTUUeCKOM 3J1acTa3bl Kaja;

— reHeTUYeCcKoe MccieJ0oBaHue.

IToToBbIii TECT

CranmaptHas Meroguka (Meton mo I'mocony—Kyky) mpeaycmarpu-
BaeT UCIIOJb30BaHUE KOJMYECTBEHHOro MoHodope3a MNUIoKapIvHa:
C TIOMOIIIBIO CTAa00TO JIEKTPUUECKOTO TOKA TIperapaT BBOIUTCS B KOXY
U CTUMYJIMPYET MOTOBbIE KeJie3bl. COOpaHHBIM MOT B3BEIIMBAETCS, 3aTeEM
onpeessieTcs] KOHLEHTpalMsl MOHOB Xjiopa u/wiu HaTtpus. [1pu cobito-
JIEHUN HEOOXOMMMBIX YCIOBUI TECT TTO3BOJISIET TTOTYIUTh OYeHb TOUHBIC
pe3yabTaThl. OLIMOKM B pe3yibTaTaX CBSI3aHbI OOBIYHO C TEXHUYECKU-
MM TTOTPELTHOCTSIMU — HapyIIeHUEeM MpaBWI cOopa M TPaHCIIOPTUPOB-
KU TI0Ta, OUMCTKHU KOXH, B3BEIIIMBAHUS U OIpeAeeHUs] KOHLIEHTpaluu
3JIEKTPOJIUTOB.

11 BBITIOJIHEHUSI TecTa HeoOxomauMo cobpaTb MUHUMYM 100 mr
nota. /{7151 OKOHYaTeIbHOTO AUAarHOCTUUECKOTO 3aKII0UEHUS TPpedyeTcst
2—3 MOJOXUTEIbHbIE MPOObI MPU HATMYUKU COOTBETCTBYIOIINX KIMHU-
JecKuX KputepreB. [ToBTopHOE poBeaeHNE TecTa HEOOXOTUMO 1 B TOM
ciydyae, eclid pe3yJibTaThl MEPBOro TECTa COMHUTEbHbIC UM HEraTUB-
Hble, HO KJIMHUYECKHUE JaHHBIE 3aCTaBIISIOT C BHICOKOI BEPOSITHOCTHIO
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3anogo3putbh MB. TecT cunTaeTcsl MOJOXKUTEIbHBIM IIPU YPOBHE XJIO-
puaoB B moTe BhIme 60 MMoJb/J1. [TorpaHMIHBIMUA CYUTAIOTCS 3HAYCHUS
271eKTposnTOB OT 40 10 60 MMOJIB/1. OTpHUIIATENIBHBIN TECT — MPH 3HAYE-
HuUsX Hke 40 MMOIb/I.

KoHIIeHTpalyss HaTpusT M XJIopa B TIOT€ OOBIMHO TTPUMEPHO OIMHA-
KoBas. [ToaToMy paznnuus B YpOBHSIX HATPUS U XJI0pa, TPEBBIIIAIOIINE
10 MMOJIB/71, TOJDKHBI HACTOPAXKWBATh B OTHOIIIEHUH BO3MOXHOCTH TEX-
HUYECKHUX MTOrPElTHOCTEl TTPH MPOBEICHUY TeCTa.

Y HEKOTOPBIX 3M0POBBIX HOBOPOXKIECHHBIX B IEPBBIC THU XXU3HU MO-
I'YT OTMEYaThCs TOBBILLIEHHbIE KOHLIEHTPALIUU 3J1eKTpouToB. COOp moTa
Y HOBOPOXKAEHHBIX 3aTpyaHeH. OObIYHO MPEAIIOYUTAIOT IIPOBOAUTD I10-
TOBBII TecT He paHee 1-To Mecsma ku3Hu. ComepkaHue JIEKTPOJIUTOB
B MOTOBOU XUJAKOCTU B HOPME HECKOJIbKO CHUXXAETCSl KO 2-My MecsIly
JKM3HM KaK Y 3M0POBBIX, TaK U Yy OOJBHBIX MYKOBUCIIMIO30M, 3aTE€M T10-
BBITIIACTCS U C 4-TO Mecs1Ia XNU3HU TTPaKTUUECKN He U3MEHSIETCS 10 BO3-
pacta 16—18 siet. MHOra y 310pOBBIX B3POCJIBIX KOHIEHTPALMA HATPUS
1 XJIOpa B [OTe Bo3pacTtaeT 10 60 MMOJIb/J1 1 BBILLIE.

HecMotpst Ha cBoto cnieuuduyHocTb, MeToa 1o ['mbcony—Kyky siB-
JISIETCS JUTUTENbHBIM, TPYIOEMKUM U BO MHOTOM 3aBUCUT OT OITbITA Mep-
coHaja, rpoBoasiero uccienopanue. C cepenuHnl 80-x rogmoB XX Beka
B TIpaKTUKE BCEe IIHMPE MCIOJB3YIOTCS alapaThl IJIsST CKPUHWHT-IMA-
rHoctuku MB, couertaloiue cucteMy asekTpodopesa, coopa mora u
orpenieIeHUs CoAepsKaHMs 3JIEKTPOIUTOB B HeM (HampuMmep, Macroduct
u Nanoduct amepukaHckoit upmbl Wescor). HaBecka mota nipu mpu-
MEHEHMHU TaKuX MpUOOpPOB MOXET ObITh 15—5 Mr, mpoBeneHHE TecTa
BO3MOXHO B Jit000i amOynaropuu. [Ipu ncnosib3oBaHUM 3TUX arrapa-
TOB HOPMAJTbHBIMU 3HAYEHMSIMU IJISI JETEel CUMTAIOTCSl KOHLIEHTpALMU
xjopuaIoB 10 30 MMoJIb/T, TTOTpaHNYHBIMU — OT 30 10 60 MMOJIB/JT, Xa-
pakTepHBIMU TSI MYKOBUCIINI03a — 0osee 60 MMoOJIb/. [JIsT B3pOCIIBIX
HOPMaJIbHBIMU BEJIMYMHAMU CUYMTAIOTCS IOoKazaTeau 10 60 MMOJb/J,
MOrpaHNIHBIMU — OT 60 mo 80 MMOJb/J, XapaKTepHBIMHU IJIST MYKO-
Bucuuao3a — 6onee 80 mmoub/n. [1pu moayyeHun pe3yabTaToB OoJiee
140 MMOJIB/JI CIEAYET CUYUTATh UX OLIUOKOI.

CiremyeT ITOMHUTD, YTO BO3MOXKHBI KaK JIOKHOITOJIOKUTEIbHBIE, TaK
1 JIOKHOOTpUIIATEbHbIC PE3YIbTaThl PU MPOBENSHUN MTOTOBOTO TECTA.

Jooscnonoaoxcumeavnoie pesyavmamot npu npoeedeHuN NOMoO8020 necma
Mo2ym ecmpeMamuca npu psaoe 3a004e6aHuli:

— YacCTUYHOE BBITTapUBaHUE 00Pa3IIOB MOTa;

— KaxeKCUHM pa3IMIHOTO reHe3a, HepBHast aHOPEKCHSI;
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— aTOINMYECKMI AepMaTuUT (3K3ema);

— TUMNOTUPEO3 Y TUITIOINapaTUPEO3;

— TICEBIOTUIIOATIBAECTEPOHUSZM;

— (yko3umos;

— cuHgpoM Kiaiindenbrepa;

— HeAOCTaTOYHOCTb (PYHKIIMU HAAMIOYEUHUKOB;

— aJIp€HOTeHUTATbHbBI CUHIPOM;

— TJIMKOTeHO3 2-TO TUIa;

— XPOHMYECKUI MaHKpeaTHUT.

Jloscnoompuuamenvnolii mecm onucvliéaemcs npu:

— YacTUYHOM pa3BeleHNU 00pa3loB MOTa;

— OTEYHOM CUHJPOME;

— Jeruaparaiyu y rnaiydeHTa;

— TUNONPOTEUHEMUMU;

— JIeYEHUU MUHEPaAJIOKOPTUKOUAAMU;

— IIPU HEKOTOPBIX MyTalMsIX y TauueHToB ¢ MB (Hanmpumep, R117H,

A455E, G551S).

D10 TpedyeT COOTBETCTBYIOLIEH NubhepeHIMaTbHON AMarHOCTUKU U

MPOBENECHUS IPYTUX TECTOB.

HccnenoBanue Ha3aJIbHbIX NOTEHIMAJIOB

[Tpu MB npoHu11aeMOCTb anMKaabHON MeMOpaHbl AMUTEIUATbHBIX
kjerok miast uoHoB Cl—cocrapisier 1/15 oT HOpMaJIbHOI, B TO BpeMsi
KaK MPOHMLAEMOCTh It noHOoB Na' yBenuuena mouru B 4 pasa. Ot-
CYTCTBUE WM CHWXKeHne MAMD-3aBucumoii cekpernn noHos Cl— u
rurnepabcopouua noHos Nat gBigercd 3JE€KTPOreHHBIM IMPOLIECCOM
" (popMUpyeT TPAHCIMUTETNATBLHYIO Pa3HOCTh 3JIEKTPUIECKUX TTOTEH-
LIMAJIOB, SIBJISIIOLIYIOCS M3MeEpsieMbIM mapameTpoM. M3amepeHue TpaHc-
OpOHXMAJIbHOW Pa3HOCTH TMOTEHIIMAIOB TEXHUYECKU KpailHe CIIOXKHO,
noatroMy B 1981 rogy M. R. Knowles ObL11 mpeaioxKeH METOA U3MEPEHUSI
pa3HoOCTU HaszajbHbIX noteHuuanoB (PHIT). Merton npeacrasisieT co-
0011 M3MepeHne Pa3HOCTU BJEKTPUISCKUX TTOTEHIINAIOB MEXIY OTHO-
CUTEJBHBIM 3JIEKTPOJIOM B KOHTAKTE C MPEAIIeYbeM W M3MEPSIOIINM
3JIEKTPOJOM Ha MOBEPXHOCTHU CIM3UCTON 0OOJTOUYKM JHA HMXKHETO HO-
coBoro xoja. Takas nokanu3auus Obljla BEIOpaHa He ciaydaiiHo. B gan-
HOM y4JacTke pukcupyercs MakcumanbHas PHIT u onpenensiercst Kop-
pensiumsa Mexay BeanunHoil PHIT u mpoiieHToM peCHUTYAThIX KJIETOK.
M. R. Knowles 1 coaBT. onucajau, 4TO B TOM MECTE HOCOBOM IT0JIOCTU
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CIIM3HMCTast 000JI0YKa COMEPKUT M0 78% IUIMapHBIX KJIETOK, B TO Bpe-
M$l KaK Ha MeIuaJibHOW MOBEPXHOCTU HUXXHEro HOCOBOIO X0Jlia 4yacTo
nMeeTcs KyoouaaabHas MeTaIIasusl U DIUTENNA HeceT auiub 40—42%
PECHUTUYATHIX KJIETOK.

B HopMe mpenenbl pa3HOCTU MOTEHIMAIOB KojaebaoTcsa or —5 MB
1o —40 mB; y 6onbHbIx MB 211 nipeneinsl cocrabisiioT oT —30 MB no
—90 MB. Merton sgBisieTcs 4OCTaTOYHO MH(POPMATUBHBLIM Y JeTeil cTap-
e 6—7 et U 'y B3pocibiX. OMHAKO OH JOCTYIIEH JIUIIb B YCJIOBUSIX CITe-
LIMAJIM3UPOBAHHBIX KIIMHUYECKUX LeHTpoB. [Ipu obciemoBanum 45 na-
uueHToB ¢ MB B Cankr-IletepOypre cpennue BenuurHbl PHIT y Hux
coctaBuiau —42,2+1,4 MB. Y 310poBbIX JIMI] ¥ OOJBHBIX XPOHUYECKUM
oponxutoB BennunHbl PHIT cocraBunm —18,3+1,8 MB n 19,2+0,6 MB
COOTBETCTBEHHO.

Meton usmepenust PHII MoxXeT CiayXuTb U 119 MOHUTOPUPOBAHUST
3 PEKTUBHOCTU Pa3INYHBIX METOIOB JIEUEHMSI, OCHOBAHHBIX Ha OJIOKM-
pOBaHUM TUIlepadbCcopOIIM MOHOB HATpUs (HAIIpUMEp, C TIOMOIIbBIO TIpe-
rapaTa «aMWIOPHI») U BO3ACHCTBYIOLIMX HA AIbTEPHATUBHYIO CEKPELINIO
nonos CI—.

B HacTos1ee BpemMsi IprOCTaHOBJIECHO MPOM3BOJICTBO MPUOOPOB ISt
uccaegosanust PHII, mostomy mMeton He mpumeHsiercs. MoxXHO Hafe-
SIThCSI HA BO30OOHOBJIEHME WX MPOU3BOACTBA U BKItoueHue Metoga PHII
B CUCTEMY JMAarHOCTUKU 3a00JI€BaHUsI 1 MOHUTOPUPOBAHUST PA3IMYHbBIX
METOJIOB JICUCHUSI.

HccnenoBanne naHeraanecxoﬁ 3J1aCTa3bl Kajia

ITomxenynouHas xeJjie3a IOMHAMO JIMIIa3bl, aMUJIa3bl U TTPOTEA3bI IKC-
KpeTupyer ajacrady. YesoBeueckasi maHKkpeatuueckasi ajacrasza | (E1) He
paspymaetcs depmentamu KKT. [ToaTomy ee akckpelysi (KOHIIEHTpa-
LM B KaJjie) OTpaXkaeT 9K30KPUHHYIO (DYHKIIMIO ITOIXKETYA0THOM 3KeJ1e3bl
(IT2K). B nepuoa BocnaauTeIbHbIX TTPOLIECCOB MOIXKETYI0UHOMN Kee3bl
E1 nonagaet B KpoBOTOK. B cBsI31 ¢ 3TUM 371acTa3a-1 B ChIBOPOTKE KPOBU
TTO3BOJISIET TUaTHOCTUPOBATh MJIM UCKITIOYaTh OCTPHIN MMaHKpeaTuT. B oT-
JINYME OT APYTUX TaOOPATOPHBIX MApaMETPOB JIsl TMarHOCTUKU (DYHKLIU Y
I2K (amuiiaza v 1unasa B ChIBOPOTKE KPOBU JISI AMArHOCTUKU OCTPOIO
MMaHKpeaTuTa W XUMOTPUIICUH B KaJjie JUISI TMaTHOCTUKU 3K30KPUHHOMN
HenoctatouHocTu 1K) onpenesneHre maHKpeaTUueCcKoi 31acta3bl UMe-
eT CJIeMyIoIIe MPEeUMYIIIeCTBa:

— EI umeeT abcoM0THYIO TAaHKPEaTUYECKYIO CeU(PUIHOCTD;
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— B cBa3u ¢ nojHoi cradbuiabHOCcThIO B 2KKT dekanvHast E1 TouHo
oTpaxaer dyHkiuto [T2K (mnarHocTuka WM UCKIIOUEHUE 3K30-
KPUHHOI MaHKpeaTUYeCKOM HeT0CTaTOUYHOCTH);

— EI uMeeT TOUHY10 KOPPEJSILIMIO C 30JI0THIM CTaHAAPTOM (MHBa3UB-
HbI CEKPETUH-TTAHKPEO3UMUH T€CT U CEKPETUH-KEPYJUH TECT);

— TIIpoBoAMMAasl Tepanus He BIMsieT Ha ypoBeHb E1. MoHOKIOHAb-
HBIE aHTUTeJa, UCITOJb3yeMbIe B TECTe, HEe pearnpyloT IepeKpecT-
HO C 3J1aCTa301 XKMBOTHBIX, YTO MPEAYMPEXKAAET OIIMOKN MPU HUC-
MO Tb30BaHUM (DEPMEHTHBIX TIPEITapaToB.

Tak xe kak npyrue depmenTsl, E1 mornagaer B KpOBOTOK MpU BocIa-
JutenabHbIX mpoueccax [12K. IToBeIlIeHNe ee KOHLIEGHTPALIMU COXPaHSIETCS
JOJTBITIC, YEM aMUJIa3bl M JINTIA3bl, B CBSI3M C YeM OCTPBI ITAHKPEATHT MO-
JKeT ObITh AMArHOCTUPOBAH Ha MPOTSKEHUU 3—4 MHEil OT OCTpoii aTaku.
[Ba Tecta — Kkits (0a3upyolIecss Ha MOHOKJIOHAJIbHBIX aHTUTEJIAX) J0-
CTYITHBI TSI OTIpeie/IeHUs ITaHKpeaTUIeCKOM 351acTasbl: 1) CBIBOPOTOYHBII
TECT MO3BOJISIET NMAarHOCTUPOBATh WJIM MCKIIOYaTh OCTPbIA MaHKPEaTUT
WIM 0O0OCTPEHME XPOHUYECKOIO ITAaHKPeaTUTa; 2) (heKaabHbIA TECT IO3BO-
JISIeT AMarHOCTUPOBATh UM UCKJII0YaTh 9K30KPUHHYIO NTaHKPEaTUYECKYIO
HEJI0CTaTOYHOCTb, KOTOpasl BCTPEYaeTCs IIPU XPOHUUECKOM TaHKpeaTuTe,
MyKOBHUCIII03¢e, omyxoiisax 12K, xomennTrase nuim caxapHoM auadeTe.

Hopmut codepucanus snacmasot 6 kase (mke E1/2 cmyaa)

Hopwma: ot 200 go 500 u Gonee.

CpenHsisi cTerneHb 3K30KPUHHON IMaHKpeaTUyeckKol HeloCTaTOYHO-
ctu: ot 100 mo 200.

Tsokenas crereHb 9K30KPUHHON MaHKPEaTUIECKON HEeTOCTaTOYHO-
ctu: MmeHee 100.

OTHU KOHLIEHTpaLlMKM MaHKpeaTUJecKoi 3jacTa3bl 1 oTHOCATCS K 00-
pasiaM oOpMIIEHHOTO CTyIa. B ciydasx maTosorndecKux KOHIICHTpa-
uuii (meHee 200 mxr E1/r cTyna) npu HeoopMIEHHOM CTyJie TpedyeTcst
MOBTOPHOE MCCJIeIoBaHMEe 00pa3LoB 0(hOPMIEHHOIO CTYyIa.

Hamu mccnemoBaHa amacrasza Kajia y 65 manmeHToB ¢ MB B CaHkT-
[TerepOypre. ¥ 32 BblsiBIeHa TsKendass CTENEeHb 3K30KPUHHOW Hemo-
CTaTOYHOCTHU, y 28 — cpenHssa, y 5 (i1erounas ¢opma MB) moaydeHbI
HopMasibHbIe LMMPbI copepkaHus 3nacTtazbl B Kaje (250—450 Mrk/r).
VY 5 3m0poBBIX JIeTell ypoBeHb 3jacTa3bl B Kajie coctaBua oT 300 mo
608 mxr/r. Ilpn mepBUYHONM JIUMA3HOM HEIOCTATOYHOCTU IOKa3aTelu
aJlacTas3bl | HOpMaJbHBIE.

IMonydyeHre HOpMaTbHBIX 3HAUEHMI 371aCTa3bl Kajia y MallMeHTOB C My-
KOBHCIIMA030M IpeAroyiaraeT MOBTOPEHUE aHAIM3a €KETOHO: BO3MOXHO



36 InaBa 3. JluarHocTvKa U MpOTHO3 MYKOBUCLIMA03a

CHUXXeHue (DYHKIIMHU TOXKEIyI0UHON Xee3bl B loboM Bozpacte. [1pu
CHUKEHHOW (byHKLIMU (OMpeaeseHUN TSKeJIO CTereHu MaHKpeaThye-
CKOI HeTOCTaTOYHOCTU ) HET HEOOXOAMMOCTU MOBTOPSITH TeCT ((PYHKIIUS
HE BOCCTaHABJIMBAETCS ).

I'eneTnyeckoe ucciaea0BaHue

Bo mHorux crpanax 3anagHoit EBporibl 1 CeBepHOIi AMEPUKU yXKe
JOCTYIHBI Wt naeHtudukauun 6omee 90—95% wmyraunmii rena CFTR.
PazpaboTaHbl 1 IIMPOKO MPUMEHSIIOTCSI yIOOHbBIE AUATHOCTUKYMBI IS
ABTOMATUYECKOTO UM IOJIyaBTOMATUUECKOTO TUIUPOBAHUS 3TUX MYTa-
LI Ha TISITHAX KPOBU MJIM CMbIBAaX pOTOBOI IMOJIOCTU. biiarogapst atoMmy
CTaJjio BIIOJIHE PeaibHbIM CKPMHUPOBAHUE BCEX HOBOPOKACHHBIX HA Ha-
Jmyre MyTtauuii reHa MB ¢ 1epio 10cCMMOTOMaTUYeCKOM UarHOCTUKHY
MB. D10 1103BOJISIET BBISIBJISATH HE TOJBKO OOJIBHBIX CO CKPBITBIMU (POP-
MaMu MB, HO 11 6eCCUMIITOMHBIX T€TEPO3UTOTHBIX HOCUTEJIEH U ITPOBO-
INTH 3¢ GEKTUBHYIO ITPOGMIAKTUKY 3TOTO 3a00JIeBaHUS.

C y4eToM BaXXHOCTH OMNpeAeseHUs KJIacCOB MyTallMii y MTallUEHTOB,
4YTO OMpeAcsseT BO3MOXHBIE ITyTU JieueHUs (HOopMaau3aluuss UOHHO-
ro TpaHCIOPTa MPU pa3HBIX KJaccax MYTAllUil 3a CUeT pa3HbIX JieKap-
CTBEHHBIX CPEJACTB), CJAeAyeT TOBOPUTb O HEOOXOAUMOCTU BbISIBICHUS
000MX MyTaLIMi y KaXKA0TO MallueHTa. DTO BO3MOXHO PU ITPOBEJACHUN
CEeKBEHUPOBaHU reHa BceM namueHTam ¢ MB. Heobxogumo Hanmaxku-
BaHUE CEKBEHUPOBAHMSI BO BCEX perMoHax CTpaHbI 3a cueT jaboparo-
puii B KpyImHBIX ropogax. Buanmo, yepe3 5—10 neT MoXHO OyaeT ro-
BOPUTH 00 00s13aTeIbHOM MOATBEPKAeHU U 1uarHo3a M B BeisiBlIeHUEM
JIIBYX MyTallWM.

I'eneTnyeckmii aHam3 TpedyeTcs:

» [TanmeHTaM ¢ KIMHUYECKOU KapTuHOit MB.

» HOBOPOXKIEHHBIM C IMOJIOXUTEIbHBIMU TAHHBIMU CKPUHWHTA.

» HoBOpOX/IEHHBIM C MEKOHUAJIbHBIM UJIEYCOM.

» MyxXuynuHaM ¢ oouTepaleil CeMSIBBIHOCSIIIIUX TTIPOTOKOB.

» [TanyeHTaM ¢ MAMOIIATUYECKUM ITAHKPEATUTOM.

> [TareHTaM ¢ UAMOMATUYECKUMU OPOHXO3KTa3aMU, XPOHUYECKUM
PUHOCUHYCUTOM WJIN Ha3aJbHBIMU TTOJUITAMU.

KpaitHe BaxkHa nmpeHaTajabHas1 AuarHocTUKa MB B ceMbsIX BBICOKOIO
pucka. OHa IMO3BOJISIET HE TOJbKO YCTAHOBUTH IMarHo3 M B o poxneHust
U CBOEBPEMEHHO IMPeAOTBPATUTh POXKIEHNE O0JILHOTO peOeHKa, HO U BbI-
SIBUTh O€CCUMITTOMHBIX T€TEPO3UTOTHBIX HOCUTEJICH B 9TUX CEMBbSIX.
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Pemaroiiiee mpeMMyniecTBO MOJIEKYJISIPHOU TMArHOCTUKKA — TO, YTO
00beKTOM uccienoBaHus siBisiercst HernocpeacTseHHo JIHK. M mostomy
JMATHOCTUKY MOXHO MPOBOIUThH HE TOJILKO B T€X TKaHSIX, rie padoTaer
COOTBETCTBYIOLIMU T'eH, HO MPAKTUUECKU Ha JIIOOBIX KJIETKaX OpraHu3-
Ma, U3 KOTopbiXx MOXHO BbIaeauTh JJHK. [TpuHUIMIIMATbHO pa3nuyaioT
npsmyio u Hernpsimyto JIHK-auarHoctuky. B ciyyae mpsiMoii AuarHocTu-
KU1 0OBbEKTOM MCCJIEIOBAHMUSI SIBJISIETCSI CaM IeH, TOUHee, MyTallui 9TOTO
reHa, uiaeHTU(UKaLKS KOTOPBIX M COCTABIISIET OCHOBHYIO 3a1a4y aHaJIu-
3a. Henpsimas (KkocBeHHas) AMarHOCTUKA — UCTOPUYECKU OoJiee CTaphiit
meToJ. OH MPUTO/IeH U IIUPOKO MPUMEHSIETCS O HACTOSIIIIETO BpeMEHU
JUIS1 TMaTHOCTUKY Jlaxke TeX 3a00JIeBaHUIA, FeHbl KOTOPBIX €1e HE WIEH-
TUOULIMPOBAHbBI, a MyTallMd HEU3BECTHbI. EAMHCTBEHHBIM U HEMMPEMEH-
HBIM YCJIOBUEM TaKOM AMArHOCTUKM SBJISIFOTCSI TaHHbIC O HAJTMYUU MOJIe-
KYJISIPHBIX MapKepOB (0OBIYHO MOJIUMOP(HBIX CAaliTOB), paCIIOJ0KEHHBIX
B HEIOCPEACTBEHHOM OJIM30CTU OT MyTaHTHOTO TeHa WJIX BHYTPU HETO.
ITpu ero ucrnonpzoBaHuu HeooxoauM aHaau3 HK 6onbHOrO (B Hccneny-
€MOI CEMbE JOKEH OBITh OOJIbHOI), YTO II03BOJISIET YCTAHOBUTH MOJIE-
KYJISIPHBIA Mapkep.

3.4. IIpenaTanbHas THATHOCTHKA MYKOBUCIIHI03a

ITpuHUMas BO BHUMaHNE BBICOKYIO TOUHOCTb METOIOB MOJIEKYIISIP-
HOW NMArHOCTUMKM, UX OOJIBIIYI0 YYBCTBUTEIBHOCTh M, K COXaJleHUIO,
JIOCTaTOYHO BBICOKYIO CE0ECTOMMOCTb, HEOOXOAMMO TMOMHUTh, YTO X
3G HeKTUBHOCTL B 3HAYNUTETHHOI Mepe MpeaorpeaeeHa BEITOTHEHNEM
CJIEYIOLIUX OCHOBHBIX YCJIOBUIA.

1. TouHOCTh KJIMHUYECKOTro auarHosa (aumarHo3 MB y GonbHOrO pe-
OeHKa B CeMbe He TOJDKEH BBI3BIBATh COMHEHUS Y KITMHUIIACTA).

2. CBOEeBpEMEHHOCTb 00cCJieJ0BaHUSI OOJBHOTO U CEMbM BBICOKOTO
pucka (cembsl J0KHA ObITh 00C/IenOBaHa 10 IJIaHUPOBAHUS POXISHUS
CJIeayIoIIero peoeHka).

3. BeiOop onTMMaIbHOIO CpoKa MpeHaTaabHOW NTUarHOCTUKU (OMTHU-
MaJIbHBIM CPOKOM TIPOBEICHMS TTpeHATaATbHON TUAarHOCTUKY TIPY MIEH-
TU(UKALIMU MyTaluii y OoJbHOro pedeHka siBiasieTcst 9—11-s1 Henenu
OEpeMEHHOCTH, a B ClIy4yae HEeM3BECTHBIX MyTauuii — 17—18-s Henenun
OepeMEHHOCTH).

4. IMonyyeHue maoaHoro matepuaina. Mcrmoib3ylOT TpU OCHOBHBIX
MeToa: TpaHCabmOMUHAIbHAS acTIMpallds BOPCUH XOPMOHA/TITAIIeHTHI,
aMHUOLIEHTE3 WU KOPAOLIEHTE3.
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AJITOpUTM AMATHOCTUKH MYKOBHCIUI032
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B nacrosiee BpeMs B J1a0opaTopum IIpeHATaJIbHOI IMArHOCTUKM
HUAT um. . O. Orra PAMH ocymiectsieHo 6onee 600 mpeHaTaabHBIX
auarHoctuk MB. 1o 1989 roma ocHOBOI mpeHAaTalbHON AMArHOCTUKU
CIYKUJTA OMOXUMUYECKIE METO/bI, a B OCJIEAYIONIEM — MOJIEKYJISIPHBIE
METO/IbI.

3.5. CKpHHHHT HOBOPOKIEHHBIX HA MYKOBHCIIHI03

CKpUHMHT HamnpaBjieH Ha JTOKJIMHWYECKOE BbISIBJIEHUE 3a00JIeBaHUS
M OCHOBaH Ha ornpeaesieHuM UMMyHopeakTuBHoro TpuricuHa (MPT)
B CYXOM MSITHE KalWJUIIPHOW KPOBM HOBOPOXJIEHHBIX. AlLIMHAPHBIE
kietku [T2K cekpeTupyoT 1Ba nzodepMeHTa (hepMeHTaTUBHO HEe aKTUB-
HOTO TPUIICMHOT€HA, KOTOPBIi MpeBpallaeTcsi B TPUIICUH MTPU OTLIETLIe-
HUU rekcanentuja ¢ N-KOHIAa MOJIEKYJIbl TPUIICMHOIeHa. B KpoBu npu-
CYTCTBYET TPUIICUHOTEH, YPOBEHb KOTOPOTO U OMPEESIOT C MOMOIIBIO
TecTa. YBeJIudeHue B ChIBOPOTKEe KpoBu ypoBHS MPT o0ycnosiieHO 3a-
KynopKoil cekpeTopHbIx MpoTokoB ITXK, Torna kak anjmHapHble KIETKU
NPOAYLMPYIOT HOpMajbHOE KoaudecTBo depmeHTa. KoHleHTpalus
HeoHaTajibHOro MPT reHeTnuecku neTepMUHUpPOBaHa. Pa3inyHble KOH-
neHtpauuu MPT y 601bHbIX M B CBSI3bIBAIOT C TEHOTUTIOM M (DEHOTUIU -
YECKUMU TIPOSIBICHUSIMU 00Jie3HU. ['eTepo3nuroTHbie Hocuteau reHa MB
TaK>Ke MOTYT ObITh BBISIBJICHBI ¢ momolibio MPT.

B EBporie CKpMHUHI HOBOpPOXAEHHbIX Ha MB mpoBoauTtcsi TOJb-
Ko B 13 crpanax: Benukoopuranusi, Mpnanaus, Hopserust, Mcrianms,
®panuus, eeitmapus, Utanus, Asctpust, Hunepnanabl, Yexust, Cio-
Bakwus, [Tonbina u Poccus.

CKpUHUHT HOBOPOXIeHHBIX Ha M B Hauat B Poccun nerom 2006 roga
(mpukaz MunsnpaBcoipa3sutuss Poccum No 185 ot 22 mapra 2006 T.).
3abop 00pa31o0B KpOBY MPU MTPOBEISHUN MAacCOBOI0O 00C/IEIOBAHUS HO-
BOPOXKJIEHHBIX JIETeil HA HACJIeICTBEHHbIE 3a00JIeBaHus, B TOM YKCJIie Ha
MYKOBHUCIIMI03, OCYIIECTBJISIETCS] B TOCYTapCTBEHHBIX U MYHULIMITAIbHBIX
YUPEXKIEHUSIX 3IPABOOXPAHEHUSI, OKA3bIBAIOIIIMX MEAUIIMHCKYIO [TOMOIIb
JKEeHIIMHAM B MEPUOJI POIOB MU €€ MHHOPMUPOBAHHOM JTOOPOBOJHLHOM
COrjlacuu CIelMaJibHO MOJATrOTOBJIeHHbIMU paboTHUKaMu. B ciayyae ot-
CYTCTBMSI B IOKyMEHTAIIMX HOBOPOXJAEHHOTO peOeHKa OTMETKHU O 3a00pe
0o0pasiia KpOBU MPU €ro MOCTYIJIEHUU 10/l HaOIoAeHUE 1eTCKOM MoIu-
KJIMHUKY 3a00p KPOBU OCYILECTBIISIETCS B YCIAOBMSIX MOJUKIUHUKMU.

O0paszell KpoBU OepyT U3 MATKU HOBOPOXIEHHOTO yepe3 3 yaca 1o-
cJie KopmyieHUsl Ha 4-1 IeHb XKU3HU Y JIOHOILLIEHHOTO U Ha 7-ii IeHb —
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Yy HEIOHOIIIEHHOro pebeHKa. 3a00p KPOBU OCYILECTBIISIETCS HA CIEIU-
ajibHble (OWILTPOBaAIbHbIE OYMaXKHbIE TECT-0JJaHKU, KOTOPbIE BbIIAIOTCS
MEIUKO-TeHETUYECKUM LIEHTPOM TFOCYIapCTBEHHBIM M MyHULIUTIATbHBIM
YUPEXKACHUSIM 3IPaBOOXPAHEHMsI, OKa3bIBAIOIIUM MEIUIUHCKYIO TO-
MOIIIb XEHIIIMHAM B TIepUO/ POAOB.

YyBCTBUTEIBLHOCTb METO/IA BBIIIE €r0 CIELU(PUIHOCTUA, TO €CTh 05
JIOXKHOIIOJIOXKUTEJIbHBIX Pe3yJIbTaTOB BbicoKa. [Tpu aHOMaibHOM pe3yiib-
tate aHanu3a Ha UPT (B mepBbie qHu ku3Hu Hopma MPT menee 70 Hr/mut)
mpoBoAsT noBTopHoe nuccienoBanue MPT B Bo3pacte 3—4 Heae b XKU3HU
(Hopma UPT B atot nepuon menee 40 Hr/mui). [Tpu moBTOpHOM aHOMaJb-
HOM pe3yJibTaTe MPOBOAMUTCS NTOTOBAS MP0oda U TEHETUYECKOE UCCIIe0Ba-
Hue. YacTtora BoisiBiieHUst M B paznuuaercs B pa3Hbix pernoHax Poccuu.
B Cankr-IletepOypre oHa coctasisieT 1 : 11 000.

Ciieryet yuYuThIBaTh CJeyIOlIee:

— aktuBHOCTH MPT cHMKaeTcs rmpu XxpaHeHUH 00pa3ioB boJjiee 6 He-

JIeJIb;
— ypoBeHnb MPT Hopmanusyercss mpu coxpaHHoil dynkumu ITK
K 5-11 HeaeJie XXKU3HMU;

— mnoka3atenb MPT He Bcerma mHgopMaTUBEeH MPU MEKOHUATLHOM

uieyce;

— ypoBeHb MPT MoxeT ObITh MOBBILIEH He ToJbKO Npu MB. OH 1o-

BBILLIAETCS TPU HEKOTOPBIX BHYTPUYTPOOHBIX MHMEKLMSAX, TPU
MOYEYHOM HeTOCTaTOYHOCTU 1 aTPe3uu KUILIeUHUKa.

3.6. IIporuo3 3a601eBaHus

C momeHTa nepBoro onvcanuss MB cpokm ku3Hu OOJIbHBIX 3HAYM-
TeJIbHO YBEeJIMYWIUCH (TabJ1. 3).

B Hacrosiee BpeMsi OOBIYHO MCIOJIB3YIOT TaKOM MOKa3aTeb, Kak
MelluaHa BbDKMBAEMOCTH (BO3PACT, 0 KOTOPOTO NOXUBAIOT 50% 60Jb-
HbIX). B Poccuu ¢ 90-x rogos XX Beka 10 Hauaja XXI Beka yka3bIBajcs
cpenHuii cpok xku3uu 16 ner. B 2001 rogy mociie co3naHust HallMOHAJb-
HOro perucrtpa 0oJbHBIX MB 1ocTpoeHa KpuBasi BbKMBaeMoCTU. Me-
JMaHa BbDKMBAEMOCTU TTPU MYJIbTULIEHTPOBOM HcciienoBaHun (MockBa,
Cankr-ITetepOypr, Omck, SpociaBib) oKazansach paBHOM 25 rogam.

B 2011 rony nporHo3upyemasi cpeaHsisi NPOJOJKUTEIbHOCTb XU3HU
o Mockse 1 Cankt-IleTepOypry coctaBuia 35 yeT.

Houst 6ombHbIX cTapire 15 net B Poccuu cocrasisier 28%. B crpanax
3amnagHoii EBporibl MearaHa BbKMBAEMOCTH TocTUIIA 29 JIeT (a TPOTHO-
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Tabauuya 3
CpoKHM KH3HH 00JbHBIX MYKOBHCIIHIO30M
Tonpr CpenHue cpoKH Ku3Hu 001bHBIX M B, rozpi

1949—-1954 4

1968—1969 7,5

1971-1972 12,5

Konei 1970-x romos 16

1989 21

1994 30

1997 40

2011 45-50

3upyemasi 6osiee 40 JieT), MpU 3TOM 10J1s1 OOIBHBIX cTapiie 15 et cocra-
BwIa 0koJio 40%. B Jlanun peOGeHKy, pOAUBIIEMYCS ¢ MyKOBUCITUIO30M,
rapaHTupyeTcs B cpemHeM >50 JeT KU3HU.

bojiee HU3KME TTOKa3aTe M MPOAOKUTETbHOCTY XKU3HU U 10JIU B3POC-
JIBIX 00JIbHBIX B Poccuy MOXHO OOBSICHUTH 0oJiee MO3IHUM CO3IaHUEM
CTTeINATM3UPOBAHHBIX IIEHTPOB, HeaJleKBAaTHBIM JIEKapCTBEHHBIM 00e-
CIieYeHueM, OTCYTCTBUEM CUCTEMbl OpPraHU3alMY U HETOCTATOUHBIM 3KO-
HOMMYECKMM o0ecIieueHUEeM JIErOYHOM TpaHCIIaHTaluu 60JibHBIM M B.

Cumulative Proportion Sunviving

0 10 20 30 40 50

Sunvival Time

Puc. 2. KpuBasi BBLKUBaeMOCTHU 00JIbHBIX MYKOBUCIIMA030M B Poccun
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Ymasceasrom npoenos:

— TIpUCOEAUHEHNE CUHETHOMHON MH(PEKIINN;

— HWU3KHUE MoKa3aTeIu MaccChl TeJa;

— HWU3KMe Tokazateau (GyHkIuK BHeuiHero AbixaHust (ZKEJI Huxe

40% v OPB, Huxe 25% OT HOPMBI).

Bosbiias npoaoKUTEeIbHOCTD XXU3HW OTMEYAETCs MPU XOPOLIO Ha-
JIAXXEHHOM JrcraHcepu3aluu OOJIbHBIX W MPOBeAeHUsT MpoduiakTuie-
CKMX KypCOB BHYTPMBEHHOI aHTHMOAKTEepUaJbHON Tepanmuu y OOJbHBIX
C XpOHMYECKO CHHErHOWHOM MHpeKIrel, a Takke IIPpU CTPOTOM CO-
OsitoieHUM Oa3MCHOM Tepanmuu U aKTUBHOW KMHE3UTeparnuu, MpoBOAM-
MO Kak B aMOyJIaTOPHO-TMOJUKIMHUYECKUX YCIOBUSIX, TaK U B CIIELU-
aJIM3MPOBAHHbIX LIEHTpaX.



I'nasa 4. JEYEHUE MYKOBHUCIIUIO3A,
PEABWJINTAIIUA U ITPODPUJIAKTUKA

4.1. IlpuHIMnbI Je4eHus 00JbHBIX ¢ MyKOBHCIHIO30M

JleyeHue OONBHBIX MYKOBUCIMIO30M SIBJISIETCS TPYAHOM 3agadei,
TpeOyloleil O0JbIINX MOPAJIbHBIX U (DU3UUECKUX CUJI OT IallMeHTa, ero
CeMbH U MEAUIIMHCKOTO MEPCOHaa, a TAaKXKe 3HAUUTEJIbHbIX MaTepuasib-
HBIX 3aTpart.

IHeam neyenus:

— moaaepXaHue o0pa3a XKU3HU TalMeHTa, MaKCUMaJabHO TPUOIu-

SKEHHOTO K >KM3HU 3I0POBBIX JIIONEI;

— 50 dEeKTUBHBIN KOHTPOJIb TEUSHUS PeCITUPATOPHBIX MH(MEKIIHI;

— obecneyeHue afeKBaTHOTO MUTAHUS U (DU3UYECKOTO pa3BUTHSI.

O0s3aTe/IbHbIE COCTABIISAIONIIE JeYeHNS 00JbHBIX MYKOBHCIHUI030M

1. JleueOHast husKynbTypa (KMHE3UTEparnus).

2. MHrangauyoHHas Tepanusi.

3. AmexBaTHas aHTUOAKTepHUaabHasl Teparus IO MOKa3aHUSIM.

4. 3amecTtuTebHas Tepanust GepMeHTaMU TTOIXKETyI0UHOM XKeJle3bl.

5. ButamuHorepanusi.

6. [IpMeHeHMe TemaTOTPOITHEBIX TIPeTIapaToB.

7. AneToTeparnmus.

8. Jleuenue ocnoxHenuit MB.

YacTb MeponpusITUii HEOOXOAUMO MPOBOIUTH MallMeHTaM eKeIHEBHO
(6a3ucHas Tepamnus), Apyras 4acTb UCIOJb3YETCs B ONpeeIeHHbIE TIEpU -
OJIbl XXU3HU aMOyJIaTOPHO WU B CTallMOHApE (ILUIAHOBBIE KYpPChl BHYTPH-
BEHHO aHTHOAKTepUalbHOI Teparnuu, JeueHrue 000OCTPEHUI 1 OCTOXHEe-
HUI 3a00JIeBaHUsT).

TMauuent ¢ MB nosyyaet noctaTouHo 0OJbIION MepedyeHb npernapa-
TOB. JIJ1s1 MHTANSIUMI UCTIONB3YIOTCS [35)-aTOHUCTBI, XOJIWHOIUTUKA, MY-
KOJIMTHKH, GePMEHTHI, KOPTUKOCTepounbl. [1pakTruecku Bce marmeHThl
MOCTOSIHHO TIOJYYaloT 3aMECTUTEIbHYIO Tepanuio MUKpOChepudecKu-
MU (hepMEeHTaMU TOMIKETyTOUHOM Kese3bl BO BpeMsi eabl. [1pu teueHuun
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MB ucnonbp3yloTcss aHTUOMOTHUKM MPAKTUYECKU BCEX TPYIII C pa3inyg-
HbIMU TIyTSIMU BBeieHUSI (BHYTPb, BHYTPUBEHHO, MHTAISILIMOHHO), Te-
MaTOTPOIHbIC TMperapaThl, CUCTEMHbIE KOPTUKOCTEPOUbI, MpernapaThbl
TeodmwmHa. BceM GOMBHBIM peKOMEHAyeTCs TTPUMEHEHNWEe TOJUBUTA-
MMHOB B MPOMWIAKTUYECKUX J103aX KPYTJIOTOANYHO C TOMOJHUTEIbHBIM
BBEIIEHUEM XXMPOPACTBOPUMBIX BUTAMUHOB M AMETOTEpArus ¢ Kajopa-
xeM Ha 40—50% BbIIIIe BO3PACTHOI HOPMBI.

Haubosnee TskenbiM 00JbHBIM MOXET Ha3HAYaTbCsl IJTUTEbHAsT KUC-
JIOpoAOoTepans Ha TOMY, YaCTH OOJIBHBIX TIPU Pa3BUTUH MMOPTAIBHOMN TH-
MepTEeH3UH TPOBOSITCS IIIYHTUPYIOILIME OMepaliu, a TaKxKe repecanku
JIETKUX U TIeYCHU.

4.2. ba3ucHag (exXeaHeBHAsA) Tepanus

JleueHne MaTOJIOTHUH JETKIX Ip1 MYKOBUCIIU/I03€

HuransmuoHHas Tepanust — OT 4ero 3aBucuT ee 3¢ dekTusHocTh? IlpaBuna
npoBeaenns uarasmii. @axkropbl 3(h(HeKTUBHOCTH HHIAJISIIMOHHON Tepanun

MHransiimonHasi Teparnusi, BBEJAEHME JIEKAPCTBEHHBIX IpernapaTroB
B JIETKUE C TIOMOIIbIO MHTAJSITOPOB (WM TaK Ha3bIBaeMbIX HeOyJali3e-
pOB), B HacCTOsIllee BpeMsl LIMPOKO UCMOJIb3YeTCs sl JeyeHus: 00Jib-
HbIX MB Kak mpu ocTpoM COCTOSIHUM, TaK U B KauecTBe 0a3uCHOI Tepa-
muu. [IpeamouteHre otnaercs HeOyIaiizepaM KOMIIPECCUOHHOIO THIIA.
ViabTpa3ByKoBble HeOyJ1aiizepbl HE PEKOMEHIYIOTCS. DTO OObSICHSIETCS
TeM, UTO MpuMeHsieMble Tpu M B pacTBOpPBI /151 MHTANSILIMI MOTYT ObITh
HCTIOJIb30BaHbl TOJbKO Ha KOMIIPECCUOHHBIX HeOyaii3epax (4To ykas3a-
HO B aHHOTAlIMU K MperapaTam).

[Tpu MB Bce Gosblliee KOJUUECTBO MpernapaToB BBOJASTCS MHTAJSIIIA-
OHHBIM ITyTeM: aHTUOMOTUKM, JOpHa3a-ajbcha U He(hepMEHTHbIE MYKO-
JINTUKHW, TUTIEPTOHUYECKUI PACTBOP, OPOHXOJUTUKU, KOPTUKOCTEPOU-
Jbl. B cTaguy KIMHWYECKUX UCTTBITAaHWI — L-apruHuH, aHTUIpPOTEeasHl,
HOCUTEJIM YYaCTKOB reHa.

HMHransimu nmpoBoasIiTCs C Leblo caHallMi OPOHXMAJIbHOTO JepeBa,
VJIy4YlIEHUs PEOJIOTMYECKUX CBOMCTB MOKPOTHI (€€ pa3KMXEeHUs, HOp-
MaJIu3alMK ee BSI3KOCTU W ajare3nu). BaxkHO MOMHUTb, 4TO 1151 OOJIb-
HbIX MB uHransumm oos13aTeIbHbI 1aKe MPU OTCYTCTBUU TTOCTOSIHHOTO
Kallisgd U CUMNTOMOB nopaxeHusd Jierkux! ITo Kakoil cxeMe npoBOIUTh
MpoLIeIypy U KaKoe JIEKapCTBO MPUMEHSITD, pelllaeTcsl JevaliuM BpauoMm
WHAWBUAYATbHO JJI51 KaXKI0TO MalkeHTa.
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Haubonee yacTo mjisg MHTAISIHMOHHON Teparny NPUMEHSIOT PacTBO-
pbl OpOHXOJUTUKOB (Oepoyall, aTpOBEHT, cajibOyTamMoJs), MYKOJUTU-
KOB (mpenapaTbl aMOpoKcoJia ruapoxjaopraa uin N-aueTWInucTernHa,
ITynemo3uM — mopHa3a ajnbda), KOPTUKOCTEPOUIbI (IIyIbMUKOPT). DTH
TPYIIITbI TPEeNapaToB UCTTOAB3YIOT ISl KYITUPOBaHUSI OPOHXOO0OCTPYKTUB-
Horo cuHjapoma npu MB.

PactBopbl aHTMOMOTUKOB (amMuHOIIMKO3UAbL: 300 Mr ToOpaMMIIMHA B
4 mn pactBopa (bpamMuTo0); MOJIMMUKCUHBI: KOJTUMUCTAT HATPUS) SIBJISTIOT-
Cs1 OCHOBHOM 4acThblo 0a3ucHON Tepanuu. VHHOBALIMOHHOM TEXHOJOTHEH
SIBJISIETCSI TIOPOIIKOBasi (hopMa ToOpaMULIMHA B BUIE CyXUX (DOPM — TIyJIb-
mocdep (TObU-TToaxanep). B 6akaiiiiiee BpeMsl 0XKUIAeTCs TTOSIBIICHUE
PACTBOPOB IS MHTAJISIUIA LIMITPOdIIOKCAIIMHA, aMUKALIMHA, JIEBO(IIOK-
callHa, pa3pabaThlBalOTCsl CrelMalbHbIe Mpernaparbl AJsl JISUeHUsT pe3u-
creHTHOro cradpuiokokka (MRSA) B Buae MHralIsSIIMOHHBIX (hOpM — MPO-
BOJASITCS KIMHUYECKWE UCTIbITaHUsI. Psil LIeHTPOB MCITIONb3YeT CTaHAaPTHBIN
BaHKOMMIIMH (TIpernapar Ajisi BHyTpUBEHHOTO BBEICHMST) B BUIC MHTAJISILIUIA.

IIpenapar I1ynpmo3um (nopHa3a aiabga), 00J1agarolInii BBICOKOK My-
KOJUTUYECKOW aKTMBHOCTbIO, BBOAUTCS TOJBKO C TTOMOIIbIO KOMITpeC-
COpHOro MHrajsiTopa. D10 peKomMOMHaHTHas yejoBeueckas JIHK-az3a,
KOTOpasi 00JIafacT He TOJIbKO BBIPAXKEHHBIM MYKOJIUTUYECKUM, HO U
JBYMsI BaXXHBIMU KIMHUYECKUMM 3(PdeKTamMu: MpOoTUBOBOCIAIUTEIb-
HBIM 1 aHTUOakTepuaabHbIM. JlopHa3a anbda ruapoausyetr JHK sioep
pacnagaromnxcs HeRTpo(UIoB, KOTOPbIe BO MHOTOM OMpPENe/IsIOT naTo-
JIOTMYECKYIO BSI3KOCTh MOKPOTHI 00JIbHBIX MB. Bo MHOrMX cTpaHax, rie
ITynpMO3MM BKJIIOYEH B €XEIHEBHYIO Tepanuio 60abHbIX MB, ynanoch
JIOOUTHCS CYILLIECTBEHHOTO YyUIlIeHUs] KauecTBa KU3HU 3TUX MallMeHTOB.
ITynbMO31M He UMeeT OrpaHUYEHUS 110 BO3PACTy U MOXKET Ha3HAYaThCs
C MOMEHTA YCTaHOBJICHUSI JUarHO3a.

N3otormueckwii (0,9%) pacTBop HaTpusl XJIOpHAa BCe peke UCIOIb-
3yeTcs B BUJE UHTAISLMIA, KaK CaMOCTOSITEIbHOE JieKapcTBO. OH yBJIax-
HSIET CJIM3UCTYIO0 000J0UKY OpOHXMABHOTO JepeBa, pa3kKuKaeT MOKpPO-
Ty, CIIOCOOCTBYET JIETKOMY M OBICTpPOMY OTKallIMBaHUI0. boiee apdex-
TUBHBI TUIIEPTOHUUYECKHE PACTBOPBI HATPUS XJIOpHUAA B KOHLIEHTpALIMU
3% winu 6%, KoTopble Ha3HavaloTcd o 2—4 mia 1—2 pasa B JeHb, Mepen
KUHE3UTeparnuen.

WMHorna o noka3zaHUSM IMPUMEHSIIOTCS B BUIE PACTBOPOB JIJIST MHTA-
JISIUMI HEKOTOPbIe aHTUTPUOKOBBIE MperapaThl.

TTocnenoBaTeIbHOCTb MHTAISILIAM:

1) uHTAISILIMST OPOHXOIUTHKA;
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2) MHTAJISLMUs MYKOJIUTUKA;

3) KOPTUKOCTEPOU/IBIL;

4) aHTUOUOTUKM.

Kak noka3sbiBaeT mpakTHKa, MHTAJISIIMOHHBIN MyTh BBEJAEHMUS JieKap-
cTBa siBysieTcsl 3¢ GEeKTUBHBIM, pallMOHAJIBHBIM U Oe30mmacHbIM. Borpeku
IUPOKOMY MHEHHIO, YTO Bpayy JOCTATOYHO TOJbKO HAa3HAUMTh JieKap-
CTBO B BMJI€ MHTAJISILIMU, CYIIECTBYIOT OOBEKTUBHBIE U CYObEKTUBHbBIC
MPUYUHBI, OT KOTOPBIX 3aBUCUT 3(P(HEKTUBHOCTb JAHHOI JIeueOHOM Mpo-
eaypbl. HekoTopble M3 HUX CHMXAIOT TepareBTUYEeCKOe BO3IEUCTBUE
U JIOJKHBI OBITh BOBPEMSI MPOaHAIM3UPOBaHbl U yCTpaHeHbl. [lpyrue He
TOJIbKO CIIOCOOCTBYIOT XOpOUIEMY JiIe4eOHOMY BO3/1€HICTBUIO, HO U B 3Ha-
YUTEJbHOW Mepe NoBbIIaT 3(h(MEKTUBHOCTh Oa3MCHOM Teparuu.

B pesynbrare mpoBeaeHHbIX nccieaoanuii B HII3/1 PAMH 6b110 0oT-
MeueHo, uTo rokaszatenn ®BJ] y 601bHBIX Ha (hDOHE MHTAJISILIMOHHOM Te-
panuy U3MEHSIIMCh MO-pa3HOMY, B 3aBUCUMOCTH OT TOTO, MPOBOJUIUCH
JIU 3T NPOLEAYPbI MO KOHTPOJIEM MEINEePCOHaNa WU MALMEHT MpPO-
BOJMJI MHTAJISILIMM CAMOCTOSITE/IbHO, 0e3 oMol MeToaucTa. B rpymirie
0OJIbHBIX, KOTOPbIM UHTISILIMY TTPOBOAUINCH MO MEAULIMHCKUM KOH-
TpojeM, nokasateau PBJl u3MeHsIUCh ObICTpee, Oojiee JOCTOBEPHO U
B 0OJIbIIIEM MTPOLIEHTE CIYYaeB.

Kaxmast uHraasysi HauMHaeTcs ¢ 00s13aTeJIbHOTO MbIThsI pyK (Mmalu-
€HT WU ITIOMOIIHUK). 3aTeM HeOOXOAMMO OYUCTUTh BEPXHUE IbIXaTeb-
Hble MyTHU (THIATEJbHO BBICMOPKATHCS, MPOMbBITh HOC) M MTPOTOJIOCKATh
PpOT IPOTOYHOM BOJIOM.

HauuHaTbh MHTAISA1IMI0 MOXKHO TOJILKO yepe3 | yac rocie eabl Wiu 3a
2 yaca J10 ellbl.

ITocne nHransguuy oo6s13aTeIbHO CAeAyeT MPOIIOJ0CKaTh POT IPOTOY-
HOW BOJOM.

[IpaBuabHOE BBITIOJTHEHNE PECIMPATOPHOIO MaHeBpa BO BpeMsl Mpo-
BEICHMSI MHTAJISILIMK BO MHOTOM oIpeaesisieT ee 3(h(heKTUBHOCTD!

Ilepen TeM Kak HaYaTh MHTAISILIMOHHYIO TEPAIIMIO, HEOOXOIMMO IMPO-
BECTU CIELIMATIbHOE 3aHATHE C MALMEHTOM U €T0 POAUTENSIMU, CIAEAYET
00y4YUTh CHELMATbHOMY JBIXaHUIO BO BPEMS MPOLIEAYpPbl, MPABUIbLHOMU
rocajke U BceM MpaBujiaM MHTAISILIMOHHON Tepanuu (puc. 3).

MaHeBp AbIXaHMS BO BpeMsi MHTAJISIIUAN

» [Tocagka — Ha CcTyJie ¢ KpeKUM YIIOPOM CITMHbI HA CITMHKY CTYyJja.
CniuHa nipsimas (dpoto 1).

» PaGoTe MBIIILL XKMBOTA HE JOJKHBI MEIIATh TYTUE PE3UHKMU, MOsIca,
3aCTEXKU U JIp.
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BIIOX maysa BbIIOX

1—-2—3 cex 1—-2—3 cex 1—2—3—4—5—6 cex

BCJIYX CJICOAYECT CUMUTATDh TaK:

«OOWH-ABA-TPU»------ «CTOII»----- «TPU-YETBIPC-TIATH-IIECTh-CEMb-BOCEMb»

Puc. 3. Cxema pecrnupaTopHOro MaHeBpa BO BpeMsl MHT ALK

> [Ineun pacciabieHsbl, OMyIIEeHbl BHU3.

> Bo BpeMs abIxaHMSI padOTaIOT TOJIHKO MBIIIIIBI XKMBOTA. 2KMBOT CBO-
0OJHO ABUTAETCs U y4aCTBYET B aKTe IbIXaHUSI.

» Bce Teno paccnabaeHo. He Hampsratbcs.

» Brnox uepes pot Ha cueT 1—2—3 (y AeTeit Maaaiiero Bo3pacra Ha c4eT
1—2): MeJIeHHO, CITOKOIHO, TTy60Ko!

> Bo Bpems B1oxa XKMBOT MAaKCHMAaJIbHO BBHITITUMBACTCS BIIEPEL.

> [Tay3a (3agepxarb AbixaHue) Ha cuyeT 1—2 (y cTapliux — Ha cyeT
1-2-3).

> Boigox depe3 Hoc Ha cyeT 1—2—3—4—5-6, «10 KoHLa» (y meTeit
MJIQZIIETO Bo3pacTa Ha cueT 1—2—3—4): MemIeHHO, CITOKOMHO MaKCH-

MaJIbHO BbIJOXHYTb BO3YyX.

®oro 1. [TpaBubHAs TTOCaIKa BO BpeMsT MHTANISIIIUN



48 InaBa 4. JleueHure MyKoBUCLIMI03a, peaduinTaLus, MpoduiakTuka

» Bo BpeMmst BbIIOXA XKMBOT MAaKCHMAaJIbHO BTSITUBACTCS BOBHYTPb.

» Metoauct (MU POAMTEIIb) JOJKEH CUMTATh BCIYX, TOMOTast TalueHTy.

Bo BpeMs mpoBeneHUsT MHTISLIAM CIeIyeT COCPEAOTOUUTHCS Ha MPOo-
Lieaype, Heab3sl OTBJIEKAThCS, HAIPUMEP, CIYLIATh MY3BIKY, CMOTPETh
TeJeBU30p, UNTaTh, pa3roBapuBarh 1o TtejaedoHy u 1. 1. He nomkeH ot-
BJIEKAThCS ¥ TTIOMOLIHUK (MaMa WJIM MEAULIMHCKAS CeCTpa).

DPDHEeXTUBHOCTb UHTAISILNN MOXHO TMOBBICUTh, €CJIA BMECTO CTyJia
MCIOJIb30BaTh OOMBINON TMMHAcTHYecKuii Mstd. [locamka Ha Mstde Tmo-
3BOJISIET OBICTPO CHSATh HATIPSDKEHME MBI IIEeW U CITUHbBI, OLIYTUTh JIeT-
KOCTh BO BceM Telie. [1pu TIpaBUJIbHOM CHIEHWW Ha 3JIACTUYHOM THUM-
HACTUYECKOM MsIue Harpy3ka Ha MeXITO3BOHKOBBIC TUCKU MUHUMAaIbHA,
TaK KakK JIaBJieHWE Ha pa3jIMyHbIe YYaCTKHU OUCKa IepepacrpencisieTcs
Y CTAHOBUTCS PaBHOMEPHBIM. B IToJ105KeHMY CUISt Ha YIIPYTO# U 31acThY -
HOI MOBEPXHOCTU MsiYa IMO3BOHOUYHUK MTPUOOPETAET CBOE €CTECTBEHHOE

®oro 2. HpOBCHeHI/IC MHraJaluun Ha TMMHaCTU4YC€CKOM MAYE
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MOJIOXKEHUE, KOTOpOe SIBJIsIETCs] HanboJjiee YCTOMYMBBLIM JUIST TTOIepKa-
HUS paBHOBECHS Ha Mstde. MBIIIIILI CITMHBI TIPA 3TOM HAXOIATCS B Ha-
MNPSIKEHUHU, TaK KaK HETTPOU3BOJIbHbIC MTOKAYMBAHUS TTPUBOIAT MalleH-
Ta K MMOCTOSTHHBIM M3MEHEHUSIM IoJioxkeHUsT Teia. [IpoBegeHne nHrais-
LMY Ha MsT9e TIOBBIIIAeT SMOIIMOHAIBHBINA TOHYC MamyeHTa. [1pomemypa
CTaHOBUTCS d(P(PEKTUBHON M HE YTOMMUTENIBHOI, UTO OUeHb BAXKHO IS
6ombHOTO MB, Y KOTOPOTO MHTAJIAIINIO HEOOXOANMO ITOBTOPSITH TI0 He-
CKOJIbKY pa3 B IeHb.

D} GeKTUBHOCTh MHTAISILIMOHHONM TepaIuy 3aBUCUT OT IIPaBUJIbHOTO
BBITIOJTHEHUST TIPOLIEAYPHI B TEUEHHUE THA, T. €. OT COOJTIONCHUS BCEX 3Ta-
OB KUHE3UTeparnuu.

OueHb BaXHBIM (DAKTOPOM SBJISIETCSI 00BbEM JIEKAPCTBA, KOTOPBII
3aJIMBAETCS B PACIBUIMTENb, BpeMsI MHTAISIINA U UX ONTUMAJIbHOE CO-
oTHoleHrue. OOBIMHO O00BEM pacTBOpa JOJKEH COCTAaBJSITH B CPEIHEM
1—-2 M, He OoJiee. B HeOynaiizepax KOMIIPECCOPHOTO THUIIA 03y JieKap-
CTBa MOKHO PAaCCYMTBIBATH C TOYHOCTBIO IO KAIlJIM M PACHbUIATH 10 CY-
Xoro octatka. ONTUMAalIbHOE BpeMsI TPOBEACHMST MHTAJISIIIAM JOJIKHO CO-
CTaBUTh B cpeaHeM oT 3—5 no 10 MuHyT, He nonblie (puc. 4).

Bpemsi uHransiumm

Gosee 15 MunyT He KenaresbHo

I i
L

m —p 5 MuHyT - 10 MEHYT HOPMasnbHO

0O6bemM nekapcTsa B HeGynalizepe

- =P 3 MHHYTBI — 5 MHHYT onTMManbHO

Puc. 4. OnTrMaaIbHOE COOTHOIIICHNE 00beMa pacTBOpa
JUTSI UHTJISILAN M BDEMEHM €€ TIPOBEICHUS
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ITpaBusibHOE MpOBENEHNE TPOLEAYPbl UHTAISLIMN SBISIETCS TEXHU-
YECKHU U TICUXOJIOTUYECKHU CJIOKHOM paboToii, 0COOEHHO ISl TTallMeHTOB
MJIQ[IIIEro Bo3pacTa W IS TSKeJabIX 00JbHbIX. OCHOBHAs 3agaya Mpo-
LIeTypbl MHTAJISILUU — MOJYyYUTh MAaKCUMaIbHbBIN TepaneBTUIeCcKuit a¢-
(bekT ¢ MUHUMYMOM (PU3MYECKUX U SMOILIMOHAIbHBIX 3aTpaT 00JbHOTO
U 32 MAKCUMaJIbHO KOPOTKUIA CPOK.

Muransuus npoBoautcst 6osee 3(hGhEKTUBHO, €CId MPUMEHSIETCS
MYHAIITYK, a He Macka. Kak ToibKo peOeHOK MOoapacTaeT, 3TO MOXKET
OBITh 1 B 2 roga, HEOOXOAMMO MPUYUUTh €ro K MyHIIITYKY.

IToBbicHUTb 3(PHEKTUBHOCTH MHTAISILIMM MOXHO TaKXKe, MPUMEHUB 3J1e-
MeHThI [TEIT-Tepanuu mim Tak Ha3bIBaeMOM «TeXHUKU AbIXaHUSI C TTOIOXKM-
TEJILHBIM JaBJICHUEM Ha BBImOXe». C 3TOI TeNTbI0 MCTIOB3YeTCs CeIalTb-
Hasl pecriipaTopHasi TexHuka u pazanyHbie npuoopsl (ITAPU-TTEIT — cu-
cTeMa; BCTpOeHHbII B HeOyaiizep — BPII 2, mpuHiun paboTsl (iiatrepa).

[Tpu abIxaHUM ¢ IPEOIOJEHUEM COITPOTUBIIEHHSI Ha BBIIOXE BO BPeMs
WHTAISLIMU YBEJIWYMBAETCS WM BbIPDABHUBAETCS BHYTPUOPOHXUAIBHOE
JlaBJieHrEe C BHYTPUTOPAKaIbHbIM IaBieHueM. CTeHKa OpoHxa Mpu 3TOM
BBIMPSIMJISIETCSI, OPOHX paclIMpSIeTCsl, OTKPbIBasi CBOOOIHBIN TyTh /s
5BaKyallud MOKPOTHI U OoJiee I1yObOKOro MpOHMKHOBEHUS JieKapCTBa.
BpoHxu ocTaloTcsi OTKPBITHIMU BO BpeMsl TTPOBEJAEHUSI MHTAISILIUM, UTO,
KOHEUYHO, MOBbIIIAET e¢ 3(P(HEeKTUBHOCTD.

OueHb BaKeH MPaBWIbHbBINM YXO/ 32 UHTAISTOPOM U COOTIONEHNE TTPUH-
LIMTIOB aCeNTUKU BO BpeMsl TIPOBEACHUST MPOLIEAYPHI 1151 TIepcoHaia U Ia-
LIMEHTA (MBITBE PYK C MBUIOM IEPEN UHTAISLUEN, BBITUPAHUE WX CyXUM
nojoreHueM). [Tocne mpouemypsl — TiiaTeabHas 00padoTKa U CylliKka HeOy-
Jlaiizepa (ctakaHa-pacnbliuTess ). ExxenHeBHO HEOOX0IMMO MPOBOAUTS Je-
3MH(EKLMI0 HeOyali3epa 1 KOHTPOJIMPOBATh paboyee COCTOSTHUE arrapa-
TYpbl, IaBJIeHUE, CUJTY PACIIbUICHMSI, YUCTOTY KOMIIPECCOPA, CBOEBPEMEHHO
3aMeHSITh (UIIBTP B KOMIIpeccope U T. 1. Bce 3Tu TexHUYeckre Hercnpan-
HOCTH HapylIaloT MPOBEAeHUE MPOLETYPbl U CHUKAIOT €€ 9(h(PeKTUBHOCTD.

Hnsa ne3amHbeKIMd MOXHO HCIOJIb30BaTh CrelralibHble MPrUOOpPbI
WA, HAITIPUMeEp, MPUCTTIOCOOUTH CTEPUIU3ATOP IS IETCKUX POXKOB. Ku-
ISTYeHUE B TEUEHUE 5 MUHYT SABIsIeTCS 3(P(PEKTUBHBIM METOIOM CTEPUIM-
3aumu. C 3TOM LEIbI0 UCTTONb3YIOT OOBIYHYIO MTOCYAOMOCUHYIO MAIIKHY.
I'maBHOE, YTOOBI Ae3MHGEKLMS MTPOBOAMIIACE TTOCIE KaXKI0H MHTasILun!

MenunuHCKUI KOHTPOJIb (Jlevaluit Bpad, Metoauct mo JIDK, meau-
LIMHCKAsI cecTpa U Jp.) 3a MPOBEACHUEM MTPOLIEAYPhl MHTAISILIMKA o0ecTie-
YUBaeT BbIMOJHEHUE BCEX BbILIE MEPEUUCIEHHBIX (haKTOPOB. [J03MpOBKU
JIeKapCTB AaHbI B Ta0J1. 9 (IpuitoxkeHue).



4.2. BasucHas (eXeIHeBHAasT) Teparus 51

IIpombiBanue HOCA

ITpoMbIiBaHME HOCa [j11 601bHOTO MB sBiIsIeTcsI HEOOXOIUMOI exXe-
JHEBHOM mpoueaypoit! ITo crocoOcTByeT MpoduiakTUKe 000CTpeHU
XPOHMYECKOIO raliMOpUTa, STMOMINUTA U TIOJIMII03a HoCcAa.

B kauectBe pacTBOpOB, WHC-

MOJIB3YEMbBIX C 3TOI LIeNIbIO, TIPU-

MEHSIIOTCS M30TOHUYECKUI pac-

TBOp HATpUsl XJIOpUAA, PacTBOp ' \
MOpPCKOIl COJM C MUHEpalaMH, - .|
pactBop N-aueruwiauucrenHa. Ormn-

TUMaJbHO HCIIONb30BaTh C 3TOM ‘

LEIBI0 CITelUaIbHbIE ITPUCITIOCO-

OJIeHUSsI, KOTOPbIE CETOIHS MOSIBU - ‘

JINCh B alTeKax IIoJ Ha3BaHUEM

«HA3BAJIBHBIN AYII» — 310

IUIACTUKOBasi OYyThbIJIOYKAa C Kpa-

HOM U CHEUMAJIbHON OJIMBOU IJIsI

Hoca (puc. 5). O0beM pacTBopa Ha

MIPOMBIBAHUE OIHON CTOPOHBI CO-

crasisieT ot 100 mo 200 mut. JlaBie-

HUE XUIKOCTU TIPU TTPOMBIBAHUU

IOJKHO coctaBiaaTh ot 10 mo 20

cM Boj. cr. TeMneparypa pacTBo-

pa 1moJKHa 6bITh B nipesenax 37°C. Puc. 5. HasanbHblit ym
[TpuMeHITh IJIg 3TOI LieJIM MUIETKU, IIIIPULILI, PE3MHOBBIC TPYILU WU
aHaJlornyHbie ycTporictsa («JdonbuH») KaTeropuuecku 3amnpeiaercs!

IIpy ouyeHb TYCTOM M BI3KOM CeKpeTe IIOJIe3HO IIpUMEHEeHUE
N-aneruanucTenHa B HOC (CrieluaabHblii KOMOMHUPOBAHHLIN Iperia-
pat puHOMGIYUMYLMI Ha OCHOBE N-alleTUILMCTEMHA U COCYI0CYK1BA-
JOIIEro CPeACTBA).

Kunesurepanus

[IpakTyecku ¢ Hayaja OIMCAHMSI MYKOBHCIMIO3a KaK CaMOCTOSI-
TeJbHOTO 3a00JIeBaHUSI, METOIbl OUYUILIEHUSI OPOHXUAJIBHOTO AepeBa OT
BSI3KOMI MOKPOTBI M CIIellMaIbHAsI JbIXaTeJIbHas T'MMHACTUKA SIBJISIOT-
csl HauboJsiee 3HaYMMOI yacThlo 0a3ucHoi Tepanuu MB Bo BceM mupe.
MNMeHHO uMCMoJib30BaHWE KOMILIEKCA 3TUX METOIOB OIpenessieT Iu-
TEJIbHOCTh M Ka4eCTBO XXMU3HU MmauueHTa ¢ MB.
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BrinosnHeHue atoii yacTu 6asucHoi Tepanuu MB obecrieunBaeT Tak
HasbIBaeMasi Kuxesumepanus. KuHesutepanusi epeBoaUTCs € JIATUHCKOTO
sI3bIKa KaK «JIeUyeHHWe IBUXKEeHUEeM», OT kinezio — ABvkeHue. B MeauiiH-
CKOM MUP€ YaCTO UCMOJIb3YIOT aHTJIMIACKYIO TPAHCKPUIILIMIO 3TOTO TEPMU-
Ha — (pu3uoTepanusi.

B Haileit ctpaHe 10 cux Mop cyliecTByeT HEKOTOpas MyTaHulila B Tep-
MMHOJIOTUH, TaK KakK (pu3uroTepanueid B OTeYeCTBEHHOI MpaKTHUKe Ha-
3BIBAIOTCSI METO/IbI BJICKTPOJIeUeHUST (pa3IuyHbIe TOKU, DJIEKTPOdOope3bl
W T. 1I.), a HE METO/bl ApeHaxa. MHorna B IMPOKO OTeYECTBEHHOM ay-
JTUTOPUU METOMbl OUUILIEHUSI OPOHXMATBHOTO JiepeBa OOBEAUHSIOT MO
TepMUHOM «MeTonbl JIMK», 4TOo Ha MEXIyHapOJHOM MEAULIMHCKOM
s13bIKe HasbiBaeTcst kuHesutepamus (K3T).

[IporpamMmy KHHE3UTEpanuu COCTABJISIIOT WHAWBUAYAJIbHO TOA0-
OpaHHbIE KOMILJIEKCHI, KOTOPbIE COCTOSAT U3 JbIXaTeIbHbIX YIIPaXXHEHU.
[TpoaoKUTEIbHOCTD, YaCTOTa 3aHSTUI MOAOMpaeTcs KUHe3uTepareB-
TOM KaxaoMy 6ojqbHOMY MB MHIMBUIYyalTbHO B 3aBUCUMOCTH OT OCO-
OeHHOCTell 3a00jieBaHUsI, OCIOXHEHMIA, BO3pacTa U 3MOLMOHAILHOIO
craTtyca MnalyeHTa.

Metoapl K3T 6a3upyrorcst Ha 3aKoHax (PU3MOJIOTUM ObIXaHUsI. 3aHsI-
TUSI OCYIIECTBIISIIOTCS CIlelMalucTaM1, KOTOPbIe MPOIIUIM CIeluaIbHOE
00y4eHUe MO KMHEe3UTeparuu U UMEIOT COOTBETCTBYIOIIUIA cepTUhUKAT.
KuHesurepaneBT J0JIKEH O0YYUTh MALIMEHTA U €r0 poAauTesIeil He00Xo0-
aumbiM MetogaM K3T, coctaBUTh MHAWBUAYAJIbHYIO MMPOrpaMMy 3aHsI-
TUI, 0003HAYUTH TAKTUYECKHE OIIMOKU, OCBOUTH HOBOE YIPaKHEHMUE,
0003HAUYUTh 3aJ]aHMe Ha JOM U HAMETUThb CJEAYyIOIIyl0 AaTy OCMOTpa.
Llenecoobpa3Ho mocellaTh KUHe3uTeparneBTa Kaxasie 3 mecsua. [Ipu
BO3MOXHOCTH U 10 MOKa3aHUSIM UHAUBUAYaabHbIe 3aHsATUI K3T MoxxHO
MPOBOJUTD U Yalle.

Bcem naumentam ¢ MB Bo BceM MUpe peKOMEHAYeTCsl BECTU aKTUB-
HbI 00pa3 XU3HU, 3aHUMAThCH PU3NUECKUMU YIPAKHEHUSIMU, B TOM
qyucie ¢ aeMeHTaMu criopta. Ho Takue 3aHSTHS TOJKHBI TPOBOAUTHCS
MOJl CTPOTMM BpayeOHBIM KOHTPOJEM, OCOOEHHO IS T€X MallMEHTOB,
KOTOpbIe MMEIOT OTYETIMBYIO AbIXaTeJbHYIO HEAOCTAaTOUYHOCTb, MPU-
3HAKM TMePerpy3okK MpaBbIX OTAEJ0B cep/lia, CKIOHHOCTbh K KpOBOXap-
KaHbIO U Ipyrue ocioxHeHus. I3 pekoMeH1yeMbIX BUAOB CIOPTA MOKHO
Ha3BaTh CJeAyIONNe: MIaBaHNe, JIETKWii Oer, e371a Ha BeJOCHIene, JbIKH
B NMPOryJIOYHOM pexKumMe, 0aJMHUHTOH, MAJIblii TEHHUC, BOJIE00]1, TYpU3M.
Ecnu Her annepruu, To MOXHO 3aHMMATbCSl paliTTepanueil — €340
Ha JIOIIaasX. 3anpemanTcs BUAbI CIIOPTa, KOTOPbIe CBSI3aHbI C 0CO00i
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MOBBIMIEHHOW ONMACHOCTBHIO TPABMATH3ANUM (TTOCIICICTBEM TPAaBMBI OYy-
JeT JJUTEeNbHbINA TTepUo1 OrpaHUYeHUs (PU3NUECKO aKTUBHOCTH, UTO
KpaiiHe HeOJIaroNnpusITHO CKaXeTCsl Ha JIPEHaXXHOU (yHKIUU JIETKUX,
YBeJIMYEHNH MyKOCTa3a M Havyaje 000CTpeHUs 3a00IeBaHU): KOHbKH,
XOKKeii, ¢yT00J, 00KC, TsKeJaass aTJeTHKa, pa3judHble BHIbI OOPbOBI,
MOTOCHOPT.

INameHTaM, KOTOpBIe aKTMBHO 3aHUMAIOTCS CTIOPTUBHBIMU YITpaX-
HEHUSIMU, HEOOXOAMMO ITPOBOINUTH KaXable 6 MecsieB KOHTPOJIbHBIE
uccaenosanus DxoKI', OKI, ®B/I.

[TpuBoAMM MpUMEpbI peKOMEHAYEMbBIX TIPUEMOB KUHE3UTEpATUU JIJIsI
nereit ¢ MB.

MeToauKa BbINOJHEHUS YIPAKHEHHA «CAHTUMETP>

YrnpaxHeHrue «CaHTUMETpP» pa3paboTaHO HAMM 1T TPEHUPOBKHM IIbI-
XaTeJIbHBIX MBI (B TIEPBYIO 0Yepeab MeXpeOepHBIX), a TAKKe TIIaBHOM
JbIXaTeJIbHOM MBIIIIBI — AuadparMbl U MbILIL] XXUBOTA. DTO yIpaxHe-
HHUE CITOCOOCTBYET TaKXKe ITOBBIIICHUIO IMOABMKHOCTH MeEKPeOepHBIX
U MEXITO3BOHKOBBIX COWJICHEHUI.

YrnpaxHeHUe BBIMTOJHSIETCS ¢ MOMOIIbIO OOBIYHON CAaHTUMETPOBOM
JIeHTHI. JIeHTa HaKJIaaeIBaeTCs Ha YPOBHE MEUEBHIHOTO OTPOCTKA, TUTOT-
HO OOTsTUBAasI TPYAHYIO KJIETKY, Ha TOJIYIO TPYIHYIO KJIETKY WK Ha ¢yT-
607Ky. KOHIIBI JIEHTBI KPEIKO YIepXKUBAIOTCS B pyKax caMOro MalueHTa
VT TIOMOIITHUKA.

Xopo1lo, eciy yrpaxHeHue aejaaeTcs nepen sepkayioM (boto 3).

Kax npasuavro ovimameo, 6vinoanss ynpaxcuenue «canmumemp» ?

Bnox: Ha cuetr «1—2—3» nenaeTcsl T1yOOKUiA, MEUICHHBIN BIOX Yepes
HOC, pebpa IpeoaoseBalOT CONMPOTUBIIEHNE JIEHTHI. PeOpa mOKHBI Kak
OBI pa3MBUTAThH IJIOTHO OOXBATHIBAIOIIIYIO JICHTY, TIPEOI0JIeBas TOBOJILHO
0O0JIBIIIOE COTIPOTUBIICHUE, 1O MAKCUMaIbHO BO3MOXHOTO MOJI0XEHUS.

ITay3a: Ha cueT «1—2—3» 3amep:KKa AbIXaHUSI M OCTAHOBKA JIBYKEHUS
peb6ep. JleHTa nmpoaosKaeT MJI0THO OOTATUBATh TPYAHYIO KIETKY.

Boimox: Ha cueT «4—5—6—7—8—9» nmejaeTcss MeIJIEHHBIN, TUIABHBIA
BBIIOX Yepe3 HOC WIM YyThb IPUOTKPHITHIM poT. Pebpa cBOOOIHO yXOmsT
BOBHYTPb MaKCUMaJbHO 10 KOHIIA. JIeHTa Mpu 3TOM ILIOTHO 3aTATUBAET
pedpa BIIIyOb IPYAHOM KJIETKHU.

VipaxHeHne «caHTUMETp» Ha3HadaeTcsl 1—2 pa3a B 1eHb (B 3aBUCH-
MOCTH OT TSDKECTM TeUeHMsI OPOHXOJETOYHOTO Mpoliecca y MalueHTa),
YTPOM W/WJIM THEM BO BpeMsl 3aHATUI KWHe3WuTepamnueit, mo 15 MUHYyT,
B cpenHeM 1o 15—20 npIxaTeIbHbIX IIUKIIOB.
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®orto 3. [TaleHT BBITIOMHSET YITPaKHEHNE «CAaHTUMETP»,
CTOSI TIepe/l 3ePKaIoM

[TepBble TPEHUPOBKHU TOJKHBI TPOXOAUTH MO KOHTPOJIEM METOAMCTA
no JI®K (kunHe3uteparieBta). CHavyajza METOAMCT HAKJIAAbIBACT JICHTY
W KOHTPOJUPYET BBIMIOJTHEHUE yrpaxkHeHus1. [TauueHT mocteneHHo 00-
y4yaeTcsl HaKJIaabIBaTh JIEHTY CAMOCTOSITEJILHO.

PerymnspHoe BBIMOTHEHNE YIIPaXKHEHUS «CAHTUMETP» TIPUBOIUT y3Ke
Ha BTOPOI HelleJie TPEHUPOBKY K YBEIMUYSHUIO 9KCKYPCUM TPYAHOM KIIeT-
K1 1 YIy4YIIeHUIO (GYHKITMOHATBHBIX TTOKa3aTeIei.

Mbl peKoMeHyeM BKJIIoUaTh 3TO yIpaxKHeHWe B eXelTHEBHbIE 3aHs-
TUSI KUHE3UTeparnuei 1isl pa3BUTHUS AbIXaTeIbHONH MYCKYIAaTyphbl, B TOM
gyucie nradparMbl, ¥ MBI KUBOTA, YTO SABJISIETCS BasKHBIM (haKTOPOM
3¢ heKTUBHOTO IpeHaXxa OpOHXUAJIbHOTO JAepeBa Mpu JaHHOI MaToJo-
TUY OPTaHOB ObIXaHUS Y AETEH.

PexomeHaytoTCsl crielinaibHble YIpakHEeHUsI, OCHOBAaHHbIE Ha OIU-
HAKOBOM TIPUMHLMIIE JbIXaHUsI: «T€XHUKA JbIXaHUs C MPEeOoJoJeHUEM
COTIPOTUBJICHUST» WU «IbIXaHUE C TTOJIOKUTEIBHBIM AaBICHUEM Ha BbI-
noxe» uiu «I1EIT-tepanusi» (ITEIT, ot anrn. PEP — Positive Expiratory
Pressure). [losoxutenbHoe naBieHUEe BO BpeMsl Bblnoxa ObIBaeT MOCTO-
STHHBIM WA TIPEPBIBUCTBIM.

YToObI co31aTh MOJOXUTEIbHOE JaBJIeHWE Ha BbIIOXE, MPUMEHSIOT
pas3uyHble TPUOOPHI U TIPUCTIOCOONEHUST UIW CIIELMATIbHYIO TEXHUKY
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nbixaHusi. CylIecTByeT MHOTO pa3IMYHBIX alllapaToB, HAIIPUMEDP «CBH-
cToK 3uipbepa», a 3a pyoexkom — 3to PEP-mask, ¢narrep, Pari-PEP-
sistema, Aeolus, «Cornet», Tpenrosg u ap.

Mexanuzmut deiicmeus IIEII-mepanuu

Mopdosoruyeckrue U3MeHEHUsI B JIETKUX Y OOJIbHBIX XPOHUUECKU-
MU 3a00JieBaHUSIMU OpPOHXOJIErOYHOM CHUCTEMbl BeCbMa MHOIoo0pa3-
HBI U TIpEACTaBIIEHBI 3aKyIIOPKON OpOHXOB, aTejeKTa3aMu, Cy>KeHHEeM
JbIXaTeJbHbIX TyTei, B3AYyTHEM OTAEIbHBIX 00JacTeil JerKux, oCcTpoit
UH(UIbTpalMell JIErOYHOM TKaHU, 3M¢pu3eMoii, (HUOPO30M JIErKUX,
rnorepeil cTabMIbLHOCTU OPOHXMAJbHOUN CTEHKM UM MH. ap. HapylieHuro
9BaKyaluu MOKPOThI U3 OPOHXUATBLHOTO JepeBa CIIOCOOCTBYIOT JBa Me-
XaHW3Ma: BO-TIEPBBIX, MeXaHWYeCKas 0OCTPYKIIMs OpoHXa BSI3KOM CIIM-
3bl0, BO-BTOPBIX, OPOHXOCMHa3M W OpPOHXMAJbHBIN KOJIJIAIC, KOTOpbIE
WMEIOT TIPUHIMITMATIBHOE 3HAUCHHE I pabOThI ¢ MAllMEHTaMU BpauyoM
u uHCTpyKTOpoM JIDK.

B HopMme y 310poBOro 4esnaoBeKa BHYTPUTOpPAKalbHOE AaBJICHUE
1 BHYTPUOPOHXHUAIBHOE NaBJICHNUE YPABHOBEIICHBI, TI02TOMY JbIXaTeIb-
Hble TTyTU He crnagatoTcs. [Tpu XxpoHUYeCKOM OPOHXOJETOYHOM Mpoliec-
ce BSI3Kasl CJIM3b CTEHO3UPYET OPOHX M CO3MAeT MEXaHWYECKOe TMpPersT-
ctBre. BeaencTBre aTOro BHYTpUOPOHXMATBLHOE MaBJIeHUE TT03aa CTe-
HO3a CTAaHOBMUTCSI MEHbIIIE, YEM HaJ CTEHO30M IO HaMpaBJICHUIO KO PTY.
ITockoabKy BHYTpUTOpaKaIbHOE NaBACHHUE ITpeodiagaeT Hall y9acTKaMu
C HU3KUM BHYTPUOPOHXMAJIbHBIM JaBJieHUWEM, JIETKO BO3HMKAeT CAaB-
JleHue OpoHxa, T. €. OpoHXMalIbHbIN Kosutanc. Hampumep, mpu takom
TSDKEJIOM XPOHUYECKOM 3a00J1eBaHNM, KaK MYKOBUCLIMIO3, WJIN IPYTOM
XPOHWYECKOM OpOHXUTE OPOHXMAIbHbBIN KOJUIAIC pa3BUBAETCS TOBOJIb-
HO YacTo ellle M3-3a TOTO, YTO CAMM CTEHKU OPOHXOB IMOBPEXIEHbI MO-
BTOPHBIMU MH(MEKINSAMMA U He UMEIOT CTAaOMIIBHOCTH.

Hcrnoab3yst AbIxaHue ¢ MpeoaoieHUeM COMPOTUBIEHUSI, MOXHO Mpe-
JOTBPALLATh KOJUIANC OPOHXUAIBHOTO AEPEeBa, TaK KaK MPEMNsITCTBAE Ha
BbIJIOXE YBEJIMUYMBAET UJIM BhIpaBHUBAET BHYTPUOPOHXMAbHOE TaBJIeHUE
C BHYTPUTOpaKaJIbHBIM aBaeHreM. CTeHKa OpoHxa MpU 3TOM BBIIPSIM-
JigeTCsl, OPOHX PaCIIMPSIETCS, OTKPBIBasi CBOOOIHBI ITyTh TSI BaKyaluu
MOKPOTHI.

CaMbIM pacrpoCTpaHEHHBIM TIPUOOPOM, KOTOPBI HCITONb3YETCS
C DTOI 1eIbI0, ABTISIETCST ghaammep. [10 maHHBIM 3apyOEKHBIX ICTOYHUKOB
daaTTep cramm npuMeHdTh ¢ 1989 roga. duarrep SABISIETCS KapMaHHBIM
VHIWBUIYaJIbHBIM IIPUCIIOCOOJIEHUEM, KOTOPOE YBeJIMYMBaeT 3(h(HeKTUB-
HOCTh JIpeHaXka OpOHXMAJIbHOIO JIepeBa y MallMeHTOB ¢ XPOHUYECKUMU
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3200JIeBaHUSIMU JIETKUX PA3IMYHOMN 3TUOJOTUU, B TOM YKUCJIE IIPU MYKO-
BUCLIUIO3e, OpOoHXUaIbHOI acTMme, cuHapome Kaprarenepa, xpoHuue-
CKOM OpoHXUTe Ha (pOHE UMMYHOAS(MULIMTHOTO COCTOSTHUS U Pa3IMUHBIX
IMOPOKOB PA3BUTHS OPOHXOB U JIETKUX.

Puc. 6. YcrpoiicTBo darrepa
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IIpocToe ycTpoiicTBO (haTrepa, JIETKOCTh U YIOOCTBO B €ro IIpuMeHe-
HUU U, TJIaBHOE, BbICOKOE JIPEHaXKHOE BO3JEHCTBHE TTIOMOIIM MPOYHO 3a-
BOEBaTh JTUIMPYIOIIEE MECTO CPEAM BCIIOMOTaTeIbHBIX PUOOPOB, KOTOPbIE
WCTIONB3YIOT IPH 3aHITHSIX KMHE3UTepaneit y 00IbHBIX MyKOBUCITHIO30M.

Metoauka paboThI ¢ yiaTTepoM HasbiBaeTcs «koJjieomomeecs [TEIT»
win «paarrep-tepanusi». IIEIT (PEP — positive expiratory pressure) —
3TO TeXHUKAa JIbIXaHUsI C MPEOJ0JIEHUEM TOJOXUTETLHOTO TPEPHIBUCTOTO
JIaBJICHUS Ha BBIIOXE, KOTAA MOBBIIIAETCS U BHYTPUOPOHXUATBHOE JaB-
JIEHWE, KaK OMMMCHIBAIIOCH BHIIIIE.

Yempoiicmeo paammepa

ITo cBoeit KOHCTpYKLMU (paaTTep HANTOMUHAET CBUCTOK, pa3MepoM
10 x 6 cM, JISTKWIA TT0 BECY M ITOMeTaronIniics Ha JanoHn. OH COCTOUT U3
MJIaCTMAcCOBOTO KopItyca (MyH/IIITYKa), OTAEJbHOM IMJ1acTMacCOBOI BO-
POHKM C OTBEPCTUEM TS BBIIOXA, METALTUYECKOTO IIaprKa U KPBIIIKOI
¢ 12 oTBepCcTUSIMU JUTS BBIIBIXaEMOTO Bo3ayxa (prc. 6). YTosl HaKJIoHa BO-
POHKU MO OTHOIIIEHHWIO K TOPU30HTAIbHOI MOBEPXHOCTU cocTaBisieT 30°.

OO0BIYHO METAJUTMYECKUIA IIApUK BecUT 26 1. UMmeroTcst 6osiee MasileHb-
Kue-Jierkue u 06oJiee TsoKelible apukKu (10 28 ), KOTOpble UCITOIb3YIOTCS
JUTS Toa0opa pa3IMuyHbIX MHAWBUAYAJbHBIX HAIPY30K.

Brimox mpom3BoauTcsa Bo ¢atrep Ha METATMISCKUI MIapUK, Ieii-
CTBYIOLLIMI KaK conpoTuBieHne. OH HaUMHAET ABUTAThCS MO CTEHKE BO-
POHKU «BBEPX-BHU3», OTKPHIBAsl U 3aKPbIBasl BLIXOJHOE OTBEPCTHE, KaK
nokKasaHo Ha puc. 7.

S
=

Puc. 7. Beinox Bo duraTTep: IapuK MOTHUMAETCS 0 CTCHKE BOPOHKU
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Ilpunuyun pabomut prammepa:

» dratTep co3maeT MOAYJISIIIAN TaBJICHUST B IBIXaTeIbHBIX ITyTSX C Ya-
cToTOi OT 6 0 26 I'll, KOTOpBIE ITOIMAJAI0T B PE30HAHC C COOCTBEHHOM
(U3MO0TOTMIECKONM YAaCTOTON KOJAEOAHUil JIETKMX. ODTO CIIOCOOCTBYET
OUMILEHUIO MEJIKMX JIbIXaTeJIbHbIX MyTeil, e U HabJtonaeTcst Haubosee
BBIPAXXECHHbIN MYKOCTA3.

» DaTTep aBTOMATHIECK TIOIIEPKUBACT KOJIEOaHMUST TTOJIOKUTETEHO-
0 JaBJeHUsl. DTO OYeHb BaXKHO, C OIHOM CTOPOHBI, TaK Kak MpeIoTBpallia-
eTCsl KoJIJIaric OpOHXOB, a C IPYroil — ycTpaHseTcss OnacHOCTb BO3HUKHO-
BEHUSI MOCTOSIHHOTO M30bITOYHOTO TOJIOXKUTEbHOTO JaBJIEHUS, KOTOPOe
HaOmogaeTcsl TIpU HECOOJIONEHUM COOTBETCTBYIOLIMX MHCTPYKLUMN, MpHU
MHOTOKPaTHOM TIOBTOPEHUM (DOPCUPOBAHHOTO BbIIOXA, MPU HEMPaBUJIb-
HoM abixaHuu yepe3 [TEIT-Macky unum apyrue BcriomoraTeibHble TPUOOpPHI.

» @aTTep BO3AEHCTBYET Oarogapst KoJebaHUsIM JaBIeHUs] B OPOH-
XaX M UBMEHEHUIO TTOTOKA BO3/yXa, KOTOPble BO3HMKAIOT BO BpeMsl OJl-
HOTO BbIJ0Xa MPOTUB COMPOTUBJICHUS IIapuKa. 3a OAUH BbIIOX LIAPUK
HECKOJIBKO pa3 MOJAHUMAETCS U OIyCKaeTCsl B ObICTPOM TEMIIE 110 BOPOH-
Ke. B MoMeHT nogbema 1apuka OpoHXUadbHbIe CTEHKU PaCIIUPSIIOTCS,
B MOMEHT NaJIcHUSI — CY>KalOTCsl, MPWIMIIIIASA K HUM CJIM3b Pa3pbIXJsieT-
Csl, OTJIUMAET U Jierye dBaKyupyeTcs.

OnTtuManbHO 3aHATUE ¢ (GIATTEPOM Y AeTeil JOJKHO JUITUThCS B Te-
yeHue 3—5 MMHYT, He Oosee, TaK KakK (PyHKIIMOHaJIbHBIC MOKAa3aTesIu:
HachlllleHUe reMorioonHa kuciaoponom (SatO,, %), nukdioymerpust
(1/MuH), nynbc (yn/MuH), yactota abixaHus (Y1) B 1 MUH 1 apTepuaib-
HOe AaBJIeHUe (MM PT. CT.) — YXYAIIAIOTCS B KOHIIE 5-11 MUHYTBI IbIXaHUSI
Bo (arrep.

I'maBHOE Mpu AbIXaHUU BO (aTTep — 3TO JOOUTHCS BUOpALIMU BHY-
TPY I'PYJTHOM KIIETKU.

B xoH1e 10-i u 15-#1 MUHYT MOTYT MPUCOCAUHSITHCS TaKUE CyObeK-
TUBHBIE OLIYIIIEHUS, KaK MIJI0X0€ CaMOYyBCTBUE, YCTAJIOCTh, TOJIOBOKPY-
JKeHMeE, TOLIHOTA, pBOTA, pa3apaxeHue. OTU CUMIITOMBI, KaK MPaBuo,
HE 3aBUCST OT BO3pacTa peOeHKa U TSIKECTU COCTOSIHUS 3a00JIeBaHUSI.

Hamm HaOmogeHus mokasaau, 4TO O0y4yaThCsl ObIXaHMIO BO iaT-
T€p MOXHO HauMHaTh C CAMOIO PaHHEro BO3pacTa, B 3aBUCMMOCTU OT
WHTEJIeKTa pedeHKa, MHoTrAa Jaxe ¢ 2 jeT. JIis1 MaleHbKUX MallMeHTOB
(hnaTTep sABISIETCS UTPOBBIM JIEMEHTOM, YTO 00JIeT4aeT METOMCTY MPO-
BOAUTD 3aHsiTUe. [1pyu MpaBUILHOM UCIOJb30BAHUM OH IMOBBIIIAET 3MO-
LIMOHAJIbHBINA TOHYC, CIIOCOOCTBYET IICUXOJOIMYECKOM pa3psiake U 3Ha-
YUTEJbHO yaydinaeT a(pdexT oT ApeHaxa.
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Metoauct JIOK goikeH noapoOHO OOBICHUTh HALIMEHTY U APYTUM
YJIeHaM €T0 CeMbU, KOTOPbIe OyJIeT MPOBOAUTH APEHaX I0Ma, CYyTh METO-
Ja. Ha coOcTBeHHOM mpuUMepe HY>KHO MoKa3aThb, KaK IMPaBUJIbHO CIEIyeT
JBIIATH BO (py1aTTep M KaK BUOPUPYET IpyaHast KJIeTKa IPU MPaBUIBHOM
JIbIXaHUH.

Knondmaccax

ITepBbIM METOTOM, KOTOPBII CTaaU MPUMEHSTH IJISI SBaKyallud MO-
KpOTHI, ObLI KJIon(pMaccax rpyaHoii kiaetku. Kiondmaccaxk mpomncxoaut
OT HeMelKoro cioBa «klopfen», 4To TepeBOAUTCS KaK «KOJOTUTh» WU
«ctydath». C 1950-x 1o 1980-X romoB 3TOT MeTOA ObLI OCHOBHBIM METO-
JUYECKUM TIPUEMOM Y 3apyOeKHbIX KuHe3uTepamneBToB. Kitondmaccax
OCTaeTCsl U3II00JIEHHBIM METOJIOM, KOTOPBIM IIMPOKO IMPUMEHSIETCS 10
CHX MOp B aMepUKaHCKOM npakTuke. B nmocneanue roasl B 'epmanuu Ha-
psiiy ¢ Kiiondmaccaxkem 0ojiee MNpearnoYTUTEIbHON CUUTAETCs] HECKOJIb-
KO Jpyrasi TeXHuKa, Harpumep, BUOpaliusi U BCTpSIXMBaHUE, NTACCUBHOE
IbIXaHWe W KOHTaKTHOe AbixaHue. Bo @paHumy 11 MaaeHIIeB U TeTeil
HCIIOJIb3YIOT METOJAMKY CIABAMBAHUS I'PYIHOM KJIETKM pyKaMu METOAM-
cTa.

Kak mokaszanu HalllM UCCIAeJOBaHUS W JaHHbIE JUTEPaTyphl, 10
HACTOSIIIEr0 BpEeMEHM TPAAULIMOHHO <«ITOKOJIAYMBAaHUE» WU «OTOU-
BaHUE» SIBJISIETCSI OCHOBHBIM CITOCOOOM YAaJeHUsI MOKPOTHI BO BpeMsi
3aHsaTuit JIOK y geteit ¢ XpoHUYECKUM OPOHXUTOM B OT€YECTBEHHOM
MpaKkTUKe.

[Tpu yoape 1o rpyaHol KieTKe B KOHKPETHOW TOYKe HaYMHalOT BU-
OprpoBaTh OPOHXM, JIMIKAss MOKPOTa OTPhIBAETCS OT CTEHKHU, IOIaaaeT
B IIPOCBET OpOHXA M 3aTeM yIaJIsIeTCs TIpU IbIXaHUU. IpyruMu cioBamu,
MOKPOTY KaK Obl «OTOMBAIOT» OT CTEHKHU OpOHXa, ITOMOTas MalieHTy ee
YIQIUTD IIPU IpEeHaXe.

Ha nmoBepxHOCTU I'pyaHON KJIETKM IJisi KMHE3UTEeparneBTOB Cyllle-
ctByeT 10 30 u 6oJjiee TOUEK, BO3AEICTBYS Ha KOTOPbIe MOXHO AO0OM-
BaThCSl OYMIIEHMS OIpPENeIeHHOTO yJacTKa jerkoro. Ho oObpuHO Ha
MpaKTUKE UCIOJb3YIOT TOJAbKO 12 Touek. Mbl pa3paboTaiu METOAUKY
HMCIIOJIb30BaHMs 8§ ToUeK KJiordmaccaxa B 4 mocaeaoBaTebHbIX Ape-
HaXXHBIX ITOJIOXKEHUSIX, BBIYYUTh U OCBOUTH KOTOPBIE HAMHOIO MPOIIe
JUTSI MallMeHTOB, POAMTENIE U METOAMCTOB MO KMHe3uTepanuu. Bos-
JIEeMCTBYS Ha HUX, MOXHO TOOMBATHCSI BBICOKOM ApeHaxKHOU 3 dex-
TUBHOCTH (Ta0bII. 4).
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Tabauua 4
Touku kaondmaccaxa

Touka OTeJibl JJErKuX IlonoxeHnne Tena

1u?2 | Bepxaue nonu criepenu | Cust WM CTOSI C OMTOPOY CITUHBI, TOJIOBA MPSIMO

3u4 | Bepxaue monu c3amu Cuist WM CTOSI C OTTOPOIA Tpyaun

5 [paBas cpennsisa nons | Jlexka Ha JieBoM 60Ky (MOXHO Ha BaJIMKe),
MpaBasi pyka IMOIHsITa BBEPX 3a TOJIOBY, HOTH
MPUXKATHI K KUBOTY

6 Cpennue otaensl neBo- | Jlexxa Ha TpaBoM OOKY (MOXHO Ha BajlnKe),
TO JIETKOTO JieBasi pyka MOAHSITa BBEPX 3a TOJIOBY, HOTU
MPUXKATHI K XKUBOTY

7u8 |IlpaBast u neBasgs HuX- | [lomoxeHue gexa Ha KUBOTE (MOXKHO MO -
HUE 01 JIOXKUTh BAJIMK TOJI XKMBOT), TOJJOBHOM KOHEII
OIyleHa BHU3 He Oosiee yeM Ha 15°, HOXXHOM
KOHeI[ TPUTTOITHST BBEPX

BaxxHbIM MOMEHTOM B TaHHOM METOIMKE SIBJISIETCS CHJTa yaapa o TpyI-
Hoi1 KiteTke pedeHKa. [TokomaunBaHue TOKHO OCYIIECTBISITHCS CO «Cpei-
Heli» cuioii. To ecTh, C OAHOI CTOPOHBI, YAaphl CHAPYKU IPYTHOMN KIIETKHU
JOJDKHBI OBITH TOCTATOYHOM CHJIBI, YTOOBI BBI3BIBATh BUOPAIIVIO U OTPHIB
MOKPOTBI OT CTEHKU OPOHXOB, C C APYTroii — yaaphbl He JOJKHBI BbI3bIBATh
00JIEBBIX OLLYILIEHUI U IPYTUX HEMPUSTHBIX SMOLIMH y MalIUeHTA.

s ocyuiecTBAeHUsI TPABUWILHOTO yaapa JaaolliKy ClIelyeT CIOXUTD
B BUIIE «JIOJOYKU», YTOOBI BHYTPU Hee oOpa3oBajiach BO3AYIIHAS MPO-
cioiika (puc. 8). Yiapbl MOXXHO IPOBOAUTH KaK OJHOM pyKOii, TaK 1 IBY-
M1 TIOTIEPEMEHHO.

ITokomaunBaTh MOKHO MO OOHAXKEHHOI IPYIHOI KJIETKE, WJIM Talu-
€HT MOXeT OBITh 01IeT B (pyTOOJIKY (CliemyeT n30eraTh 3aCTeXeK, ITyTOBUIL
W «MOJTHU»).

Bpemsa paboTel B KaxKaoi Tou-

K€ OObIYHO B CPEIHEM COCTaBJISIET

1 MuHyTYy (MHOTIA — /10 2 MMHYT),

TTOCJIENOBATEILHO TTOCTETIEHHO TIPO-

il xonsl Bce 8 Touek. B cpemHeM Bcs

npoleaypa Kiondmaccaxka JI0mK-
Ha 3aHuMatb 10—15 munyr. Ecim
Puc. 8. Jlaomka «10104Ka» 15 y TalKMeHTa UMEeeTCsl OAUH WIM He-
Kiondmaccaxa CKOJIKO IPOOJIEMHBIX Y4acTKOB
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JIETKOTO, Te HauboJsiee CKOHLIEHTPUPOBAaHA MOKPOTa, TO MOXHO 3aep-
JKaTbCsl B 3TON TOUKE MOA0JIbIIIE.

Bo Bpemst paboThI B TOUKax 7 ¥ 8 JJ19 MpaBoOil U HUXKHEM T0JIeii, B IO~
JIOXKEHUU JiexKa Ha CIIMHE WX XUBOTE, MOXHO OIyCTUTb FOJIOBHON KO-
Hell BHM3, HO He OoJjiee yeM Ha 15°, 4ToOBI M30eKaTh OCJIOXKHEHUI CO
CTOPOHBI KETYJI0YHO-KUIIIEYHOTO TPAaKTa B BUJE Pa3IMUYHBIX pedIiok-
coB. Takoe 1oJjioxeHue crnocoOCTBYET YCUIEHUIO ApeHaXHOTO 3 dekTa.
B panbHeiilieM BO BCeX NMPUMEHSIEMbIX HAMM IPEHAXKHBIX TTOJ0XEHUSIX
Mbl UCKJIIOUAJIU 3apaHee Pe3KUiA HAKJIOH roJIOBbl BHU3!

Mbl BBIAEIWIN HEKOTOpPbIE KPUTEPUM TPaBUIBHOTO TPOBEACHUS
KJIoTmaccaxa.

1. CyOobeKTHBHBIE KPUTEPHH:

> OTcyTcTBYE 00JIEBBIX U APYTUX OTPULIATEIBHBIX OLIYIIEHUI Y peOeHKa.

» OulyuieHue y naiueHTa NpusTHOrO BO3IEUCTBUSI HA €ro rpyaHylo
KJIETKY.

» [TosBneHue r1yo0KOro, CIOKOMHOTO JIbIXaHUS.

2. O0beKTHBHbIE KPUTEPHH:

> [TosiBneHue 3(pHeKTUMBHOTO OTKAIILIMBAHUSI MOKPOTHI.

> Jlerkoe mokpacHeHUe KOXHW IPyJTHOU KIIETKU.

ITpaBusibHOE ABIXaHKWE BO BpeMsl TPOBEACHUS KIoTmMaccaxka sBisieT-
csl OUEeHb BaXKHOM cocTaBIsAIolIEeH naHHOro MeToaa. M HaobopoT, eciin He
yIESITh BHUMaHUS MPAaBUJIbHOMY JIbIXaHU10, TO 9((HEKTUBHOCTh METOIA
CYILIECTBEHHO CHUXXAeTCsl.

Crnenyet cTapatbesi, YTOObI MaJIEHbKU I pEOCHOK, T. €. MAlIMeHT B BO3-
pacte OT MepBbIX JHEH XU3HU U 10 3 JIeT, AbllIal Yepe3 HOC, CIIOKOMHO,
MeJIIJIEHHO, TJTy0O0KO.

Hetu 6oJiee crapiiero Bo3pacta (0T 3 JIET), KOTOPbIE CIIOCOOHBI BbI-
MOJIHUTD JbIXaHWE METOJIOM ayTOTEHHOTO JpeHaxa, T10JKHbI BIOX Je1aTh
HOCOM, BBIZIOX — UyTh MPUOTKPHITHIM PTOM.

B MOMeHT nokojaumBaHusl MOKpPOTa, OTOPBABIIMCH OT CTEHKW OpOH-
Xa, JOJDKHA JIBUTAaThCsl BBEPX C MOTOKOM Bo3ayxa. Eciii He BBIMOJHSTD
MPaBUJIbHBIN pecMpaTOPHbIA MaHEBP, TO OHA OyAeT JIMOO CBATUBATHCS
JIyoXe BHU3, JTU00 OyIeT «00aTaThCs» B IIPOCBETE OpOHXA, UeTO HE00X0-
TUMO 130eraThb.

Kaxk nokazai Halll aHaau3, OTCYTCTBUE MPABUIIBHOTO JAbIXaHUS B MO-
MEHT TpOBeJeHMsT Kiomdmaccaxa SIBJASIETCS OCHOBHOW OLIMOKONW Mmpu
BBIMOJIHEHUHU JAHHOTO METO/IA.

Krongmaccax cyliecTBeHHO He BAMsIeT Ha HoKa3aTe/ iy (hyHKIIMY BHEI -
HEero JbIXaHHsl, HAChILLIEHUE TeMOIIOOMHA KUCIOPOIOM U He CITOCOOCTBYET
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YBEJIMUEHUIO TTOABUKHOCTU TPYTHON KieTKU. [1py KIMHWYECKU BBIpa-
JKEHHOM JpeHaxkHoM 3 deKTe Kiorndmaccax He OKa3blBaeT CyIIEeCTBEH-
HOTO BIUSIHUS Ha (PYHKIIMOHATbHBIEC MTapaMeTphl MallMeHTa.

Heobxonumo yuYnThIBaTh, YTO KJIOTI(MACCaXK BBIIIOIHSIETCS 100 K1-
HEe3UTeparneBTOM, JUOO MaMoOii, a He caMUM TalMeHTOM. DTO SIBJISIETCS
€ro oTpulIaTeIbHBIM MOMEHTOM. UTOOBI JOOUTHCS CYLIECTBEHHBIX YCIe-
XOB B JICYCHUM, MAIIMCHT JODKEH 3aHUMAaTh aKTUBHYIO TBUTATEJIbHYIO
MO3ULIMIO U BBITIOJHATh METOAUKH CAMOCTOSITEILHO.

HecMotpst Ha «0e300MaHOCTE» (aTpaBMAaTMYHOCTh) JTaHHOIO METOJa,
€ro HeJb3s1 IPUMEHSITh Y OOJIbHBIX, KOTOPbIE UMEIOT pa3INuHbIE OCIOXKHE-
HUST U/uiv poosieMbl. Harpumep, eciu y 60J1bHOTO MMeeTCsl KpoBOXapKa-
HbE VIV MHTEHCUBHBIE TIPOXXMIIKA KPOBU B MOKPOTE, KiIoTi(pmMaccaxk Tpu-
MEHSITh OIAaCHO, TaK KaK MHTEHCHMBHOE TMOKOJauMBaHUE MOXKET YCUIUTh
OTPBIB MOKPOTHI OT CJIM3MCTOM 1 BHI3BATH NOMOJHUTEIbHOE KPOBOTEUEHUE.
[NanmmeHT ¢ IMTHEBMOTOPAKCOM JOJDKEH HAXOAMTHCS B MaKCUMAJIBHO IIa-
JSIIIEM PEXUMeE IO TMOJHOM ero JMKBUIALMU, TTO3TOMY B IaHHOM Clly4yae
Kjondmaccax ciieayeT UCKIoUnTh. I1py BeIpaxkeHHO aMdu3eme JerKux
KJIorMaccax onaceH B riaHe BO3MOXKHOTO Pa3BUTHSI CIIOHTAHHOTO THEB-
MOTOpakKca. Y 00JbHOTO C BbIPaXKEHHBIMU CUMITTOMaMU JIETOYHOM TUIiep-
TEH3WH, T. €. C TIPU3HAKaMH JEKOMIICHCUPOBAHHOTO JIETOYHOTO CEeplia,
MpY HEOCTOPOXKHOM MTPUMEHEHUH JAHHOTO METO/Ia MOXKHO BbI3BaTh PE3KOE
riepepacrnpeneieHre KpoBOToKa M YCWJIEHWe Harpy3Ky Ha MpaBble OTICIIbI
cepaua, Mo3TOMY €ro UCTIOJIb30BaHUE Y TAKUX MAaLIMEHTOB HE PEKOMEH/TYeTCSI.

ATnapaTHble METOIbl KWHE3UTEpanuu, 0OCOOEHHO Yy AeTeil MIaaliero
BO3pacTa M TSKEJBIX IMallMeHTOB, UTPAIOT PEIIAIOIIYIO0 POJIh B IPOrpaM-
Me peadbunutauuu. Lllnpokoe pacnpocTpaHeHUe TTOTYYWI METO ApeHa-
2Ka OpPOHXMaJIBLHOTO JEPEBA, Y MAlIMEHTOB JI0OOOr0 BO3pacTa, ¢ MOMOIIIbIO
anmapata BubOpo-xuiera The Vest, CIIHIA (Hill-Rom). On cocToutr us
crelMalbHOrO 0JI0Ka — reHepaTropa MHEBMOMMITYJILCOB, KOTOPBI o0e-
CIIeYMBAET BHICOKOYACTOTHYIO OCHMIIISIIMIO TPYIHOM KIETKH, U KUJIETa.
Kunetsl pa3IMyHbIX pa3MepoB, MOAOMPAIOTCS B 3aBUCUMOCTH OT BO3-
pacTa u pazMepa IpyaHoi KJIeTKu namuveHTa. OHu Jierko u 3¢ deKTuBHO
MOABEPraloTcs Ae3nHGEKIINN, JIETKO M1 KOM(MOPTHO KPETIsITCs Ha peOeHKE
BO BpeMsl ITPOBEJACHUSI MPOLIETYPHI.

MyKOJMTHKH U MYKOPETYJISATOPbI

N-anerwmmcrent (NAC) sIBsIeTCSI € IMHCTBEHHBIM aHTUOKCHUIAHTOM,
MPUMEHSIEMBIM B ITyJIbMOHOJIOTMU Ha IoKa3aTeIbHOI ocHOBe. IHTepecHO,
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YTO €ro MYKOJMTHYECKHWE CBOMCTBA HAlllJId MEHblllee MOATBEPXKICHUE
B cucteMe JokazareabcTB. D dekTsl NAC rnpu XpoHUUYeCcKuX 3ab0seBa-
HUSX JIETKUX MOTYT ObITb CBSI3aHbI C MPSIMOM MPOTUBOBOCTIATUTEIBbHOMN
AKTMBHOCTbIO: CHUXXEHUEM KOHUEHTpAlMii 303MHO(MUIBHOIO KaTHUOH-
HOTO TPOTEMHA U MHTEpJIeHKMHA-8 B MOKPOTE€ U YMEHbILIEHUEM XeMO-
aTTPAKTUBHBIX CBOMCTB MHAYLUMpPOBaHHOW MOKpOThl. NAC BKIIOYEeH
B CTaHJAPTHI JieueHUs MTHeBMOHMH. [Ipu ncnosb30BaHUM B MHTAISILIUSIX
(KoHIIEHTpalus pacTBopa He Oojiee 2%) yMeHbIaeT BI3KOCTh CeKpeTa,
TOoraa Kak IIpM IpreMe BHYTPb 3TOT 3¢ ¢heKT He JoKa3aH. MoxeT ObITh
MOJIE3HBIM JIJISI Pa3KUKEHUST CEKPETOB KUIlIeUHMKA Y nmauueHToB ¢ MB.
OObIyHas g03a npenapata cocrapisieT 20—30 Mr/Kr B CyTKHU.

Kap6ouucrennsl (dayndopr, MyKOAUH, MYKOMNPOHT, (QIyaAUTEK,
(bryBUK) MOTyT mpuMeHsITbcsl y nailmeHToB ¢ MB B nosze 30—50 mr/kr
B CYTKM B TeueHue 1—3—6 Mecsiies.

AMOpokcoaruapoxiaopun (AMopodeHe, AMOporekcan, AMopocaH, Jla-
30JiBaH, MyKocoJibBaH, XaauKcoJl) y psiia MallMeHTOB MOXET SIBJSTbCS
€OIUHCTBEHHO 3((EeKTUBHBIM MYKOAKTUMBHBIM IipernapaToM. I[Ipumens-
eTCS B 103¢ 3—6 MT/KT B CYTKM BHYTPb WM 7,5—15 MT B BUIe pacTBopa
Ha OJHY UHTAJALIMIO. B OTAeNbHBIX cllydyasiXx (MAaCCUBHbBIE aTeJleKTa3bl)
MOXKET IIPUMEHSIThCSI BHYTPUBEHHO B mo3¢ n0 15—30 mr/kr. OOGBIYHO
CyTOYHasl 103a Iperapara Ha3HavaeTcs 3a 3—4 pasa.

TTauuentsl ¢ MB npuMeHSI0T MYKOJIMTUKA MPAKTAYECKU TPU JIIO-
ObIX 000CTpEeHMSIX Mpoliecca (M0 MHAMBUAYATbHOU cXeMe, Ha3HauYeHHOM
BpayoM), 3aMEeHsIsl OMH TpernapaT Ha APYyroi, ¢ yueToM NepeHOCUMOCTH
¥ 3(p(PeKTUBHOCTU.

Crepuibhbie 3 1 6% pacTBOpBI MOBAPEHHOM COJIM SIBJISTIOTCSI CTaHIAP-
THO Ha3HavYaeMbIMM PACTBOpPAMM /Il MHTAISLUN MPAKTUYECKU Y BCEX
nanureHToB ¢ MB, HaunHag ¢ 1 roma Xku3an. OOBIYHO Ha3HaYaeTCs OTHA
WHTAISILIMS B 103¢ 4 MJI pacTBOpa, Mepea KOTOpO MalMeHT IMoJjydyaeT
WHTAJISLIMIO KaKOro-11ubo OpoHxoauTuka. JJokazaHo, 4TO 3TU pacTBOPHI
CIMOCOOCTBYIOT pa3KMKEHUIO MOKPOTbI, OUMILIEHUIO JbIXaTeJIbHbIX ITyTel
Y YMEHBIIAIOT YaCTOTYy 0OOCTPEHUIA.

IIymemo3um (JlopHa3a ann(a) peKOMEHIOBaH IS BCeX IAllMEHTOB
¢ MB B Buze exxegHeBHBIX MHTAISAINMI 110 2,5 Mr 1—2 pa3a B IeHb IIOCTO-
SIHHO. Pa3BoauTh npenapaT KaTeropuyecku 3anpeiieHo. BBoaures myiib-
MO3UM TOJIbKO C OMOIIBIO KOMIIPECCOPHOTO Hebyaiizepa (kenaTesibHO
MPUMEHSITh aKTUBUPYEMBII BIOXOM — JIJISI 9KOHOMUM JIEKApCTBa).

Kak mnokazajim MexIyHapoJHble MYJbTUIIEHTPOBbIE MCCleq0Ba-
HUsl, MyJIbMO3UM JIOCTOBEPHO YJIy4IIaeT (DYHKIIMIO BHEILIHETO JAbIXaHUSs
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M YMEHbBIIAeT KOJWYECTBO OOOCTPEHUI BTOPUYHOTO XPOHMYECKOTO
oponxura y 6onbHbIX MyKoBucunno3oM (Kearney C. E., Wallis C. E. De-
oxyribonuclease for cystic fibrosis — Cochrane Review // The Cochrane
Library. — 2002. — Iss. 3. — Oxford: Update Software).

Koppeknus HapymeHnunii muTanus

HopmMmanbHoe ¢pusnyeckoe pa3BuTHe — OJHA M3 OCHOBHBIX 3a/1a4 Jieue-
Hus 6oabHBIX M B. T1py HOpMaau3auuy HyTpUTUBHOTO CTaTyca 3HAYUTE b-
HO TMOBBIILIAETCS] AKTUBHOCTD, CTPeMJIEHUE K (DU3MUYECKUM YIPaKHEHUSIM,
yJIy4laeTcs anmneTuT. Y 0oabHbIX MB ¢ HopMaibHbIMY MOKa3aTeasiMu hu-
3uyeckoro pazputusi (MMT > 50 nepueHTusIs1, B COOTBETCTBUM C BO3pac-
TOM) B MHOTOUYMCJICHHBIX UCCIEIOBAHMSIX J0KA3aHO YIydllleHUe KauyecTBa
Y TIPOIOJKUTETBHOCTH KU3HM 1 TIPOTHO3a 3200J1eBAaHMS B 1IETIOM.

Jluemomepanus

VY 6ombinHCcTBa ManreHToB (85—90%) oGHapyXKMBaeTCsT HEAOCTATOY -
HOCTb SK30KPUHHON (PYHKIIMU TIOKETYIOYHON XeJIe3bl ¢ OYeHb HU3-
KHUM YPOBHEM WJIM TTOJHBIM OTCYTCTBUEM IMaHKpeaTHu4eCKUX (pepMeHTOB
(yinnasa, amuia3a, TPUIICMH) B IBEHAALATUNIEPCTHOM KUIIKE, YTO BEAET
K MaJTbINTECTUN XUpa, OeJika ¥ Kpaxmaia. be3 cOOTBETCTBYIOIIETO Jicue-
HUS y OOJIBHBIX UMEIOTCSI KJIMHUYECKHE CUMITTOMbI MaJibabCOPOLIUU CO
creaTopeeii (4acThIid XKUAKWUI XKMPHBIHA CTYJI, YBEIUUYEHUE XKMBOTA, IIOBbI-
LIEHHOE Ta3000pa3oBaHue, 00U B XKUBOTE, BbITIaJEHUE MTPSIMOIN KUIIKH,
HeJI0CTaTOYHasl ITprbaBKa B BeCe); B KOIIPOrpaMMe BbISIBJISIETCS O0JIbIIIOE
KOJIMYECTBO HENUTpaIbHOTO X1pa. Hambosee moCTyImTHBIM COBPEMEHHBIM
METOZIOM OILIEHKM BHEIIHECEKPETOPHOU (DYHKIIMW MOIKETYT0YHON XKe-
JIe3bl SIBJIIETCS OTpeneieHe aKTUBHOCTY TaHKpeaTUIeCcKOoi 21acTasbl- 1
B KaJjie (XpOoHHMYecKas TaHKpeaTuIecKast HeIOCTaTOYHOCTh CPeIHei cTe-
MEeHU TSKECTU MpU ypoBHe 3nactasbl-1 o 100 1o 199 MKr/T; TsKenoi
crenieHn — <100 MKT/T).

Hapymenusi HyrputuBHOrO cratyca y 6oiabHbIXx MB siBnsitoTcs cien-
CTBHEM MaJibaOCOPOIIMM OCHOBHBIX IMUTATEbHBIX BEIIECTB, a TAKXKE K-
POPACTBOPUMBIX BUTAMMHOB M SCCEHITMATBHBIX ITOJTMHEHACHITIICHHBIX
SKUPHBIX KUCJOT MPU XPOHUYECKON MaHKPeaTUYeCKOi HeTOCTaATOUHOCTH;
HEJ0CTaTOYHOI dMYJIbralliy KMUPOB BCICACTBUE OVMIIMAPHOM HEMOCTATOY-
HOCTH, CHIDKEHHST aKTUBHOCTH TTAHKPEATUIECKUX U KUIIIEUHBIX (hepMeH-
TOB B CBSI3U C HENOCTATOUHBIM TMOCTYIJIEHUEM OMKapOOHATOB U3 MOIKe-
JIYIOYHOM XeJe3bl ¥ CHIDKeHHEM B HOpMe I1ieJIouHoro pH KuieyHoro co-
JIePXKMMOT0; HU3KOTO MOTPpedIeHUs MUY 13-3a TIJI0XOr0 CaMOYyBCTBUSI,
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MOBBIIIEHHOM! MOTPEOHOCTH B IHEPIUHU M3-3a JOITOJTHUTEILHON HArpy3Ku
Ha OpraHbl AbIXaHUSI U XPOHUYECKOU pecnmupaTOpHOil MH(MEKIINY.

Hueta 6onpHBIX MB o coctaBy goKHA OBITh MaKCMMAaJbHO MpPHU-
OIVDKEHHOM K (PM3MOJIOTUUECKOM C YBeJIMUEHUEM SHEePreTUIECKOM LIeH-
HoctH (KajmopwuitHocTi) Ha 150—200% 1o cpaBHEHHIO ¢ PeKOMEHIOBaH-
HBIMM JIJISI 3M0POBBIX JETeil TOro e Bo3pacTa; OoraToil Oeiakamu, 0e3
OTpaHWYEHUI B KOJWYECTBE XUPOB U TMpeaycMaTpUBaTh YIIOTpeOIeHNe
JOCTYITHBIX TTPOIYKTOB.

Oco0eHHOCTH MUTAHUS:

> V nereil mepBbIX MECSLEB XXU3HW ONTUMAIbHON MUILEH SIBJISIETCS
MaTepUHCKOE MOJIOKO C J100aBKOM MMKpocdepuyecKux MmaHKpeaThye-
CKMX 3aMeHuTeneit (pepMEeHTOB) B KaxKI0€ KOPMJICHHE.

> VneadbHbIM SIBJISIETCS HEMACTEPU30BAaHHOE TPYJAHOE MOJIOKO, TaK
KaK OHO COJCPXKUT IIMPOKUIA CIIEKTP 3alIMTHBIX (DAKTOPOB U OMOJIOTH-
YeCKHM aKTUBHBIX BEIIIECTB, a TAKKE TEPMOJIA0MIBHYIO JINTIA3y, TTOMOTaf0-
LLIYIO paCIICILISATh KUPBHI.

» HoBoposkIeHHbIE U AETH TIEPBLIX MECSILIEB XKMU3HU, KOTOPHIE HE MOTYT
CaMOCTOSITEJIbHO BbICAChIBATh HEOOXOAUMBII 00bEM MOJIOKA U3 TPy BBU-
Iy TSDKECTU COCTOSTHMS (001asi ¢1adoCTh, ONBIIIKA, CEPACUYHO-JIeroyHas
HEeIOCTAaTOYHOCTb) MTOJDKHBI MOJydaTh CLEXEHHOE HenacTepu30BaHHOE
MaTepPUHCKOE MOJIOKO U3 OYTHLIOYKM WM Yepe3 Ha30TacTpaabHbIi 30H/I.

» [Ipu HemocTaTOUHOI MprOaBKe B Bece CLIEXKEHHOE IPyIHOE MOJIOKO
MOXHO oboraniarh no6asieHueM Ha Kaxabie 100 M 5 r (1 MepHas J0xKKa)
cyxolt cMecu Ha ocHOBe ruaposu3ara oenka ¢ CLT (nmpunoxeHue, Tabm. 5).

» [Ipy OTCYTCTBMM TpPYIHOTO MOJIOKA, AETSIM Ha HCKYCCTBEHHOM
BCKapMJIMBaHUU PEKOMEH/IYIOTCSI MOJIOYHbBIE CMECH C TIOBBILLIEHHON KBO-
TOI OesIKa 1 KaJopuiHOCTHIO, ¢ BKItoueHueM CLT (mpuioxenue, 1ad. S).

» Jl;1s1 meteii ctapiie 1 roga: mUTaHUE TOJKHO OBITh «IUIOTHBIM» U CO-
JepXaTb XUBOTHBIE OeJKU (MsICO, pblOa, siiilla, MOJIOYHbIE MPOAYKTHI),
KayeCTBEHHbIE XXUPHI (PACTUTEILHOE, CIMBOYHOE MACJIO, CMETaHa, CJIIMB-
KU), CIOXHBbIE (KPYMbl, XJe0, OBOILIU) U MPOCThie (PPYKThI, CAANOCTH,
BapeHbe, Me/l) YIJIEBO/BI.

» PerynasgpHocts nutaHusi no dopmyne 3+3: 3aBTpak, 2-il 3aBTpak
(rrepexyc), obden, MOATHUK (TIEpeKyc), YKUH, BedepHUil 1epekyc. Jlo-
MOJTHUTEIbHBIE IPUEMBI (IEPEKYChI) 00s13aTeibHbI! OHU COCTOST U3 KUC-
JIOMOJIOYHBIX TIPOIYKTOB, TBOpoOra, (OpyKToB, Bhineuku. [1pu neduimre
Macchl TeJla Ha TMepeKychl MOKa3aHO MCIOJIb30BaHUE CIELMATbHBIX Bbl-
COKOKAJIOPUIHBIX MOJIOYHBIX CMeCEli IJIsI CUIIIUHTA (TUThs 4epe3 Tpy-
00uKy) (mpuyioxeHue, Tad. 5).
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» [Ipu OTCYTCTBUM ajUIEPTUX MOXHO €CTh BCE, HO CJIeAyeT IIOMHUTh
0 BO3MOXHOCTH LIMPpO3a MEeYeHU U caxapHoro auadeTa, B 0COOEHHOCTU
B IIOJPOCTKOBOM Bo3pacTe. HexenaTenabHbl I €KEeIHEBHOIO MCIOJb-
30BaHMsI KOITYEHOCTHU, XapeHble Ha Macje Omopa (JIydile BapuTbh, 3a-
rnexKarb B IyXOBKE, a3porpujie), MsICHbIe IeIMKaTeChl MPOMBIILIEHHOTO
IIPUTOTOBJICHUSI, KOJI0ACHbIE M3/IeJIUsI, OUeHb OCTPhle U KHUCIIbIe 0/10/a,
MaprapuH M BbllleuKa, TPUTOTOBJIEHHAs! C UCITOJb30BaHUMEM MaprapuHa
U KYJUHAPHBIX XXUPOB (TPaHC-KUPbI), MAallOHE3 TTPOMBILIJIECHHOTO MPU-
rotrosjieHus, dacT-gya (YUMChl, Cyxapuku, OyJbOHHbIE KYOUKHU, CyMbl
OBICTPOro MPUTOTOBJIEHMS), MOJy(haOpUKaThl MTPOMBIIIJIEHHOIO MPUTO-
TOBJICHUSI, OOraThle YCUJIMTEISIMU BKyCa, KpaCUTEISIMU U KOHCEpBaHTa-
mu. JIns1 n3deraHusl pe3KUX KoyeOaHUl yPOBHSI INIMKEMUM XKeIaTeIbHO
YIOTpeOJIsSITh TPOCThIE YIJIEBOAbI (caxap, KOH(EThI-EACHIIbI, CIaJ0CTH,
Hepa30aBJIeHHbIE COKM MPOMBIIILIEHHOIO M3TOTOBJIEHUS) TOJBKO IOCIE
rpreMa OCHOBHOM MUY (He HATOIaK).

» MaiioHe3 1oMalIHero MPUroTOBIECHUS (3KEJATOK + TMMOHHbIN COK +
0JIMBKOBOE (HepadMHUPOBAaHHOE PACTUTEILHOE) MAcCJIO + COJIb U caxap)
BCSIYECKU MPUBETCTBYETCS!!

» [Ipy HeycTOMYMBOM CTyJie, TMOBBLIIIEHHOM TIa3000pa30BaHUM,
B3OYTUHU U OOJSIX B KMBOTE HeXelaTeIbHBI (B OOJBIINX 00BbeMaX OIHO-
MOMEHTHO) TIPOAYKThI, YCUIMBAIOIIME ra3000pa3oBaHUe B KMIIEUHUKE
(HM3KOCOPTHOE MSICO — C OOJIBIIIMM KOJIUYECTBOM COSAMHUTEIbHOM TKa-
HU, Xpsillieil — OOBIYHO M3 HETO JeIal0T XOJO/ALbI U 3aJITUBHOE — HOXKH),
pP>XaHOM, 1IeJIbHO3EPHOBOU M OTpyOsIHOM XJieO, cBexkasl OeJoKodyaHHast
M KMcJas KaIlycTa, CBeKJia, CyXO(pyKThbl, KOXHUIIA U CEMEYKU OT (PpyK-
TOB, 0000BEIE, OpeXu, TPUOHL.

> Jlersim 1 roga xku3Hu 0;1101a IMIpUKOpMa roacanusaioT (1/8 4. J. B cyTku
JeTsaM 10 6 Mec 1 1/4 4. J1. B cyTKM — B Bo3pacte 6—12 mec). JleTsim crapiie
roja InpeajaraloT MoJcalvBaTh MUY MO BKYCY (COJOHKA JOJKHA CTOSITh
Ha cToJe). IIpu BhICOKOI TemIiepaType OKpYKarollIei Cpebl, JIETOM U IpU
aKTMBHBIX Harpy3Kax HeoOX0AMMO JOTOJHUTEIbHOE TTOoICAIMBAHE TULLIU.

» JXKenarelbHO €XEeIHEBHOE YIOTPEOIeHUE KUPHOM MOPCKOU PHIOBI
(cenbab, CKyMOpus, KamOaia, IajaTyc, MOPCKOM OKYHb, (DOpelib, JIOCOChH,
cemra) — uctouHuk [TH2XKK, ymMeHbIIaIommx mpoiecc BocnaacHus.

» Ilenecoobpa3Ho MCIIONb30BaHME: Hepa(pUHUPOBAHHOTO JILHSIHOTO,
TBIKBEHHOTO, KyHXXKyTHOI'O, PaliCOBOr0O Macjia, Macjia BUHOTPagHbBIX KO-
CTOYEK, IPELIKOT0 Opexa, 3apoblllei MIIEHUIBI B KAYeCTBe MCTOYHUKA
ITH2KK; pexomeHyeTcss 100aB/IsITh Macja B rOTOBbIE OJroAa, 0e3 TepMU-
YecKolt 00paboTKM.
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» MopenponyKTbl (KpeBeTKH, YCTPHIIbl, KalbMapbl, MUIUU) U CyO-
MPOJYKTHI (IeUeHb, cepale, MOYKU) — SIBISIIOTCSI MCTOUHMKAMU 1IMHKA,
KOTOpPBIN BaxkeH 1t noanepkanus pyHkiuu 12K u opmupoBaHus uM-
MYHUTETA.

> OO0si3aTesIbHBI MOJIOYHbIE MPOAYKTHI (MOJIOKO, Kedup, HOrypThl,
TBOPOT, CHIP), KAK OCHOBHOM MCTOYHUK KaJbLUSI U BHICOKOKAYECTBEH-
HOTro OeJKa.

> KucaioMoa0uHbIe MPOAYKTHI 11eJ1ecO00pa3Hbl U B MJIaHe TPOOUOTH -
4yecKoro aercTBus (Kedup, omoxkedup, OmodasaHc, MOrypThl KOPOTKOTO
CpOKa XpaHeHUsl, aKTUMeJIb, UMMYHeJIe U T.11.).

» [Tuia goakHa ObITh BKYCHOM, KPaCUBOM, peOEHOK JOIKEH IOJIy-
yaTh YIOBOJIbCTBUE OT enbl. [IpuBiekaiite pebeHKa K IPOLECCy COCTaB-
JIEHUSI TOMAIIIHETO MEHIO 1 TIPOoLIecCy MPUTOTOBICHUS TTUILIU.

Tunuunbie OIMOKY MATAHUS

» OTCyTCTBME peXMMa NMUTaHUs, «OyTepOpOIHOe TTUTaHKe». 3aMeHa
MOJIHOLIEHHOTO 3aBTpaka (00ena, y>KWHA) ClIagocTsIMu, OyTepOpoaaMu,
(acT-dynom, craakumMu ra3upoBaHHbIMU HanuTkKamu. OTCyTCTBUE Tie-
PEKyCoB.

» [IuTaHWe HU3KOKAJIOPUMHOW muileil (IMpUIroTOBJICHME Kalll Ha
BOJIe, Ha pa3baBlIeHHOM MOJIOKe, Oe3 Maciia, CYIoB 0e3 Msica, UCTIOIb30-
BaHME 00E3KMPEHHBIX MOJOYHBIX TPOAYKTOB). CTpemieHue (0COOEHHO
y IIOIPOCTKOB) MOAPaXaTb MOAHBIM UJEAIAM CyNIEPMOAECIICH.

» OrpaHnuyecHue pebeHKa B ee (POIUTENISIM KaXKeTCsI, YTO OH CIIUII-
KOM MHOTO ecT). X0pol110, Koraa ect MHoro! ['opa3no xyxe, Koraa He MO-
KEeT €CTh MHOTO.

> MonHble 1ueThl (pa3aeabHOe MMUTaHKUE, BEereTapuaHCTBO, UCKITI0Ye-
HHE MOJIOKA) U COOII0IeHE PeJIMTMO3HbIX NOCTOB. CorjacHo nmpaBuiaMm
MpaBOCIaBHON LIEPKBU, IeTU MiIale 7 JeT U OOIbHBIE TOCTHI COOTIOAATh
HE JOJIKHBI!

» HeangekBaTHasl efe n03MpoBKa (DEPMEHTOB (BpeleH KaK HelocTa-
TOK, TaK ¥ U30BITOK!).

> [Toxanyiicta, He caymaite pexiamy 1o TB! ITomHoLeHHBIN 3aB-
TpaK HE MOXET OBITh 3aMEHEH II0KoJankoir bapHu minu GyrepOpomom
¢ Hyrennoii!

Takum o6pa3om, y naimenTos ¢ MB:

» KanopuitHocth nuinu coctanisieT 150—200% ot HopMaJlbHOI TT0-
TPEOHOCTH IO BO3PACTY U BECY.

> JKup cocrabisieT 40—50% oT 00l1eil SHePrKY — HUKOIIA He OrPaHM-
yuBaerca!l B Tom ynciie mpu nuadete, acconuupoBaHHoM ¢ MB.
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» PacduHupoBaHHbIE caxapa (CJIagoCTH, COKM) He orpaHnuuBaiorcs (1),
OITHAKO He PEKOMEHIYETCS MX MPHEM OTIEIHbHO OT OCHOBHBIX IIPUEMOB
TIUIIIN.

» besoxk maercs B pacuete 200% OT BO3pacTHBIX HOPMATHBOB.

» Cojib He OrpaHMYMBAETCS: y JAeTeill TPyAHOro Bo3pacTa — Oitoaa
TpYKOpMa TIOACATMBAIOT (B OTAWYME OT PeKOMEHIALIMI I 3M0POBBIX
neTeit), y 6osee CTapIIuX IeTell — COJIOHKA CTOMT Ha CToJIe, peOeHOK caM
MoJcaarBacT IMUIILY 10 CBOEMY BKYCY.

» [1Ipu nnabete, cBsi3aHHOM ¢ M B: KaJopuiiHOCTh paiioOHA U COAepPIKA-
HMe JKHPOB OCTaeTcsd NoBbIeHHbIM! KoppeKIiins ypoBHS caxapa B KPOBU
HE 3a CUeT IMEThI, a 32 CYET UHCYIMHA.

®epMeHTHBIE TIPeNapaThl 0OJBHON TPUHUMAET B HadaJle bl I He-
MTOCPEICTBEHHO TIepelT MpreMoM TrIny. Karrcyisl ¢ MUHUMHKpocdepa-
MM MOKHO BCKPBIBaTbh, HO CAaMM MMKpPOC(MEepsl HEIb3s TOJI0Ub, TaK Kak
pa3pyIaeTcs X KUCIOTOYCTOMUMBasT 0000uka. MuKpocdepbl Heb3st
pa3MeluBaTh BO BceM 00beMe (OYThLIOUKE) C MOJIOUHOM CMEChIO WM Ta-
peJIKE C €OO0M.

[Tox6bop m03bI (PepMEHTOB MPOBOAUTCS WHINBUIYATHLHO IS KasKI0-
ro namueHTa. PaccuuThiBaTh HEOOXOAMMYIO J03y (DEPMEHTOB CliedyeT
o kosmaectBy JIMITA3bI Ha kr Mmaccel Tena B aeHb. CocTtaB (pepMEHTOB
MpUBEACH B Ta0JI. 8.

HauanbHble 10361 B CPETHEM COCTaBJISIOT:

— 4—5 THICSY eAMHMII TUTIa3bI Ha KT MacCHI Tejla B ICHb;

— wiu 0,5—1 ThIcSIY eMMHULL JIMMa3bl Ha KT MacChl Tejla B OAWH IIPUeM

TN
— 1w 4 teicstun equHMI iunassl Ha 100—150 M1 Mmostoka 1u1st peoeH-
Ka rpyIHOro BO3pacTa.

[pw mo3ax BEIIE 6 THICAY eAWHMIL JIMTIA3BI/KT MAcChl TeJIa Ha ONWH
TIpYeM TUIIN WK 60Jiee 18 ThICSY eIMHMII JIMITa3bl/KT MacChl Tejla BO3-
MOXHO Pa3BUTHE TSKEJIOTO OCIOXHEHUS — (PUOPO3HOI KOJIOHOIATUM
1 HETIPOXOAMMOCTH KHIIIeYHMKa. B 11060M Bo3pacte, Kak IpaBUiIo, He
TpeOyeTcst Ha3HaueHue hepMeHTOB B 03¢ 0osee 300—350 ThicsY e TMHUNILL
JIATIa3bl/KT MAacChI TeJia B CYTKU.

» [1pu mo3ax BeIIIe 6 ThicY Enm/KT Ha mpreM muiny win 6ojee 18 Thi-
cau En /Kr/neHb BO3MOXKHO pPa3BUTHS TSKEJIOTO OCIOXHEHUs — u-
OpO3HOIT KOJTOHOTIATUY 1 HETTPOXOANMOCTH KUIIICUHNKA.

» Bo3MOXXHO J03upoBaHue (DePMEHTOB Ha KOJIMYECTBO XXUpPA B THILIE
(I-2 tricsty Eq Ha 1 rpamM xxupa niuiiu). B aToM cityyae Heobxoaum coop
(bakTHUECKOTO TTUTAHUS TIO OIIpeAeSIeHHON METOMUKE U pacyeT KOoJImde-
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CTBa XMpa B pallMoHe, ONTUMAJIBHO C ITOMOIIBI0O KOMITHIOTEPHOM TIpO-
rpamMMbl. B KpyITHBIX €BpOIeCKUX 1IeHTpax MoJ00HbII pacyeT (hepMeH-
TOB CUMTaeTCs 00Jjiee TOUHBIM U JaeT 00JbIINii 3(MEKT IJIsT KOPPEKIUU
neduInTa Macchl Tena.

> CrnieunajbHble CMECH TakXke TpeOylT AOMOJHUTEIbHOTO TMpu-
ema epmeHTOB. B a3TOM momoraer pacuet: 1—2 toicsuu En numnassl Ha
1 rpamMMm Xupa B cMecH (Ha yIaKoBKe CMeCH, KaK TpaBUJIo, YKa3aHO CO-
JIepKaHue XXupa).

» HeoOxonumo nmpuHUMAaTh (pepMEHTBI BMECTE C IMUIIEH, He 1epKaTh
(bepMeHTBI BO PTY U HE pa3keBbIBaTh UX, MOAOWUPATh TO3UPOBKY (hepMeH -
TOB B 3aBUCUMOCTH OT 00beMa 1 XapakTepa MUIIIH.

» KOHTpOJIb TOCTATOYHOCTH 103 3aMECTUTEIHHON (hepMEHTHOM Te-
panuu: HOpMajibHbIE BECO-POCTOBBIC TOKa3aTesIM, HOPMaJIbHBINA CTYJ
(1-2 pa3a B neHb, opopMIIeHHBI, 0€3 NpUMeceii), OTCyTCTBUE Ooseit
B JXMBOTE, B3AYTHSI, TTOBBIIIICHHOTO ra3000pa30BaHMsI; OTCYTCTBHE HEMT-
PaLHOrO XKHMPa B KOIIPOrpaMme.

Jlonoanumeavnoe numanue

[TokazaHus K JOMOJHUTEIbHOMY MUTAHUIO CIIeLIMaTU3UPOBAHHBIMU
BBICOKOKAJIOPUMHBIMHU (1—2 KKaji/MJT) CMeCSIMU: JII000€e CHUXKEHUE HOP-
MaJIbHBIX (BO3PACTHBIX) IIPUOABOK MacChl Tela,/pocTa; Macca Tera HIDKe
25 nepueHTuas1. CMecU MPUMEHSIIOTCS B BUIE JOMOJHUTEIbHOTO MUTa-
HUS — B BMIE CUIIMMHIa — MEXIY OCHOBHBIMU MpUeMaMu muiu (2-i
3aBTpPaK, TMOJIHNUK, Ha HOYB) JOIOJTHHUTEILHO K PallOHY, B 3aBUCIMOCTH
oT Bo3pacTta, oT 200 1o 1000 KkKayi B CyTKM JJig 0OecrieYyeHUs] IHEPIreTH -
YECKOI LIEHHOCTH CyTOYHOTOo paunona 10 150—200% or ¢usmoisornye-
ckoii. B moBceaHeBHOI mpaKTUKe AJisl HA3HAUYE€HUSI BBICOKOKATOPUIHBIX
cMeceil MOXKHO TMOJIb30BaThCs CIACAYIOIINMMU OpueHTUpaMu: 1—2 roga —
200 kkan, 3—5 get — 400 xkan, 6—11 ner — 600 kkai, ctapie 12 jet —
800 KKaJ1 B CYyTKHU 32 CUET BHICOKOKAJIOPUIHBIX CMECEHA.

IIpu aToM ucnonn3ytorcst cmecu: Hyrpusn Cranmapt, Ocreo, Um-
myH, [lyaemo, Jduabet-Unpanpum; Knunyrpen FOnuop, IlentameH
IOnuop, M3ocype Crangapt, Pecypc Ontumym, Pecype 2 ®aiidep, Um-
nakt Opan, Ilentamen (Hectne) IMeaguamyp 1—1,5, DHiyp 2 (B06060TT)
u ap. (mpunoxeHue, Tad. 5).

> [lokazaHus K TPUMEHEHHUIO arpecCHBHBIX METOIOB HYTPUTHMBHOM
MoAAePXKM (30HI0BOE MUTaHUE Yepe3 HaszoracTpaibhblii 30H1 (NG-tube
feeding), anTepanbHOE NMUTAHHE Yepe3 MepPKyTaHHYIO ractpoctomy (G-tube
feeding), mapentepaibHoe nmuranue (PN): orcyrcTBue NpubaBKU B Bece
WIA CHIDKeHWE Beca B TeueHUe 6 MecslleB; (paKTUIecKas macca Teja
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HWXe 3 nepleHTWIs (M HuKe 25 nepueHTrsIsa Ha (poHe JOTIOTHUTEb-
HOTO MUTaHUsI CIIEHMATbHBIMU CMECSIMU).

30HIOBOE DHTEpaJbHOE MUTAHMUE, KaK MpaBUIO, MPUMEHSIOT B
BU/I¢ HOUHO# runepajumMeHTamuu. PaccuutaHHbIft 00beM MUTATEIbHOMU
CMecHu BBOASAT MEIJEHHO KareabHO (ONTUMAaJbHO ¢ MOMOIIbIO JIMHE-
amarta) B TeueHHe 5—6 HOUYHBIX 4acOB BO BpeMsl CHa nauueHTa. Hauu-
HatoT ¢ 1/3 paccuMTaHHOU CYyTOUHON MOTPEOHOCTU B KAJIOPUSIX U YBeE-
JMYuBaloT 10 1/2 moTpedHOCTU Mo Mepe MpubaBku B Bece. HecMoTps
Ha TO, YTO MeTOoH Ipu3HaH HauboJiee 3PPEeKTUBHBIM B OTHOIICHUU
KOPPEKILMU HYTPUTUBHOTO cTaTyca y 60JibHbIX ¢ MB, Hajo OTMETUTD,
YTO 10 HACTOSIIEr0 BPEMEHU HE CYIIECTBYET OOIIENPUHSATOrO KOH-
ceHcyca Mo ONTUMaJILHOMY CIIOCOOY BBEIEHHUS, BBIOOPY cMecu, Me-
TOJAMKAM JO3MPOBAHUSI TTAaHKPEaTUYECKUX 3aMEHUTEeNIel 111 HOUHOM
runepajuMeHTal MU,

» [TokazaHusi K Ha3HAYEHUIO TOJHOTO TapeHTepabHOTO MUTaHUS
(TpebyeTcs HaM4Yre HEHTPAIbHOTO BEHO3HOIO KaTeTeEpa: COCTOSTHUS T10-
CJIe OIepaluy Ha KAIIEYHUKE, CHHAPOM KOPOTKOM KUILIKH (T10CIe MEKO-
HUAJILHOTO MJieyca), OCTPbIil MaHKPEaTHUT.

» YacTruHOE NMapeHTePAIbHOE MUTAHUE C UCITOJIb30BAHUEM XXUPOBBIX
SMYJIbCUM, TII0K030-aMUHOKMCIOTHBIX CMECEN MM TPEIapaToB «TpU B
OIHOM» TaKXKe MOXET MCIOJIb30BaThCs JIs1 JOMOJIHUTEIbHOTO MUTAHUS
naureHToB ¢ MB co 3HaUUTEIbHBIMU HAPYILIEHUSIMUA HYTPUTUBHOTO CTa-
Tyca. OHaKO cjenyeT MOMHUTh O 3HAUUTEIbHOM KOJIMYECTBE CEephe3-
HbIX META00IMYECKUX U MHGMEKIIMOHHbBIX OCTOXHEHUM U CYIIECTBEHHOM
YIOPOXXKAHWUU JIEUeHUS TPU MTPOBEJEHUN MapeHTEePATbHOrO MUTAHUS, TIO
CpPaBHEHMUIO C SHTEPaJbHBIM.

Buramunorepanus

BceMm manmeHTaM B TeUEHHME BCETO rojia 11eJIecoo0pa3Ho MprUMeHeHUe
MOJMBUTAMUHOB B MPO(MIAKTUUECKUX 103aX.

Cuuraercs 1e1eco00pa3HbIM MCIOJIb30BAHME BUTAMUHHBIX KOM-
TJ1eKCOB. JI03bI BATAMWHOB TAfOTCS B IIPHMJIOXKECHUU.

Bce nmaiyeHThl ¢ XpOHUYECKO# MaHKpeaTUueCKOo HeIOCTaTOUHOCThIO
JOJIKHBI TTIOCTOSTHHO IOTOJTHUTEIBHO MOJIYYaTh XUPOPACTBOPUMBIC BH-
TaMUHbI B cooTBeTCTBUM ¢ EBpomneiickum KoHceHcycoM (Sinsaapel M.
et al., 2002) (npwioxeHue, Tabi. 6).

CornacHo pekoMmeHmanusiM EBpomneiickoro pecrnupaTopHOro ooiie-
CTBa BCEM MallMEHTaM C XPOHUUYECKUMU 3a00JIeBaHUSIMU JIETKUX TpeOy-
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eTCs IOMOJHUTEIbHOE BBEACHUE TIpernapaToB cejleHa, IMHKa, (DIaBoOHO-
naoB (Tpenaparsl U3 HaTypaJabHBIX (DPYKTOB, OBOILLEH U SITOA), a TaKXKe
oMera-3-XKHUPHBIX KHUCIIOT.

KoHTpoab HapymeHuii MUHepaau3auuu KOCTH

IMauuenTsl ¢ MB MMeIOT puCK CHMKEHUSI MUHEpaau3alu KOCTEH.
KoHTponmpoBaTh 3TO COCTOSTHHE ITO3BOJISIET MCCIIEIOBAHUE YPOBHS
25-runpokcuxonekanbludeposa B KpoBu. Ero ypoBeHb J0KEH JOCTU -
ratb 20 Hr/miu (50 HMOb/JT). Y MOAPOCTKOB U B3POCIBIX CIEIYET exkKe-
TOJIHO TPOBOJIUTH UCCJEOBAHUE TUIOTHOCTU KOCTU (I€HCUTOMETPUS).
B oTmenbHBIX MCCIeI0BaHUSIX TEHCUTOMETPUIO PEKOMEHIYIOT MPOBO-
JIUTH C 8 JIEeT.

J1s1 KOHTpOJISI MUHEpain3aluy KOCTU PeKOMEHIYeTCs:

— THIaTeJbHOE JiedeHre 000CTPEHNIA;

— Ha3HaueHMe BUTaMUHA D Mo KOHTpoJIeM ero YpOBHS B KPOBU;

— CTpeMJIeHUE K ONTUMAaJIbHBIM TTOKa3aTe/IsIM MUTaHUS;

— YIOBJIETBOPEHME IMOTPeOHOCTU MalMeHTa B Kajabluu (10 1 roma

200—270 mr; 1-3 r 500 mr; 4—8 1 800 mr; 9—18 1 1300 mMr; 19—
50 1 1200 mr) u ButamuHe K (0,5—2 Mr/meHb y JOIIKOJIbHUKOB
1 1—10 Mr/neHb y IKOJIbHUKOB U B3POCTIbIX).

BrodocdoHaThl cTaHIAPTHO UCHOIL3YIOTCST Y B3POCIBIX IJISI KOPPEK-
1IMM ocTeornopo3a. Bo3aMOXXHO MX MpUMEHEHUE Y MOAPOCTKOB U JeTeit
TIpH TOKa3aHHOM OCTEOITOPO3e.

JIpyrue MaKpodJieMeHTbl 1 MUKPOJJI€eMEHTBI

C yueToM meduIMTa IIMHKA B HAIllEM PETHOHE HEOOXOANUM €T0 TIPHeM
B 103e 5—10 MT ¢ 5—7 5eT, 0cOOeHHO BeCHOI 1 oceHblo. LIMHK oTBeyaeT
3a noaaepxkanue ¢pyHkimu IT2K.

B Poccuu nenecoodpazen mpueM ceneHa B 1o3e oT 50 (metu go 1 roma)
10 200—300 MKT (MTOAPOCTKU U B3POCIbIE).

B psine cirydaeB TpeOyloTCs mperapaThl iloga, MarHusl.

Hnsa yrouHeHus oOecrieyeHusi OpraHM3Ma MUKPO3JIEeMEHTaMUu Ke-
JlatesieH (0COOEHHO TIpM TSDKEJIOM TeYeHUM 3aboJieBaHuUs!) aHaaU3 Ha
colepKaHue MHUKpO3JeMeHTOB B Bojiocax. B Cankr-IletepOypre aTor
aHanu3 nposBoauTcs B 1abopatopuun MUC Poccuu (ten.: 607-5927, 318-
5927), B Mockse B LleHTpe Ouotuueckoil MeauuuHbl (ten.: 917-7121,
916-0138). B uiesioM psize ciydyaeB TUKBUAALIMS TrcOaaHca MUKPODJie-
MEHTOB MOXKET 00JIETYUTDb TeUeHre OOJIe3HMU.
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,Z[mmocmxa M JIeYeHre U3MEeHeHMil eYeHu NP1 MYKOBHCIIMI03€

DyHKIMOHABHBIC U CTPYKTYPHBIE U3MEHEHHUS MIeYeHU 3aKOHOMEPHO
pa3BUBAIOTCS Y TTOAABIISIONIETO YK CIIa TTalneHToB ¢ MB.

Kaunuueckumu nposéaenusmu MOTyT ObITh:

» dokaabHbI OMTHapHbIil Huppo3 — 20—30%.

> MynbeTuno0yasapHbIi mppo3 — 10%.

» [TopranbHas runepreHsus — 2—5%.

» HeonaranbHbiii xonecras — <10%.

» CKJIEpO3UPYIOLIMNI XOJIAaHTUT — HEPEJIKO aCUMITOMATUYHBIM.

» Crearos meuenun — 25—60%.

» Xonemutuas — 15%.

» HenopasBuTue ke T9HOTO Ty3bIpst — 30%.

Mapkepot nopaxcenus newenu npu MB:

» ['ermatoMeranus (0ojee 2 CM MO CPpeAHEKTIOUNYHON JIUHUN).

> CriieHoMeranus.

» [ToBbimenue AAT, AcAt, I'TT, yBenuueHue (M3MeHEeHME) TJIOTHO-
ctu o Y3MU.

Bozmoocnvie npununvt nopaxcenus newernu y nayuenmog ¢ MB (iomrumo
M3MEHEeHUI TTPY TeYEHNHU CaMOoTo 3a00IeBaHMs):

» BupycHBbIE TeTaTHUTHI.

> Jlecdouut anbga- 1 -aHTUTPUTICUHA.

> AyTOMMMYHHBIC TEITaTUTEI.

» [lennakus.

» bonesnn BunbcoHa.

» ['emoxpomartos.

Ob6s3ameavHble uccaedosanus npu MB:

> AnAt, AcAr, I'TT, menounas ¢ocdaraza, MapKepbl TeNaTUTOB,
VY3MU, sanacrorpacdust (hbudbpockaH). buoricus neueHu MpoBOAUTCS Kpaii-
HE PeaKo.

IIpenapatsl, npuMeHsieMble MPH U3MEHEHUSX NeYeHH

Ypcodesokcuxonesan kucaoma

B HacTosiee BpeMst HeT 3(POeKTUBHOTO JIeYEHUsT, KOTOPOE MOTJIO Obl
IIPeI0TBPaTUTh IIPOrPeCCUPOBaHUE TTIOpaKeHUS eueHn y 00JbHbIX M B.
[TpusHaHa Uik 11EeCO000pa3HOCTh MPU MPU3HAKAX MOPaKEeHUS Teve-
HU 110 Y3U unu GMoXuMUUeCcKUX TToKa3aTelsiX XoyecTta3a (MOBbIIIeHUe
LIeJIOYHO# pocdaTa3bl M TaMMa-IIIOTaMUHTpaHCcdepasbl) JIUTEIbHO-
ro MpUMEHEHUs YPCOAE30KCUX0JIeBOM KUCIOTH (MpenapaThl ypcocaH,
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ypcodanbkK). [IpakTudecku 3Tu npenapaThl BKIIOYAIOTCS B 0a3MCHYIO Te-
panuio OONBIIMHCTBA MauueHToB ¢ MB.

IIpenapaTbl npuMeHsiIoTcs MpoduiakTuyecku. Mx nedyeOHbI (-
(bexT TIpu HATMYMK IIMPPO3a 10 eT0 0OPATHOMY Pa3BUTHIO HE TOKa3aH.

CraptoBas no3a 20 mr/kr. Yepe3 3—6 MecsilieB TIpu XOPOILei TTepeHo-
CUMOCTH Y HEIOCTATOUHOM 3 PEeKTe 103y MOXKHO YBEJIMUUTh 10 30 MI/KT.

He pexoMeHmyeTcst Tpy HATWIUY pEHTTeHOKOHTPACTHBIX (C BEICOKUM
cojiep>KaHMeM KaJlbIMsl) XeJIUYHBIX KaMHe#, Mpu He(yHKLIMOHUPYIOLIEM
JKETYHOM TTY3BIPE, P OCTPBIX BOCTIATUTEIBHBIX 3200JIeBAHUSX XKETIHO-
ro My3bIpsl, TP LMPPO3e MEYSHU B CTAAUU JEKOMIEHCAIMU, TIPU MaH-
KpeaTuTe, BO BpeMsl 0epeMEeHHOCTH U KOPMJIEHUH TPYIbIO.

Adememuonun (zenmpaa)

[Tpu Bcex 3a00JieBaHUSIX TIEYEHU, COMIPOBOXKIAIOIINXCSI BHYTpUIIEUE-
HOYHBIM XOJIECTa30M, UMEET MeCTO AeUIIUT aAieMETUOHNHA. ATEMETHO-
HUH BHITIOJTHSIET BaXKHBIe (PYHKIIMY B OPTaHU3Me YeJIoBeKa:

— SBJSIETCSl JOHATOPOM METWMJIbHBIX TIPYIN (aHTUXOJeCTaTUYEeCKUI
a3 eKT 11 IeYeH! U aHTUAEIIPECCUBHBIN 3((EKT B OTHOLLIEHUU
HHC);

— SBJISIETCS TPEOIIECTBEHHUMKOM TaypuHa (aHTUXOJIeCTaTUYeCKUit
5 eKT 1151 IeYeHn 1 MpoduIaKTUKa X0JIeIuThAa3a);

— SIBJISIETCSI MIPEAIIECTBEHHUKOM TJII0TaTUOHA (YHUBEpPCAIbHBIN aH-
TUTOKCUYECKUI 3(pPeKT U aHTUOKCUIAHTHBIN 3 HeKT);

— SIBJISIETCS TIPEAIIECTBEHHUKOM TTOJIMAaMUHOB (pereHepalus mede-
HU, NpoduiiakTuka GruoOpoO3npPOBaHUSI).

7151 TallueHTOB ¢ MYKOBUCLIMIO30M BCE 3TU MEXaHU3MBI IeHCTBUS
aJleMeTUOHMHA KpailHe BaXKHbI JJIS1 MpeayrpexaeHus: (opMUPOBAHUS
LIMppo3a TMEeYeHU, KOTOPBIA SIBASIETCS 3aKOHOMEPHBIM IPOSIBICHUEM
3aboneBanus. KpomMe TOro, aHTMOKCUIAHTHBIN 3((@EKT IT03BOISIET
YMEHbIIIaTh YaCTOTY M BBIPa’K€HHOCTb O0OCTPEHUI OGPOHXOJIETOYHOTO
mpoiiecca.

B kiuHuyeckoil TpakTUKe aaeMeTMOHWH TIpeACTaBieH Mpernapa-
TOM rentpai. ['entpan uMeeT WHbIE MEXaHU3MBbI ACHCTBUS B CPABHEHUU
¢ YPCO. OTtu nnpenapatsl He SIBISIOTCS B3aUMO3aMEHSIEMbIMU.

[Ipenapat Ha3zHavyaeTcs B go3e 20 MI Ha KT Macchl Tejaa B cyTku. Ha
¢oHe BHYTpMBEHHOTro BBeJAeHUS rentpaia 3a 10—14 gHeil BBISBAsIETCS
CHIDKEHUE TToKa3aTellel, XapaKTepHr3yoIInX XojecTa3 (1memouHas doc-
(hataza, OMIUPYOUH) U LIUTONU3 (AJIAT).

He pexomeHmyeTcs BBeneHME TenTpajia BeuepoM (HapylleHUe CHA)
U pe3Kasl OTMeHa npernaparta (MosiBJeHre MPU3HAKOB XoJecTasa).
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[Mpun n3HAYaTbHOM CHMKEHUM TTPOTPOMOMHOBOTO MHIEKCA OH YETKO
roBeIaeTcs (¢ 46+1,2 mo 7442,2). JIByx mereil B IETCKOI TOPOICKOM
6oabHuLe CBATON ONBIM MPUMEHEHME TenTpasa Mo3BOJUIO BHIBECTU U3
TTEYCHOTHO KOMBI.

Kpome Toro, Ha ¢hoHe BHYTPUBEHHOTO BBEJCHMUSI rerrpajia ObicTpee
rcye3aeT MHTOKCUKAIIUs, ObICTpee TMTPOMCXOIUT MCUe3HOBEHME TIpH3HA-
KOB 000CTPEHMST BTOPUYHOTO XPOHUIECKOTO OPOHXHUTA.

[TpenapaT He BKJIFOUEH B CTAaHAAPTHI JIeUeHUsI TaliueHToB ¢ MB.

Ilpu pacwupenuu 6en nuuiesoda NprYMEHSIOT HeCeIeKTUBHBIE OeTa-010-
KaTOpbl WU JIUTUPOBaHKE BeH (eCIu 0JJ0KaTOPbl MPOTUBOMOKA3aHBI).

[MpodunakTuuecKuMu MepOTNpUITUSIMU CIeIyeT CUUTATh TPUBUBKU
TIPOTUB TermaTuTOB A 1 B, a Takke MCKITIOUEHNE TIPUMEHEHMS CaIHIIN-
JIATOB M HECTEPOUIHBIX MPOTUBOBOCIAIIMTEIBHBIX CPEACTB MPU HATUIYUU
MOPTaJbHON TMNEPTEH3UN.

JlonosHeHns K 0a3UCHOIi Tepanuu

VY Gosbiieit yactu namreHToB (0T 60 10 90% B 3aBUCMMOCTH OT TSKE-
ctu teueHuss MB) BoisiBiisitorcst cepbe3Hbie uameHeHus: KKT (aposun,
SI3BbI, pedoKkc-330(arut, rpbikKy MUILEBOJHOTO OTBEPCTUS auadpar-
MbI). B aTuX cydasix B JIedeHUU MUCIIOIB3YIOTCS aHTALMIbBI, TIPOKWHETH -
KW, MHTUOUTOPHI MPOTOHHO MOMIIbI M APYTUe Mpernaparhl.

Y psiga maluMeHTOB CO CPEIHETSIKENIBIM WM TSIXKeJbIM TeueHueM 3a00-
JIeBaHUS TIPU HAIMYWK Y HUX TUTIEPPEaKTUBHOCTA OPOHXOB U PELIMINBOB
OPOHXO00OCTPYKTUBHOI'O CUHAPOMA B 0a3MCHYIO (€XKEeIHEBHYIO WJIM IIOYTHU
€XeTHEBHYIO) Tepamnuio BXOAIT UHTATSIMOHHBIC UM CUCTEMHBIE KOPTH-
KocTepouibl (OyaecoHu I, (IIOTUKA30H, MPEIHU30I0H ), OPOHXOJIUTUKMU.

VY nmauueHToOB B TepMUHaIbHON (pa3e 0ose3HU Oa3MCHOI Teparuei
CTAaHOBUTCS HENpepbIBHOE Ha3HaUYeHWE AaHTMOMOTHUKOB (MHTAJISIINU,
BHYTPb, BHYTPUBEHHO) U JUIUTEIbHAsI KUcaopoaoTepanus. Jlo3bl ykasza-
HbI B Ta0J1. 11 (mpuioxeHue).

CaxapHblii 1uadeT Npu MyKOBHCIHI03€
(CFRD — cystic fibrosis-related diabetes)

» YacroTa ero pa3jmyHa 1 yBeJuunBaetcs ¢ Bo3pactoMm (14% k 20 ro-
naMm, 50% k 30 romam, 1o 70% x 40 ronam).

» B neuenuu BCEI'JIA npyuMeHsieTcsl UHCYJIMH.

> [Ipu3Haku pa3BUBAIOIIErOCcs MuabeTa: HECMOTPS Ha TTPOBOIUMYIO
Teparnuio, HeOObSICHUMOE TOXyJaH1e, CHUXKEeHUE (PYHKIIUM JIETKUX.
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» V nanueHTtoB ¢ MB B03MOXHBI HapylIEHUSI MUKPOLMPKYJISLINN
(peTuHONAaTHsI, HeMpomnaTusi, racTpOIaTusl), HO, B OTJIMUME OT OOBIYHOTO
nuadeTa, He BCTpPEYaloTCsl MaKpOBACKYJISIpHbIE HapylueHusl (MHMapKT,
WHCYJIBT).

> KiimHu4yeckasi KapTUHa: MOJUYpusl, MOJUAUTICUS, TUIOXUE MPpUdaB-
KU Beca, HECMOTPSI Ha HYTPUTUBHYIO TOAJEPKKY, HEOOBSICHUMOE YXY/I-
ieHue GyHkiuu jgerkux. Bee mauuentsl ¢ MB crapuie 10 jieT 10KHbBI
eXeroJHo o0ce0BaThCs HAa HaIMYKe AuabeTa.

ITpu pa3BUTHM OCTEOTIEHUH (PUCK €€ BO3PacTaeT C YBETUICHUEM TsI-
xkectu MB, npu caxapHom nuabere) TpeOyeTcsl KOppeKILvs palroHa 3a
CYET YBEJIMYEHUsS JOJM MOJIOUYHBIX MPOMYKTOB M TperapaThl KaJbLIUs,
maraus, ButamnHoB D n K.

4.3. JleueHne B YCJIOBHSX CTAIMOHAPA

OcHoBaHud I TToMelleHusT 0oJbHOro MB B crieimanu3upoBaHHbINA
CTa]_II/IOHap (ueHTp):

BIEPBbIE BBISIBJIEHHOE 3a00/IeBaHIE;

— obocTpeHre OpOHXOJIETOYHOTO Tpoliecca, He KOHTPOJIUMpYeMbie
aMOyJIaTOPHO;

— BBISIBJIEHUE OCJIOXHEHUI, TPEOYIOIIMX TOCITUTATU3ALUY.

— TIpY XPOHUYECKON CMHErHOMHON MH(EKIIUU B CTallMOHApe Mpo-
BOJISITCSl TIAHOBbIE KypChl BHYTPUBEHHON aHTHOAaKTepUabHOM
Teparuu, eclii €e CUcTeMa He HajlakeHa Ha oMY

— BO3MOXHO HaXOXJ/IeHUE MallMeHTa B CTallMOHAPE TOJbKO HOUbIO JJIsI
OpraHM3aliuy BBEIEHUST BBICOKOKAJIOPUIHBIX CMeceii uepes Ha3ora-
CTPaJIbHbBIIU 30H/1 ITPY BbIPAKEHHBIX PACCTPOMCTBAX MUTAHUS.

Henocrarkamu rocnuTaiu3aluu SIBASIIOTCSI BO3MOXHOCTb Iepe-
KPECTHOro MH(ULMPOBAHUSI OOJbHBIX, TICUXOTEHHAast TpaBMa, ITPOIyCKU
IIKOJIbI, OTCYTCTBUE KomdopTa momaliHux yciaoBuii. IIpeumyiecTna:
BO3MOXHOCTb MHTEHCUBHOTO JIeUeHUsI, ObICTPOTO MPOBEJAEHUS psijia UC-
CJIeIOBaHUI, a JUId MAllMEHTOB C BIEPBbIE BbISIBJICHHBIM 3a00JI€BaHU-
€M — BO3MOXHOCTb OOLIEHUs C APYTMMU NallMeHTaMu, UX POJUTEIIMU
(TIcuxoJiornyeckas MmojaAep>kKa) 1 mepBUMYHOEe 00ydeHe BceM HeOOX0 1M~
MbIM HaBbIKaM.

Jnst npeayripexaeHus epeKpecTHOro MHGUIMPOBaHWSI HEOOXOIUMO
CTpOroe pasiejeHue MOTOKOB OOJbHBIX ¢ HAIMUUEM U OTCYTCTBUEM CH-
HEerHoMHOW MHGbEKIIMY, BblIeJeHUe UHINBUAYATbHbBIX MayatT st 00Jb-
HeiXx MB, miaHupoBaHue TMOCTYIUJIEHUSI TAlIMEHTOB W BblACPXXUBaHUE
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MMHUMAJIBHBIX CPOKOB TocruTanu3aunu. OQ0si3aTenbHa CIieldalibHas
0o0paboTKa pyK IepcoHaa IOCJIe OCMOTpa WIM padOThl C OOJIbHBIMU
(aMUaUH), UMEIOLIIMMM XPOHUYECKYIO CUHEeTHOHYI0 MH(peKuIo. [Tocie
BBIIMCKM OOJIBHBIX — TIIATeIbHasT 00paboTka 6okca muau mnanathel (1%
TETPAMUH).

PasmenieHure mamyeHTOB B IMajiaTax JOJLKHO ITPOBOAUTHCS C YYETOM
MEXIYHAPOJHOM KIacCU(MUKALIMA CUHETHOMHOM MHMEKINU y MalreH-
TOB ¢ MB:

> Xponmnueckas nHpekims — 6onee 50% obOpa3loB MOKPOTHI (eXke-
MEeCSIYHbIE TTOCEBbI) — MO3UTUBHBI.

» Unrepmurtupyioias nHbek1ms — MeHee 50% o0pa31ioB MO3UTUBHEI.

» Free of infection — 12 mMecsi1ieB OTpUIIaTEIbHBIX IIOCEBOB IIOCJIE MO~
JIOXKUTEBbHOU KYJIBTYPHI.

> O1cyTcTBHE MH(MEKIIMY — He ObLII0 HUKOTIA TTOJIOXKHUTETbHBIX BEICEBOB.

Cienyet yu4uThIBaTh U Ipyrux Bo3oynuteseit, ocobeHHo MRSA.

INcuxoreHHast TpaBMa MOXeT ObITh YMEHbIIIEHA MPU pa3pellieHUN T10-
cellleHUs OOJIbHBIX POACTBEHHUKAMHU U IPY3bIMU, pa3pelIcHUN UX TIPU-
CYTCTBUS Ha OOJE3HEHHBIX M HENPUSATHBIX IPOIEAypax, THIATeIbHOMN
AHECTE3UU TIPU BBIMOJHEHUN 0O0JIE3HEHHBIX MPOLIEAYP, a TAaKXKe UX MU-
HUMU3ALNN.

Ha3navyenne aHTHOAKTEPUAJILHOM Tepanun

C poxnenust 6oabHble MB 1ipeapacnonoXeHbl K pa3BUTHUIO OaKTepU-
aTbHOI MH(EKIINY AbIXaTeIbHBIX MyTeil. B e 0CHOBe JIEKUT CBOMCTBEH-
HbI 3TUM OOJBLHBIM TYCTOI CEKpET M 3aTpyJHEHHasl ero 3BaKyallus u3
OpoHXHaJIbHOTO jJepeBa. BupycHass nHGeKIIMs NOBBIIIAET PUCK 1 OObIY-
HO YCKOpSIEeT pa3BUTHE OaKTepruaTbHON MH(MEKIINN.

CriekTp OakTepuaabHBIX MMAaTOTeHOB Mpu MB mocreneHHO paciupsi-
ercsd. Ha mepBbIX rogax >XM3HU NpU UHOULIMPOBAHUM OPOHXUATBLHOTO
JiepeBa Tpy MoceBaX MOKPOTHI BBISIBJISIETCS TMHEBMOKOKK, H. influenza,
3aTeM pa3BUBAaETCsl CTaUIOKOKKOBAsI, a B MOCAEAYIOIIEM PECITUPATOP-
Hasi uHdeK1us, odycyioBlieHHas u Ps. aeruginosa. B mocnenHee Bpems
BO3pocia posib B. cepacia v aHaspo0OoB. Jpyrue canpodUuTHbIE MUKPO-
OpraHu3Mbl TAKXKE BCE Yallle BbICeBalOTCs y malueHToB ¢ MB (Stenotroph-
omonas maltophilia, Achromobacter (Alcaligenes) xylosoxidans). B pa3Hbix
LeHTpax 0oyibHbie MB neTH ¢ XpoHMYeCKO CMHErHOMHOM MHGeKLren
coctaBysitoT oT 15 1o 50% Bcex manueHToB. Cpenn B3pOC/IbIX OOBIYHO
0oJiee MOJIOBMHbI OOJbHBIX MMEIOT XPOHUYECKYIO CUHETHOWHYIO WH-
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(bekMI0, UTO 3HAUUTENIBHO YTSXKENISeT TeueHue 3a00eBaHus U TpeOyeT
3HAUUTEJIbHO OOJbIIMX 3aTpaT Ha JieueHue. B CIIIA B ciiyyae oTcyTCTBUSI
BbICEBA IaTOT€HHBIX MHUKPOOPTaHM3MOB U3 OPOHXUAIBHOTO JiepeBa
(B 9TOM cllyyae MOXHO MPEINOJOXUTb OTCYTCTBME OaKTepUalbHONW MH-
(bexkMM) NPOIOIKUTEIBHOCTD XKM3HU 00JIbHBIX M B B 2005 r. cocTabiisiia
B cpenHeM 39 J1eT, y O0JbHBIX C XPOHUYECKOW CUHETHOMHOW MHGbEKII-
el — 28 siet, a ipu BoiceBe Burkholderia cepacia menee 20 sier.

MOXHO CUMTaTh YCTAHOBJIEHHBIM, UTO TPUMEHSIEMbIE B HACTOSIIIEE
BpeMsl pa3juyHble PeXKUMbl OpaJIbHON, UHTAISIIIMOHHOW U BHYTPUBEH-
HOI aHTUOAKTepUaIbHOUN Teparuu MOTYT MpeAyTNpeanuTb WIN 3aepKaTh
pa3BUTHE XPOHUYECKON MH(MEKIINM IbIXaTeJIbHBIX MyTeii, BRI3BAHHOM CH-
HETHOWHON nH(peKIne.

N3 aToNnornyeckn 3HaYMMBbIX aHa’poOoB npu MB ciienyeT Ha3BaTh
FEubacterium (E. moniliforme, E. nodatum, E. sabureum, E. lentum), rpyrmna
Clostridium, aHaspoOHbIe aKTUHOOAKTepUU poja Actinomyces u Ipyrue.

Iloka3anus k Haznauenuro anmubuomuros npu MB

1o HacTOSIIEro BpeMEHU HET EIMHOTO MHEHMS O TOM, KaK J10JIr0 U KaK
4acTo clieayeT MPUMeHsITh aHTUOMOTUKU Yy 00JibHBIX MB. OnHako B mo-
cJiefHee BpeMs B TAKTUKE aHTUMOAKTepHUaIbHOM Tepanuu y 6ogbHbIX MB
HaMeTuJIach TeHACHLIMS K 60siee paHHEMY (IPU MOSIBJIEHUU TIEPBbIX MTPH-
3HAaKOB 00OCTpPEeHUsI OPOHXO0JIETOYHOTO Mpoliecca) Ha3HAYeHU IO aHTUOUO-
TuKOB. [1pu HaTMYMK XPOHUYECKOM CUHETHOMHOM MH(EKIIMU B KPYITHBIX
eHTpax EBpornbl 10 MosIBAeHUST MHTAISILIMOHHBIX MPOTUBOCUHETHOMHBIX
AHTUOMOTUKOB BHYTPUBEHHAas aHTUOAKTEpUalibHAs Tepamnvs Ha3Haya-
Jach npoduiakTudecku (Kaxable 3—4 mecsia mo 14—20 gHeit), 4To mo-
3BOJIMJIO 1OOMBATHCS IJIUTEIbHBIX PEMUCCUI Y 3TUX OOJIbHBIX.

Obuue npunyunsvt aHMUOGAKMEPUAILHOL Mepanuu

> O0s3aTesibHOe 0AKTepUOJIOrMYeCKOe UCCIEI0BAHUE CEKPeTa HUX-
HUX JbIXaTeJbHBIX MyTel 10 Hauajla aHTUOaKTepUalbHOI Teparuu.

» MakcuMasbHble CYTOUHbIE 103bl aHTUOMOTHUKOB TTPU Kypce He Me-
Hee 14 nHeid.

» Mcnonib30BaHWE AaHTUOMOTUKOB, K KOTOPBIM PEAKO BCTPEYAETCS
PE3UCTEHTHOCTDb WJIM COYETaHHOE IIpUMeHeHNe 2—3 aHTUOMOTUKOB 1K -
pOKoOTo creKTpa AeiicTBus. B KauecTBe MOHOTEpaIuu MpU XpOHUYECKOI
CHMHETHOMHOM MH(MEKLMU PEeKOMEHIYETCS JIUIIb MEPOIICHEM.

> VyeT KyMyISTUBHBIX 3((HEeKTOB, ajUIEpIUYSCKNX peakuuii (B TOM
YUCIIe TTO3IHUX), TOKCUYECKUX peaKlnii, OMHOBPEMEHHOTO MPUMEHEHMUST
JIPYruX JeKapcTB (TIATEIbHbIM aHAJIU3 3TUX OCOOEHHOCTEN 3a BCE TOJIbl
HaOJIIOIeHUS TTALIMEHTA).



78 InaBa 4. JleueHure MyKoBUCLIMI03a, peaduinTaLus, MpoduiakTuka

» NHranguoHHoOe BBeIEHUE aHTUOMOTUKOB MOXKET IOITOJHSATH CHU-
CTEeMHOE MX Ha3HA4YeHME WM B psiIe ClydyaeB 3aMeHsIeT CUCTEMHOE Ha-
3HAYEHHUE.

Bb100op aHTHOMOTHKA C TOYKM 3peHHs ero 3¢ eKTHBHOCTH

OObIYHO 3(PPEKTUBHOCTh AHTUOMOTHKA i# Vitro COBNAAAET C €ro KJIM-
HU4YecKOoi 3P(PeKTUBHOCTLIO, HO B pslle CIydyaeB MOXKET OTMEJaThCs pe-
3UCTEHTHOCTb in Vitro IPU XOPOoI1lieM KJIMHUYECKOM 3 deKTe 1 Ha00OpOT.
Crenyet TiiaTeJbHO aHAJIM3MPOBATh BCIO UCTOPUIO aHTUOAKTEpUATbHOM
Tepany y KOHKPETHOTO MalllieHTa.

KputepusimMu 3¢p(GeKTUBHOCTU CIIYKUT dpaguKalus BO30yauTe s Uin
CHMXXEHUE ero TUTpa B MOKpoTe Huxe 100 6akTepuit B 1 Mi1. Y 60IbHBIX
C TSDKEJIBIM TeUEHUEM 3a00JIeBaHUs 9paJuKallUU BO30OYAUTENST AOOUTHCS
He yIaeTcsl, HepelKO HeT CHMXEHHUs TUTpa Bo30ymutess. B atom ciy-
yae KpUTepusMu 3(DGEKTUBHOCTH aHTUOAKTepUATbHOW Teparuu SIB-
JITIOTCS yaydineHue Tokasateneit @BJI, HopManu3amust TeMITepaTyphbl
Tena, YAydllleHWe OOIIEeTr0 COCTOSIHUS, JIUKBUAAIMS TTOSIBUBIIMXCS TIPU
000CTPEHMM HOBBIX MU3MEHEHUU B JIETKUX, BbISIBJASEMbIX KJIMHUYECKU
U PEHTTEHOJOTMYECKMU.

IIpu cuneenoiinoii unghekyuu TipeniapatTaMu BbIOOpPA MOTYT SIBJISITHCSI
edTazsuauM, UMUIIEHEM, MEPOTIEHEM, ME3JIOLIMJUIMH, TTUIIepaliuUIvH,
TUKAPLUWIMH, a3TPpeOHaM; BTOPBIMU (U TPETbUMU ) — aMUHOTJIMKO3UIBI,
dbropxuHomOHEL. [1pu BEICEBE 30.10Mmucmoeo cmapuiokokka Ha3HAYAIOTCS
3¢ GbeKTUBHBIC i1 Vitro IEHULIMJUIMHBI, aMUHOTJIMKO3UbI, (PTOPXUHOJIO-
HbI, BAHKOMUIIMH, JuHe3oaua. [Ipu BeiceBe Burkholderia cepacia Bo3-
MOXHO HazHaueHue liedTazuarma, KapoorneHeMoB, (DTOPXUHOJIOHOB,
TpUMeTONpuMa/cybhamMeToKcazoa (0OBIUYHO Ha3HAYaeTcsl CoYeTaHue
JIBYX aHTUOMOTHKOB).

Brb100p aHTHOMOTHKA C TOYKH 3peHHs 0€30MACHOCTH

CrenyeT TTIOMHHMTh O BO3MOXHOCTHM HapylleHHs (YHKIIMUA TTOYeK
U cilyXa IMpU UCTI0Ib30BaHU M aMUHOTJIMKO3UA0B; O pUCKE pa3BUTUS (Jie-
OuTa NMpy Ha3HAYEHUW aHTUCUHETHOMHBIX MEHULIUTMHOB, KapOomeHe-
MOB, BAHKOMUIIMHA; O BO3MOXKXHBIX HapyIIeHUX (DYHKIIUM TIeYeHU TP
HCTOJIb30BAaHUM MAaKPOJIUIOB, TETPALIMKIMHOB; O (POTOCEHCUOUIUUPY-
IOIlIeM JeHCTBUM (DTOPXMHOIOHOB; O YaCThIX MO3MHUX peaKMIX Ha JIOo-
Oble aAHTUOMOTHKM Y OOJIBHBIX ¢ XPOHUYECKON CMHETHOMHONW MH(EKIIN-
eii; 0 BO3MOXHOCTH 3HAYUTEIbHBIX UBMEHEHUI (DYHKIIMU IbIXaHUS TIPU
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MPUMEHEHUN aHTUOMOTUKOB 0€3 COOTBETCTBYIOIIEH KOPPEKTUPOBKHU 11O
CHUCTEMHbIM CTepouaaM y OOJIbHBIX C ajJIepru4ecKuM OPOHXOJIETOYHBIM
acTepTruiIIe30M.

Hepenko BcTpeuaroTcs ajuiepruyeckue peakluuu Ha aHTUOWOTHUKM.
Hamu mpoBeieH aHaJIM3 MOOOYHBIX PeakIMil Ha aHTMOMOTHUKHM Y 63 mma-
ueHToB ¢ MB 3a 9-neTHuit nepuon ux HaOMoAeHUs. B oO1eit ciox-
HOCTU UM MpoBefeHO 358 KypcoB BHYTPUMBEHHOU aHTMOAKTepualbHOM
teparuu. Y 23 (36,5%) nanmeHTOB OTMEUEeHBI HETSDKENble ajljiepruye-
CKHE€ peaklMu Ha aHTUOMOTUKM, Y 7 — pa3jinuHble BApUAHTbI Heajliep-
TMYECKUX HeXenaTesIbHbIX peakunii. Yale BcTpeyaauch ajljiepruuyeckue
peakuny Ha MeHULUMWUIMHOBYIO TPYMIy aHTUOMOTHUKOB (8 MallMeHTOB),
mnedagocmopuHbl (9 TAMEHTOB), aMWHOTJIUKO3UABI (6 ITaIllMeHTOB)
U (pTOpXUHOJOHBI (5 mauureHToB). JIumib y 1 pebeHKa OTMeUeHa ajiepru-
yeckas peakiius Ha nedTa3uanuM, He OTMEUEHO AJlJIEPIrUYeCKUX peakui
Ha kapOorneHeMbl. Heaepruueckue moboyHble peakivu MposiBISLIUCh
B BUJIE JIMXOPAAKN (AMUHOITIMKO3WABI, KAPOEHULIWIIMH, BAHKOMUIIVH,
HedTazuauM — BCETO Yy 5 AeTeli), KPOBOTOYMBOCTU (aMMHOTJIUKO3UIbI,
nedrazuguM — Bcero y 3 gereid), nuapen ((PTopXUHOJIOHKI) U PoTOmEp-
maTtuTa (pTOopXMHOJOHBI). BHUMaHUs 3aciayxXuBaeT (akT, 4yTo ajiep-
TMYecKre peaklMM Ha aHTUOMOTMKU 3HAUMUTEJbHO 4allle BbISBISLUIUCH
y OOJIBHBIX € BbiceBOM Ps. aeruginosa (y 20 u3 27), yeM y 00JIbHbIX 0€3 BbI-
ceBa Ps. aeruginosa (b y 5 u3 36). PasHuua nocrosepHa. [1pu olieHke
10 KPUTEPHUIO 2 ¢ BEPOSTHOCTD HyJIeBOI runore3bl MeHee 0,01.

[pokuii crieKTp MoOOYHBIX A(PPEKTOB HA AHTUOMOTUKU TpeOyeT UX
CBOECBPEMEHHOM OTMEHBI C aICKBATHOU 3aMEHOM U pa3yMHBIM COYE€TaHU -
€M aHTUOMOTUKOB. B MpuiokeHU NMpUBOASTCS JO3UPOBKU aHTUMH(EK-
LIMOHHBIX MpenapaToB U UX BbIOOP B 3aBUCUMOCTH OT BBIIEISIEMBIX U3
MOKPOTBI areHTOB.

bakrepuanbHbie GaKTOPbI, NPENATCTBYIONME PATUKAIMI

B OGousbiivHCTBE CilyyaeB MHMLMaJbHble MHMeKIUU Ps. aeruginosa
SIBJISIIOTCS HEMYKOWIHBIMUA U B LIEJIOM YYBCTBUTEIbHBIMU K CITeLIU(pU-
YEeCKUM aHTUOMOTHMKAM, Korjga MHGEKIMs MOCTynaeT U3 OKpyXarolei
cpenbl. boiyiee Toro, popmupoBaHue MpoOOK M, CleAoBaTeJbHO, IPO-
JYKIIMsI MOKPOTBI YaCTO MUHUMAJIbHBI, eciu Ps. aeruginosa Toibko 00-
pasyeT KOJIOHMM B JbIXaTedbHbIX MyTsiX. COOTBETCTBEHHO, paHHSIS Tepa-
nust Ps. aeruginosa (He3aMeUIUTEIbHO TIOCJIE BbISIBJIEHUS] KOJIOHU3ALUU
Ps. aeruginosa B nerkux) MoxeT COXpaHUTb (DYHKIIMIO JIETKUX U 00€CIeUUTh
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spanuKanuio naroreHHa. OmHako Mpy OTCYTCTBUM Tepaluy 3TOT MaTo-
T'€H YacTo MepCUCTUPYET B JIeTKux 00JbHbIX M B.

HakoruieHHbIe JaHHBIE CBUAETEIbCTBYIOT, YTO MYKOWIHBINA (peHO-
AN Ps. aeruginosa mpoucxoauT U3 HEMYKOUJIHOTO KOJIOHU3UPYIOLIETOCs
1ITaMMa 1ol BIUSIHUEM MHOXECTBa FeHETUUECKMX, CPEIOBBIX U CeJleK-
TUBHBIX (DaKTOPOB, BKJIIOYAsi MyTallUM U POCT B aHA’POOHOI/MUKPO-
adpoOHOIi ciiusu. ToYHbINM Tepruo BpeMeHU, B TeYeHUE KOTOPOTO MTPOUC-
XOIUT afanTtauus Ps. aeruginosa K nerkum 0ojbHBIX MB ¢ TpaHcdopma-
LMei B MyKOUIHBIN (DeHOTUII, Hen3BecTeH. MaKTopbl, TIPEISITCTBYIOLINE
SpajvKalMy TTaTOreHOB U3 AbIXaTeJIbHbIX IMyTeil naiueHToB ¢ MB nipu
aHTUOAKTepUaJibHOM Tepamuu, BKIIOYAIOT: 1) MpOIyKIMIO ajdblMHAaTa,
MIPUBOISIIYIO K 00pa30BaHNI0 MYKOUIHOIO KOJIOHMAJIBHOIO MOp(hOTHUIIa
WJIK Pe3UCTeHTHbIC K aHTMOMOTHKAM (DeHOTUIBI OakTepuil; 2) adbcuec-
Chbl JIeTKMX; 3) (hopMUPOBaHME MYKOMIHBIX IIPOOOK B AbIXaTE€JIbHbBIX ITy-
TsaX. MyKounHas Ps. aeruginosa u, BO3MOXHO, MYKOUIHbIN Staph. aureus
OrpaHUYMBAIOT MPOHMUKAIOIIYIO CITOCOOHOCTh OOJIBIIMHCTBA AaHTUOUOTH -
KOB, OCOOEHHO aMMHOTJIMKO3UIOB, 1 TPEOYIOT 2—3-KpaTHOTO ITOBBIIIIE-
HUsI KOHLIEHTpalMii aHTUOMOTUKOB.

OnHako u HeMyKouHas1 Ps. aeruginosa MoxeT ObITb YCTOMYMBA K aHTU-
OMOTHKAM: BO3MOXHO (hOPMUPOBAHUE TUIIEPMYTaOEIbHBIX IITAMMOB Fs.
aeruginosa py MOBTOPHBIX Kypcax aHTUOaKTepraIbHOM Teparuu, 4To Mpu-
BOJIMT K ObICTPOMY (DOPMUPOBAHUIO PEBUCTEHTHOCTU K aHTUOMOTUKAM.

HakoHel1, oTpuliatesibHO 3apsiKEHHbIE ITMKOMPOTEUHBI U YyejloBeve-
ckas [JHK B mpo0kax, (popMUPYIOLIMXCST BCJISACTBHE IIPUTOKA U pa3py-
LIEHUST HEUTPO(DUIIOB, TaKXKe MOTYT IIPEISITCTBOBATh dpaauKalum Oak-
tepuil. [TpoOKM crTOCOOHbBI CBA3BIBATHCS C MOJOXKUTENBHO 3apsSKEHHBIMU
aMUHOIVIMKO3UIaM1, TaKMMM KaK TOOpaMMIIMH, YTO IPUBOIUT K 00-
crpykuuu. Cuuraercs, uto Ps. aeruginosa BbI3bIBaeT 00Jiee BbIpaKeHHYIO
OOCTPYKIIMIO/BOCIIaJIeHre, YeM Apyrue cBsizdaHHble ¢ MB nmaToreHHbI (3a
HUCKJII0UeHUEeM B. cepacia).

Bbi00op MecTa mocTaHOBKH Nepu()epruuecKoro BEeHO3HOTO KaTeTepa
y 00JIbHBIX MYKOBHCIHI030M

MecTo mOCTaHOBKHM KaTeTepa KaXKIblii pa3 BbIOMpAETCs] MHAWBUILY-
aJIbHO JUISI KaXK0To natmeHTa. Kaxnast ero jokajausauusi UMeeT Kak psij
MPEVMYIIEeCTB, TaK U HEAOCTATKOB.

B niepBy1o ouepeab MECTO MyHKIUU OMpenesieTcsl, €CTECTBEHHO, Bbl-
PaXXEHHOCTBIO BEHO3HBIX COCY0B.
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Hnst koMdOpPTHOro caMO4YyBCTBMSI PeOCHKA, BBIMOJHEHUSI KUHE3M-
Teparnum, CaMoOOCIY:KUBAHUS 1 yueObl HanboJiee MOAXOASIIINM MEeCTOM
sBIIsieTcs npenruiedne (y nmpasiieit — jgeBoe). MeHee ya1ooHa u 6oJjiee 60-
JIe3HEeHHasl TOCTaHOBKA KaTeTepa Ha KUCTH.

Kak mokaszany Hallim uccaeaoBaHus, IPU MPOUUX PaBHBIX YCIOBUSIX
Karetep A0Jiblile (QYHKIIMOHUPYET Ha JIEBOM BEPXHEU KOHEUYHOCTH IMPU
MYHKIMU B JIOKTEBOM Crube. DTO MECTO JIOCTaBJISIET Maccy Heya00CTB
pebeHKy (JIOHTeTa yCTaHABJIMBAETCS B MOJOXEHUN pa30THYTON BEpXHei
KOHEYHOCTH), OJJHAKO €r0 HY>XHO BbIOMpATh AJIs JIETeil C IJIOXO Bblpa-
JKEHHBIMU BEHO3HBIMU COCYJIlaMU U CKIIOHHOCTbBIO K OICTPOMY Pa3BUTUIO
¢edbuTta B aHaMHe3e.

OnTuManbHBIN IuaMeTp KareTepa y aeteit mocie 1 roma 0,8 mm. Jlya-
11Ie MPOBOJIUThL MOCTAHOBKY KaTeTepa B IJAHOBOM MOpsiiKe, (PUKCUPO-
BaThb €ro CIlelMaJbHON HaKJIEMKON M TIIATEJIbHO (DUKCUPOBATh KUCTb
WJIM JIOKTEBOM Cru0, €C/Iv KaTeTepbl MOCTaBAEHbI B 3TUX MeCTaXx.

[TpueM aHTUOMOTUKOB BHYTPb M MHTAISLIMOHHBIN CIIOCOO BBEAEHMS
00BIYHO MCTIOB3YIOT B aMOYJIATOPHBIX YCIOBUSX [IJIs1 TIPOJIEHUS] pEMUC-
CHUM WIM B CyYasiX HETSIKEIbIX 000CTPEHUI Yy OOJIbHBIX C JIESTKUM U CPe/l-
HETSIKEJIbIM TeUeHMEM 3a00JIeBaHUS.

TakTHKa aHTHOAKTEPUATBLHON TEPANNH TPH KYJIbTYPAJIbHOM BbIIeTeHHH
U3 OpoHxHanbHOro cekpera Staphylococcus aureus

Staph. aureus siBIIsIeTCSI BEAYLIUM MUKPOOHBIM areHTOM, BbICEBa€MbIM
U3 OPOHXUAILHOTO ceKpeTa 00bHBIX MB B miepBbI€ TOAbI XKM3HU.

HmMeroTes qaHHbBIe O TOM, YTO JJTUTENIbHOE MPOMIaKTHIeCKoe Ha3Ha-
YEHHE OpaJIbHbIX MPOTUBOCTA(UIOKOKKOBBIX aHTUOMOTHUKOB AeTIM ¢ MB
TTO3BOJISIET MPUOCTAHOBUTD PA3BUTHE MPOSIBIICHUH TTOPAKEHUST IbIXaTe b~
HBIX TTyTei. DTO JIEXKUT B OCHOBE TAKTUKM MOCTOSIHHOTO TMpodUIaKTUIe-
CKOT'O TIPUMEHEHUsI MPOTUBOCTA(MUIOKOKKOBBIX aHTUOMOTUKOB y AETeil
MepBBIX JIeT k13HU B psize eHTpoB M B CIIIA n 3ananHoit EBpomnsl. B npy-
rux HeHTpax MB c 1iefblo caHallMu MOKPOTHI MTPOMUIAKTUYECKHE KypChl
MPOTUBOCTA(WIOKOKKOBBIX aHTUOMOTMKOB Ha3HA4yaloT I0 2—3 Heaenau
TOJIBKO TTPU BbICEBE U3 OPOHXMATILHOTO ceKpeTa Staph. aureus 6e3 KITIMHUYe-
CKMX ITPU3HAKOB 000CTPEHUSI BTOPUYHOTO XPOHUYECKOTO OPOHXMUTA.

IIpu neyeHnn obdoCTpeHHs: OPOHXOJIETOUYHOTO Ipoliecca Yy OOJIbHBIX
MB, BbIZBaHHOIO Staph. aureus, 4acToTa KypCOB aHTMOAKTepUaJIbHOM
Teparuu y pa3HbIX OOJIbHBIX MOXKET BapbUpoBaTh OT 1—2 1o 4—6 B rox
TIPU TIPOIOKUTETLHOCTH KYPCOB OT 2 M0 3 Heleb, YTO OIMpeAesiIeTCs
YaCTOTOU 00OCTPEHU U UX TSKECThIO.
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ITpu npoBeneHuu nporIaKTUIECKMX KYpCOB IIperapaTaMu BhIOOpa
MOTYT SIBJISITbCS LiehaocriopuHbl | rokoneHus1, 3aluiieHHble aMMHO-
MEHULIMWUTMHBI U MAaKpPOJUABI, IPU 000CTpeHUsIX — LedasocnopuHsl 11
u 111 mokoneHust, PTOPXUHOIOHBI M1 BAHKOMUIIVH.

[TpoGseMHBIM SIBJASIETCSI JIeYEeHUE TPU BbICEBE METUJICHPE3UCTEHT-
Horo ctadgunokokka (MRSA). B atom ciydae 3(h(heKTUBHBI JTUHE30IUT
(B no3e 40 MI/KT B CYyTKM) U BAHKOMMIIMH, MPUMEHSIEMbI B MHTAJISILUSIX
(mpuMeHsieTcsl Tipernapar JJisi BHyTPMBEHHOTO BBEAEHUSI, CTAHAAPTHOTO
TIperiapaTa JUTsl MHTJISIUI TToKa HeT).

KpaiiHe penko BbISIBIsIETCSI BAHKOMULIMH-PE3UCTEHTHBINM cTachuio-
koKK (VRSA). B jaHHOM ciy4ae criacaeTt TOJIbKO JTMHE30 1.

TakTHKa aHTHOAKTEPHAILHOM T€PANNK NPH BICEBE
U3 OponxuanbHoro cekpera Haemofilus influenzae

Haemofilus influenzae MOXET NMPUBOIUTH K BbIPAXXEHHBIM IbIXa-
TEeJbHBIM paccTpoiicTBaM y 6071bHBIX MB. BriceB ee MOXeT ObITh 3a-
TPYIHEH, TaK KaK 11l pocTa HEOOXOIUMBI Ciel[halbHbIE TUTATEIbHbIE
cpenbl. Hanuuue H. influenzae MOXHO NPEATONOXUTH IPU BbISIBICHUU
B Ma3KaX MOKPOTHI OOJIbIIOTO YKncjia TpaMOTpULIATEIbHBIX MUKPOOP-
raHW3MOB MPU OTCYTCTBUU MX POCTA HA OOBIYHBIX MUTATEJbHBIX CpE-
nax. bakrepuanbHas nHbexuus, odycnoieHHas H. influenzae, yacto
pa3BuBaeTCs Ha (hOHE OCTPBIX PECTIUPATOPHBIX BUPYCHBIX MHGMEKIIUT
(OPBN).

AHTHOaKTepUaIbHYIO Tepalliio MpernapaTaMu, aKTUBHBIMUA B OTHOIIIE-
Huu H. influenzae, peKOMeHIYIOT TPOBOANTH NpodunakTuuecku mpu OPBU,
nipu BoiceBe H. influenzae 13 MoKpoThl 00JibHBIX M B 6e3 npusHakoB 060-
CTpeHUsT OPOHXOJIETOYHOTO TTpoliecca U MpU 000CTPeHnH OPOHXO0JIETOYHOTO
rpoliecca, BbI3BAHHOIO 3TUM MUKpoopraHu3MoM. Kypc jiedeHrst 0ObIYHO
cocTtaBiisieT 14 nHeii. /1o3bl mpenapaToB MpyuBoAsTcs B Tad. 11.

TakTHKa aHTHOAKTEPHATbHO TePANH NPH BhICEBE
U3 OpPOHXHMAJIbHOTO cekpeTa Pseudomonas aeruginosa

B Hacrosiiiee BpeMsi He BbI3bIBAET COMHEHUSI, YTO MPOAOJIKUATEb-
HOCTb KM3HU U €€ KauyecTBO y 00JbHbIX M B 3HauuTeIbHO yIydlimiach
Oyaromapsi TPUMEHEHHWIO HOBBIX AHTMOMOTHUKOB, aKTWUBHBIX ITPOTHUB
Ps. aeruginosa. AnTn6akTepraibHasl Teparnus Mpyu BbICEBE U3 MOKPOTHI
Ps. aeruginosa y 6oapHb1X M B nipoBonuTcs:
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1. IlIpodunakTuyecku y OOJbHBIX AeTeid 03 MPU3HAKOB O00OCTPEHUS
OPOHXO0JIErOYHOTO Ipoliecca:

— IIpUY IEPBUYHOM BBICEBE U3 MOKPOTHI Ps. aeruginosa ¢ 11eJblo pe-

YIIPEXKIECHUS Pa3BUTHS XPOHNYECKON CUHETHOMHOM MH(EKIINN;

— OOJIBHBIM C XPOHUYECKOM CUHETHOMHOI MH(MEKIIMEH C LIeJIbIo TTpe-

YIpeXIeHUs TPOTPECCUPOBAHMST OPOHXOJIETOYHOIO IIpoliecca.

2. I1pu oOocTpeHun 6POHXOJIETOYHOTO MpoIiecca.

BoNBIIMHCTBO AaHTUOMOTUKOB, MPUMEHSIEMbIX MPU JEUSHUU CUHEr-
HOMHOW MH(MpEKIMKU, TPUMEHSIOTCS BHYTPUBEHHO. JIUIb (pTOpXUHO-
JIOHbI MOTYT Ha3HAyaTbCs BHYTPb JIUTEIbHO Npodunaktuyecku. [Mpu
MEPBOM U BTOPOM BbICceBe Ps. aeruginosa HazHavyaeTCsl HUNPO@IoKcalluH
Ha 3 Hepenu B go3e 25—50 mr/kr B cytku. IIpodunaktuaecku mpu Xpo-
HUYECKON CMHETHOMHONM MH(MEKIIMU MOTYT Ha3HayaThCsl LUMPodIoKca-
LIMH ¥ Apyrue GTOpXxuHOJIOHbI (odiokcalH, nedokcaii) KypcaMu
no 1—2 mecsua (mpuoxeHue).

PaccmatpuBaroTcs BapMaHThl Ha3HAYE€HUS WHTAISILIMOHHBIX aHTH-
OMOTMKOB Kak MpU MepBOM BbiceBe Ps. aeruginosa, Tak M Ipyu XpoHUYe-
CKOI1 CHUHETHOHOM MH(EKIINMN.

JleueHue oOocTpeHMiI Bcerga MHpoBOAUTCS 2—3 aHTUOAKTepUasib-
HBIMM IIperapaTaMy IJjIsSI YMEHbBIIECHUSI pUCKa Pa3BUTHUS aHTUOMOTUKO-
pe3ucteHTHOCTU. OOBIUHO KOMOMHUpPYIOTCS ledanocnopunsl 11V
MOKOJICHUSI C aMUHOIJIMKO3MAaMU W/Win (PTopxuHoIoHAMU. OmHO-
BPEMEHHOE Ha3HAueHUE ABYX [-IaKTaMHbIX aHTUOMOTUKOB OOBIYHO HE
MPUMEHSIETCSI, XOTsI MOSIBUIMCH MyOJIMKauuu 00 3(h(PeKTUBHOCTU OAHO-
BPEMEHHOI0 Ha3HAYEHMSI HEKOTOPbIX KOMOMHALIMI -JIaKTaMHbBIX aHTH -
OMOTHKOB. BbicOKME 1031 aHTUOMOTUKOB UMEHHO MPU XPOHUUECKOM CU-
HETHOMHOM MH(EKUMU 00yCIOBJIEHBI CITOCOOHOCTHIO MYKOUIHBIX (DOPM
Ps. aeruginosa oO6pa30BbIBaTh MJIEHKY ajJTMHATa, 3allMILAIOIIEro UX OT
JEVCTBUS aHTUOUOTUKOB. AMUHOTJIUKO3UIbI U B-JIaKTaMHbIE aHTUOUO-
TUKU HEJIb3sl CMEIIMBATh B OMHOM IIIIPULIEC BO M30eXKaHMe MX MHAKTUBA-
mun. Kypchl mpu 000CcTpeHNH IIpoliecca MOTYT COCTaBIATh OT 14 mHeit 1o
1,5 mecsiieB 1 6osiee, UTO OMpeAessieTcsl TSIKeCTbIo 000CTPEeHMSI, a TaK-
K€ 0COOEHHOCTBIO MMKPOOHBIX aCCOLMALIMI M MX YyBCTBUTEIbHOCTHIO
K TIPUMEHSIEMbIM aHTUOMOTHUKAM.

Db PEeKTUBHOCTb AaHTUOMOTUKOB 3HAYUTEJIbHO YBEJIWUYMBACTCSI MPU
COYETAaHUM UX C AbIXaTeJIbHOM TMMHACTUKO, IpeHaKHBIMU ITOJIOXKEHUSI -
MM U1 CIIELUAJTIbHOU TEXHUKOU MHTAISLIMOHHOM TEparivu.

Bo3moxHo npoBeneHue MpopuIakKTUIeCKUX KYpCOB BHYTPUBEHHOM
aHTUOAKTepUaIbHOU Tepanuu y 60JbHbIX M B ¢ XpoHUUYeCcKO CUHErHOM -
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HOU nH(peKMei B joMaliHuX ycsioBusix. [IpenMyiiecTBOM Takux KypcoB
SIBJISIETCS OTCYTCTBME pMCKa TMEPEeKpPecTHOM MH(EKIMU B cTallMoHape,
YMEHBIIIEHUE TICUXOAMOIMOHAILHOIO CTpecca, CBA3aHHOIO C roCnuTa-
Jin3aiurei 1 aKoHoMUuecKasi 11eJ1ecoo0pa3HOCTb.

[TpodunakTuyeck Mpu XPOHUUECKON CUHErHOMHON MH(EKUUU Ha-
3HAYaIOTCS TaKKe (PTOPXUHOJOHBI BHYTPb, a TAKXKE MHTAIS LMY KOJTMCTUHA
v TodpamuiiMHa Kypcamu no 30 gHel ¢ TaKUMM Ke nepepbiBamMu (Ipy-
JIoXeHus1). B mepcriekTuBe MHTAISILIMOHHBIM TyTeM OYIyT JOCTaBJSIThCS
reHTaMULIMH, aMUKalIMH, a3TPeOHaM, LIMITPOQIIOKCALIMH, JIEBO(IOKCALIUH.

B npoBeneHHOM aMepUKaHCKUMM HCCIIeI0BaTEISIMIA MHOTOLIEHTPO-
BOM PaHJIOMU3UPOBAHHOM JIBOMHOM CJIENIOM IJ1alle00KOHTPOJIMPYEMOM
HCCJIEIOBAHUM TOKAa3aHO YiydllleHue (GYHKUMU BHEIIHEro JbIXaHUs
y 00bHBIX MB ¢ XpoHUUYeCKOI CMHETHOMHOM MHGEeKIIMel Mpu Ha3Ha-
YEHUM MM a3uTpoMuIlMHa (u3 pacyera: BecoM a0 40 xr — 250 mr a3u-
TpoMuliMHa, BecoM bosiee 40 kr — 500 Mr; yepes JeHb), a TaKKe YMEHb-
IIeHue O0OCTpeHMid B TedyeHUe 6 MecsieB HabmogeHus (Saiman L.,
Marshall B. C., Maier-Hamblett N., Burns J. L., Quittner A. L.,
Cibene D. A. et al. Azithromycin in patients with cystic fibrosis chronically
infected with Pseudomonas aeruginosa. JAMA. — 2003. — Vol 290,
No 13. — P. 1749—1756). BoisiBieH KIMHUYECKUI M UMMYHOMOYJIH-
pyouuii 3¢ ¢GeKkT a3uTpoMUILIMHA, TTPUMEHSIEMOTO OAWH pa3 B HEACNII0
B 03¢ 20 MI/KT TIpU XPOHUYECKOM CMHETHOMNHOM MHMEKINKY Y NalueH-
toB ¢ MB (J. Cyst Fibros. — 2006. — Vol. 5, Suppl. 1. — S. 25).

KpaiiHe akTyaneH Bompoc NepBUYHOTO BbICEBA CUHETHOMHOM najioy-
k. OT 3(p(peKTUBHOCTH €€ dpaIuKallii 3aBUCUT COCTOSIHME ITallMeHTa
M 3aTpaThl Ha ero JiedeHue. Bo Bcex nieHTpax MB cutyanust nepBuuHOTO
BbICEBA peliaeTcs o0sg3aTe/IbHbIM aHTUOAKTepUaIbHbIM JeueHuem. Cu-
cTeMa aHTMOaKTepuaabHOU Tepanuu MpU MepBUYHOM BbICEBE B Pa3HBIX
cTpaHax EBpoIbl HECKOJIBKO pa3inyaeTcsl.

Bbi0op cxembl jieueHns Npu NepBUYHOM BbiceBe Pseudomonas

Janus [lepBUuHBIii BbiCEB Hunpodmokcarut 30 mr/xr+Konuctux
[ManmenTs! Beicokoro | 3 muH EJI 2 paza — 3 Hen
pucka [-1aKkTamMmbl+AMUHOITIMKO3U/IbI BHYTPUBEH-

Ho 14 aneii +1unpo/Konuctun 3 mec

®paHuus | ACUMIITOMATUYHBII Humpo 30—40 mr/kr+TOBU 300 mr 2 paza
HMmerorcs cumntombl | 28 aHel

B-nakTambl+AMUHOTIMKO3U/IbI BHYTPUBEH-
Ho 14 nHeit, 3ateM TOBU /Konuctn 3 mec
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Oxonuanue maon.

lepmanust | BapuaHThbl B-nakTaMbl-+AMUHOTJTUKO3UIBI BHYyTPUBEHHO
14 nueit

Hunpodnokcanun 30 mr/kr+Kommctux

2 muta EJT 2 paza 3—12 Henn

TOBU 300 mr 2 pa3a 28 nHeit
Hranus CraHzapTHO Hunpodaokcaiuu 30 mr/kr+KoanctuH
HarnuonanbHoe uc- 2 muiH EJI 2 paza 12 Hen
cliemoBaHue Hunpo+TOBUW unu Lunpo+Konuctun
28 nHei
HUcnanust | [1eBUYHBII BbICEB Hunpo.30—40 mr/xr+TOBU 300 mr 2 paza/

Mmerores cumntombl | Konucetun 1—2 MutH 28 qHeit
B-1akTaMbl+AMUHOTITMKO3UIBI BHYTPU-
BeHHO 14 nHeit, 3ateM TOBU 2 nmkia wim
Konuctun 1-3 MutH 5 Mec

Benuko- | AcuMnToMaTUYHBII Lunpodrokcaruu 30 mr/kr+KonuctuH
oputanus | Umerorcs cummrombl | 2 MiH EJI 2 paza — 3 mec
Man. netu B-nakTambl+AMUHOIIUKO3UIbI BHYyTPUBEH-

Ho 14 nHeit, 3atem Lunpo+Konuctun 3 mec
B-n1akTamMbl+AMUHOT. BHYTPUBEHHO 14 nHeit

TakTHKa aHTHOAKTEPHATBLHOM T€PANNH NPH BbICEBE
U3 OpoHxHaIbHOro cekpera Burkholderia cepacia

Burkholderia cepacia BriceBaeTcsl Ha CrieLIMaJIbHBIX Cpeaax, IMOJaBIIsI-
foux poct Ps. aeruginosa. UHduumpoBaHue 60iabHbIXx MB B. cepacia
BBI3BIBACT OOJIBIIYIO 03a00UYEHHOCTh M3-332 €€ MYJbTUPE3UCTCHTHOCTHU
K aHTMOMOTUMKAM U BBICOKOW arpeccuBHocTU. [lpubnusurenbHo y 1/3
MHGUIMPOBAHHBIX €0 00JbHBIX MB oTMmeuaroTcs yacTbie 000CTpeHUs
OPOHXO0JIETOYHOI'O TIpolecca, MPOSBISIOIIMECs B TSKEN0H MTHEBMOHUU
C He0J1aroMpUsITHBIM ITPOTHO30M 3200J1€BaHUSI.

Burkholderia cepacia siBAsieTcs CeMEMCTBOM PA3IUYHBIX TE€HOMHBIX
MpeACTaBUTENel, Ha3bIBaeMBIX TeHOMoBapamu. [Ipm MyKoOBHCIIMIO3e
yalie BCEro BbIIEsIOTCS B. multivorans wnu B. cenocepacia, npuHaza-
nexamnye II n I1I reHoMoBapaM cooTBeTCTBeHHO. CrieliianucTaMyu U3
YHuBepcurerckoro rocrmTais r. Mandecrepa (Jones A. M. et al.) mipo-
BElIeH CPaBHUTEIbHbBIN aHaIN3 KIMHUKO-Ta00paTOPHBIX JTaHHBIX U UC-
XonoB 3a0osieBaHMsT 48 O0obHBIX MB XpoHUYecKM MHGULIMPOBAHHBIX
B. cenocepacia (33 mauuenTa) win B. multivorans (15 001bHBIX) C 48 11a-
LIMEHTaMU C XPOHUYECKOM Ps. aeruginosa, COIOCTaBUMbIMU MEXIy COOO0it
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no nokasarenio OPB; % B MoMeHT nHPULIMPOBAHUS OAKTEPUSIMU TPYTI-
el Burcholderia. B nccneqoBaHue BOIIUIM B3pOciible 0OJIbHBIC, HAOJIIO-
ngapiivecs B iepron ¢ 1982 r. mo 2001r. bblo ycTaHOBIEHO, YTO OOIbHBIC
MB ¢ B. cenocepacia nmeroT 0ojiee HU3KYIO BbDKMBAEMOCTBIO IO CPaB-
HeHMIo ¢ 6oabHBIMU MB ¢ B. multivorans. He BBISIBIIEHO pa3jiuyuii 1o
BbIKMBAEMOCTH MEXIY O0TbHBIMU, MHOULIMPOBAHHBIMU Ps. aeruginosa n
B. multivorans. B. multivorans yanie siBJisieTCs TPAaH3UTOPHOM MUKpOdJII0-
poii, uem B. cenocepacia. O6e rpyniibl MUKPOOPTaHU3MOB B. multivorans
U B. cenocepacia MOTYT BbI3bIBAaTh, TaK Ha3bIBAEMBbIil «CUHIPOM cepacia»
(Pediatric Pulmonology. — 2003. — Suppl. 25. — Seventeeth Annual
North American Cystic Fibrosis Conference, October 16—19, 2003. —
Symposium Session Summaries. — P. 285; 295).

[Ipu BbIOOpE aHTUOMOTUKOB JJIST JICUEHUST 0OOCTpPEeHUIT OpOHXOJIe-
TOYHOTO TIpoliecca 00s13aTeJIbHO YUYUTHIBAIOTCS Pe3yIbTaThl MUKPOOHO-
JJoTmdeckoro wmccienoBaHuss. OOBIYHO Ha3HayaeTCsT KOMOWHAIIAS W3
2—3 aHTUOMOTUKOB (KapOoreHeMbl, (hTOPXUHOJOHBI, aMUHOIJIMKO3U-
Ibl). Bo3aMoxxHo coueranune kapOaneHeMoB U LiedTa3uauMa BHYTPUBEH-
HO C OTHOBPEMEHHBIM IPUMEHEHUEM WHTASIIMOHHBIX aHTUOMOTUKOB
(Tobpamu1iH). B cilydae Jerkux o00CTpeHUi MOTryT oKa3aThCsl 3 peK-
TUBHBIMU TOKCULIMKIIMH U TPUMETONpUM/cyibdhamerakcason. Pexe ad-
(beKT MOXKeT OBITh MOJIydyeH MPU MPOPUIAKTUISCKOM Ha3HAYSHU U UHTa-
JISUMOHHBIX aHTUOUOTUKOB (MIPUTOXKEHHUE).

Hasnauyenne 33[)030.]18]7[ AHTHOMOTHKOB

B nocneanue 20 jeT Bo BceM MUpe C OOIbIINM YCTIEXOM IMTPUMEHSIOT-
Cs MHTAISILIMOHHBIE aHTUOMOTHUKM, KOTOPBIE TTO3BOJIMIN 3aMEHUTH Tpa-
TUITMOHHBIE KYPCHI MapeHTepaTbHOM aHTHOAKTEPUATBHON TepaIriuu IIpu
MepBOM BbIceBe Ps. aeruginosa, a Takxe CTajJd OCHOBHBIMU B 0a3MCHOM
Tepanmuu XPOHUYECKON WHQEeKIUW. VMHTaTIIMOHHBINA TTyTh BBEICHUS
MO3BOJISIET CO3/IaTh BLICOKME KOHIIEHTPALIMHU TTperapara HermocpeICTBeH-
HO B ouare MHGbEKIUU 1 Oaroaapsi 3ToMy MpeoaoyeTh pe3UCTEHTHOCTh
MMKPOOPTaHU3MOB TIPU HU3KOM PUCKE CHCTEMHBIX TTOOOYHBIX 3(dex-
ToB. K coxaneHulo, cerogHsi HEMHOTMe aHTUOMOTMKU MOTYT IMpUMe-
HSTBHCSI MHTAISIIMOHHO. PacTBOpHI I TapeHTepaIbHOTO UCITOIb30Ba-
HUST He TIOAXOMAT JUIST MHTAISIIINM, TaK KaK UMEIOT BBICOKYIO OCMOJISP-
HOCTb, KUCJIOTHOCTb M COAEPKAT KOHCEPBAHThI, B YaCTHOCTU (hEHOJIBI,
YTO BBI3BIBACT pa3apakeHHUe JbIXaTeIbHBIX MMyTel (Kallleb, XpUITbl, 001
B I'pyJaHO# KJeTke). HemaBHO MOSBUIMCH aHTUOMOTUKM B BUIE CYXOM
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MYAPBI IJ11 MHTAISLUIA, 4TO 1aJ1I0 BO3MOXHOCTb IOCTABIISITh B IbIXaTE b~
Hble TIyTU OOJIblIIE JieKapcTBa 3a 0ojiee KOpOTKMEe CpokKu. B Hacrosiiee
BpeMsl clielMalibHble MHTAISIUOHHBIE (DOpMbI (PACTBOPHI U MOPOILIKU
JUIST MTHTAJISILWIA) CYLIECTBYIOT JUIS KOJIMCTUMETAaTa HaTpUsl, TOOpaMUIIUA-
Ha 1 azrpeoHaMma Jim3uHa (A3JIN); nmpoxomsT IocjieIHue KIMHNYECKUe
UCIIBITAaHUSI UHTAJSIIMOHHBIE (hOpMBI JIeBodIoKCcallMHa, UIPodIoKca-
LMHAa, aMUKalMHa 1 (pochoMULIHA.

Hurangauuonnbie aHTHOMOTHKM

Toopamuuyun

AMUHOTIUKO3WJ TOOpaMUIIMH — 3TO aHTUOAKTEepUaJIbHbBIN Tperapar,
KOTOPBI MHTUOMPYET CHHTE3 OeJTKa, He0OpaTHMO CBSA3BIBASICh C CyOUaCTH -
ueit 30S 6akTepuanbHoii pubocombl. OH 3(PHEKTUBEH MPOTUB OOJIbILIMH-
CTBa rPaMOTPUIIATETbHBIX TTAJIOYEK, HO OOBIYHO HE TIPOSIBISICT 3HAYMMOT0
JEeWCTBUS TIPOTUB IITaMMOB Burkholderia cepacia complex v S. maltophilia,
XOTSI BO3JIEUCTBYET Ha IuTaMMbl Enterococcus v Staphylococcus. TlpumeHe-
HY€ MHTAJIILMOHHOIo ToOpaMuiHa y 60JabHbIX M B onpaBmaHHO ¢ TOYKHU
3peHUsI MEAULIMHBI, OCHOBaHHOI Ha JoKa3aTeabcTBax (YpoBeHb A), U pe-
KOMEHIOBaHO HAlIMOHAJIBHBIMU U MEXIYHAPOIHBIMUA PEKOMEHAAIUSIMU
T10 JICYUCHUIO JICTOUHOM MH(EKIINN, BEI3BAaHHOM Ps. aeruginosa. Perymsip-
Hasl Tepalnusi MHTaJISILIMOHHBIM TOOpaMUIIMHOM Kypcamu Io 4 Heleau ¢
4-HeneabHBIMU TNepeEpPbIBAMU peKOMeHyeTcs 60abHbIM MB, y KOTOpbIX
WMEIOTCS CpeTHETSIKeNI0e WM TSDKEJIoe TIopaXkeH!e JISTKUX W XpOHWJe-
cKasl MHGbEKIMS ObIXaTeIbHbIX MyTei, BbI3BaHHas1 Ps. aeruginosa. EBpo-
MeCKMM KOHCEHCYCOM 10 MHTAJISIIIMOHHOM Teparuy peKOMEHIOBAaHBI K
npumeHeHuo aBa mnpernapata PTHU — Toobu (Novartis Pharmaceuticals)
u bpamurto6 (Chiesi Farmaceutici) OTu npemnaparbl He OTJIAYAIOTCS APYT
OT JIpyra I10 coAepxKaHuIo aeiicTByiomero BemecTsa (300 Mr B omHOM am-
myJsie), cnocody MHTalsIUMM M cCXeMe HaszHaueHus. Pasnuuus umerorcst
B KoHueHTpauu (Toou 60 mr/mr, a Bpamuto6 75 mr/min).

B mocnegnue roanl Obl1a pa3paboTaHa M 3aperucTpupoBaHa opMma
tTobpamuiinHa B Buae nopouka (TIT) (cyxoit myapbl) sl MHTaNSLAIA.
Yactuupl, comepxammue npeiictByioniee BemecTBo (IlynpmoCdepnr),
yIakoBaHbl B KallCyJbl U PACIbUISIIOTCS M3 aKTMBUPYEMOIO AbIXaHU-
eM IOPTAaTUBHOIO MopollkoBoro uHramsropa 11326 — Ilonxanep
(Novartis Pharmaceuticals). Kaxmas kamncyna ¢ TII cogepxut 28 mr ak-
TUBHOTO BellecTBa Bpemsi, HeoOxoaumoe 11 MHTaJIS UMK OJHON J103bI
TII (4 xancynbl) B 4 pa3a MeHbIle, 4YeM aMmyJbl (4 MUHYTHl BMECTO
15—20 munyT). K coxajieHuto, MHOTUE TTallMEHThI HE CMOTYT B MOJIHOM
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Mepe BOCITOJIb30BaThCS MTPEUMYIIIECTBAMU ITOPOIIIKOBOTO MHTAJISITOPA M3-
3a HEBO3MOXHOCTU 00ecTieunTh 3(PPEeKTUBHBIN MHCITUPATOPHbBIN MOTOK
(6onee 30 1/MuUH).

Koaucmumemam nampus

Konuctumerar Hatpusi (KOJMCTUHA CyJibhaT) — 3TO UUKIUUECKUIA
MOJIMIIENITUAHBIM aHTUOUOTUK, TIpou3BoaHoe Bacillus polymyxa varietas
colistinus, KOTOpPbIA OTHOCUTCSI K TpyIle MOJUMUKCUHOB. biaromapst
CBOEI KAaTUOHHOW MPUPOJIE MOJUMUKCUHOBBIE aHTUOMOTUKHU CITOCOOHBI
TTOBPEXIaTh KJIETOUHbIe MeMOpaHbl M OKa3bIBAIOT JECTBME Ha IrpaMo-
TpulaTeabHble 6akTepuu. [Tauuentsl ¢ MB B 11e710M X0poiiio nepeHo-
CAT KOJIMCTUMETAT HATPUSl, OJTHAKO HEPENKO HalitoaaeTcss OpOHXOKOH-
CTPUKIINSI, OCOOEHHO Y JINII ¢ OPOHXWAIBHON acTMON WM THUIIeppeaK-
TUBHOCTBIO AbIXaTeJbHbIX MyTeil. Heo0xoauMo NpoBOAUTh MHTAJSIIAIO
KOJIUCTUMETAaTa HATpUsI cpa3y IMOcje ero pa3BeleHUs, MOCKOIbKY IO
MPOLIECTBUU JJIUTEJbHOTO BPEMEHU MpernapaT ruapou3yercsi ¢ obpa-
30BaHMEM OCHOBaHMII KoJUcTUHA A (monuMuKcuH El) u konuctuHa b
(momumukcuH E2). Ciaeagyer orMeTuth, 4yTo B 2011 T. OBLIO 3aKOHYEHO
paHIOMU3MPOBaHHOE NBoiiHOe ciernoe ucciaeaoBanue Il ¢asbl o 6e3-
OINaCHOCTU HOBOI (hOPMBI KOJIMCTUMETAaTa HATPUsl B BUAC MyApPhI, MPHU-
MeHsemoii yepe3 uHraasatop (Colobreathe, Forest Laboratories, Benuko-
OpuTaHus), U MOCJIe perucTpauuun npernapara EBporneiickum MeauumnH-
ckuM areHTcTBOM B 2012 1. OH Hayall mpuMeHsThcs B EBporre.

Asmpeonama auzun (A3JIU, Cayston)

A3TpeoHaM — 3TO CHMHTETUYECKUIl aHTUOMOTMK MOHOOAKTaMHOIO
psina (MOHOUMKIMYECKUI -1aKTaM), KOTOPbI aKTUBEH B OTHOLLEHUU
IPaMITOJIOXUTENbHBIX a3POOHBIX MUKPOOPTaHM3MOB U YCTOWMYUB K Acii-
CTBUIO OOJIBILIMHCTBA -JTaKTaMa3s.

Joka3aH KIMHWIECKN 3HAYMMBII €0 CHHEPTU3M ¢ aMUHOTJIMKO3U/Ia-
MU B OTHOLIEHUU Ps. aeruginosa. A3TpeoHaMa JIM3UH — 3TO HOBas, Ipo-
mrenias ceprudukanmio B 2010 r. 1ekapcTBeHHas (popMa 11l a3p030Jb-
HOTO JieueHUs] UH(pEKUMHU, BbI3BaHHOW Ps. aeruginosa, y 60abHbIX MB.
B cocraB npenapara A3JIM BxoguT coenumHeHue, Oe30macHoe I MHTa-
JIAIIAA, B TO BpeMsI KaK a3TpeoHaMa apTWHWH, WCIIOJb3YEeMBbIi T BHY-
TPUBEHHOTO BBEACHMSI, TIPU JJIUTEJIbHON MHTAJISILIMOHHON Teparnuu MO-
JKET BbI3bIBaTh Yy 001bHBIX M B BocnajeHue abIxaTelbHbIX ITyTeit. A3Tpe-
OHaMa JIN3WH BBOIAT TIPU TIOMOIIIM 3JIeKTPOHHOTO Hebymaiizepa eFlow,
obecrieurBas AeMOHMpPOBaHUE B TiepruepUueCcKUX OTAeIaX JErKUX yepe3
2 muH uHranguuu. A3JIW npumMeHsiercs B 103¢ 75 Mr 3 pasa B AeHb 110
cxeMe 28 yepe3 28 gHelt.
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IIpu TsKEen0M TedeHuM MHQEKIIMOHHOTO Mpoliecca 1ej1ecoo0pa3Ho
yepeaoBaHUE WHTAISIIMOHHBIX AaHTUOMOTUKOB JUISI TIPeAyIpeXkaeHUst
¢opMUPOBaHUS PE3UCTEHTHOCTU BbICEBAaEMOI MUKPOQJIOPHI.

Pa3pabarbiBaeMble HHTAISIMOHHbIE AHTHOMOTHKH

Jlunocomaavnolii amuxauun

INpenapar Arikace B mo3e 560 MTr/cyT TOBTOPHBIMU Kypcamu IIO
28 mHel ¢ TepepbiBaMu B 56 IHEH — MPOAOIKAIOTCS KIMHUYECKHE MC-
MTBITAHMSL.

Jlunocomanvuwtii yunpoghaoxcauun

ITocne ycneurHoro 3aBepiueHus ucciaegopanuii I u 11 ¢pasel mo nsyye-
HUIO 6€30MacHOCTH 1 3 (GEKTUBHOCTA WHTAISIIIMOHHOTO TTPUMEHEHUS
JIMTIOCOMAJIBHOTO  LIuTpodioKcaluHa Oblja MOATBEpPKAeHAa BO3MOX-
HOCTb Ha3HaYeHU Mpemnapara 1 pa3 B IeHb.

Jesoghaokcauun

JlekapcTBeHHas1 (popma GTOpXMHOIOHA JeBodIOKCALMHA JJISI a3PO-
30JILHOTO BBeAeHUs, paHee HasbiBaemass MPP376, Gbuta 3apernucTpupo-
BaHa 1oj Ha3BaHUeM Aeroquin (Mpex Pharmaceuticals, CILIA) u crieriu-
aJIbHO MOATOTOBJICHA JJI BBeAcHUS yepe3 HeOynaisep eFlow. Aeroquin
B HACTOsIIIIee BpeMsl IIPOXoauT KianHndecKyio oueHKy (I1I ¢aza) y 6omb-
HbeIX M B, nociie Toro Kaxk pe3yjibTarhl Y 310pOBBIX J0OPOBOJIBLIEB MPOe-
MOHCTPUPOBAJIH €r0 XOPOIIYI0 MePEeHOCUMOCTb. JATUTEIbHOCTh MHT IS~
M He TpeBbImaeT 4—6 MuH. OCHOBHBIM ITyTeM SJIMMUHALINY TIperapa-
Ta U3 JIETKUX SIBJISIETCSI CUCTEMHOE BCAaChIBaHUE.

Dochomuuun

Komb6uHauust npenapata ¢ochoMUIMHA U TOOpaMUIIMHA B COOT-
HoueHuu 4 : 1 cneuuanbHO paspadoraHa komnaHueit Gilead Sciences
(CHIA) n1sa mcnonab30BaHMS ¢ IIOMOIIBI0 HeOynalizepa eFlow miis 6opb-
06l ¢ Ps. aeruginosa.

Banxomuuun

[TpoxoasaT KIMHUYECKHE UCTIBITAHUS MpernapaTa, KOTOPbIi MO3UI1O0-
HupyeTcs 11 JjedeHnust MRSA.

4.4. Jleyenune oCI0KHEHHI MYKOBHCIII03a

OcnoxHeHus, TpeOyolre 3KCTPEHHOM rocuTalIu3aluu:

1. I[THeBMOTOpaKC, MTHEBMOMEAUACTUHYM.

2. JlerouHoe KpOBOTE€UEHUE.

3. KpoBoTeueHue U3 BeH MulleBOia UM KUILIEUHOE KPOBOTEUEHUE.
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4. JlobapHbI€ I CETMEHTAPHBIC aTeJIeKTa3bl.

5. T'unokceMus v ruriepKamnHusl.

6. CUHIPOM IMCTaJIbHOM MHTECTMHAIBHOM OOCTPYKIIMU (9KBUBAJICHT
MEKOHHMaJIbHOTO Wieyca).

7. IleueHouHast sHUEdaTONATHS.

8. Ocrpas novyeyHas HeOCTATOYHOCTb NPY MPUMEHEHUN aMUHOTJIU -
KO3UJIOB.

9. HeykpoTumasi pBoTa u/uiu nuapesi, MpUBOASIINE K 00€3BOXMBA-
HUIO U BbIPAXKEHHBIM 2JIEKTPOJUTHBIM HAPYILIEHUSIM.

He TpeOyloT aKCcTpeHHOI rocnuraivM3alud U3 OCJIOXHEHUN KPOBO-
XapKaHbe U pa3BUTHE raliMOpUTA.

HHeBMOTOpaKC U IHEBMOME/TUACTHHYM

OOBIYHO JIeYeHMe TPOBOAUTCI B YCIOBUM XUPYPIMYECKOIO OTIHEIIE-
Hust. OCOOEHHOCTSIMU JISUeHUSI THEBMOTOpaKca y 00JbHbIX M B siBisieTcst
JIJIATEJIbHBIA IpeHaK IJIeBPaJIbHOM MOJIOCTU U MPOBEACHME TIIeBpOIe3a
JUTS Pa3BUTUS CITA€K MEXAY BUCLEPAJIbHOU U IMapyeTalbHOU IIJIEBPOM C
LIEJIBIO TIpemyIpexKAeHNsl ouepeIHOro ITHeBMoTopakca. IlimeBpome3 He
BCera MpUMMeHsIeTCs Y ITaleHTOB, INIAHUPYEMbIX Ha IepecajKy JerkKux.

KpoBoTeuyenne npu MyKOBHCIHI03€

Jlezounoe kposomeuenue y 601pHbIX M B CBSI3aHO ¢ XpOHWYECKUM BOC-
MaJMTEeJbHBIM IIpolieccoM ((hopMUpOBaHUE OPOHXOIKTA30B MpPU IIePCH-
CTUPOBAHUU «alPEeCCUBHOI» XPOHUUYECKON CUHETHOWHOI MHGEKIINUN),
a Takke 00YCJIOBJIGHO XPOHMUYECKOM YCIOBHO-MATOTeHHON MUKOOMOTOM
(MuKOGI0pOIi) MPHU aJUIEPTUIECKOM OPOHXOJIETOUHOM acIiepruiIie3e.

[To MHTEHCUMBHOCTU KpPOBOTEUYEHUE TMOAPA3/CIISIETCS] Ha MACCHBHOE
(6onee 240 M1 KpOBU OJHOKpPATHO WK exeaHeBHoe 6oiiee 100 M1 KpoBu
Ha NpOTsKeHUU 3 nHeit), cyomaccusHoe (20—100 M1 KpoBHM) 1 KpoBOXAap-
KaHbe (MpoKpalluBaHUe MOKPOThI KPOBbIO).

JArarHoCTUYECKMI aJITOPUTM TPU JIETOUHOM KPOBOTEUEHUU BKJIIOYA-
eT McclleloBaHre aHau3a KpoBU (C OrpeaeeHrueM KOJIM4YecTBa TPOM-
OOLIMTOB, BPEMEHU CBEPTHIBAHUS M JUIMTEJbHOCTH KpPOBOTEUEHUS),
orpejiesieHle reMaToOKpuTa, IPYIIbl KPOBU, PEHTreHOrpahuto rpyaHOMN
KJIETKM, KOoaryJorpaMMmy, pMHOTPaxeoOpPOHXOCKOIMIO, TTPU MAaCCUBHBIX
KPOBOTEUEHUSIX MPOBOJAUTCS aHruorpacdusi (OIHOBPEMEHHO BO3MOXKHA
5M00J11M3al1Ms] OTBETCTBEHHBIX 32 KpoBOTeUeHUe cocyaoB). [Tpu maccus-
HOM KPOBOTE€UEHUHU MAlIMEHTHI IOMEIAIOTCS B OTAEICHUE peaHUMalluu,
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Mpu cyOMacCMBHOM — B CITEIIMAJIM3MPOBAHHOE ITYyJTbMOHOJIOTMYECKOE
oTIeJieHue, TIPU KPOBOXapKaHbe BO3MOXHO JieYeHUE B aMOYJIaTOPHbBIX
YCIOBUSIX.

Jlewenue (maccusHoe u cyomaccusHoe KposomeueHue): oOeCTeUeHUe
BEHO3HOI'O JOCTYIIa, MOJIOXEeHNEe OOJIbHOTO Ha CTOPOHE KPOBOTEUYEHMUS,
orpaHuYeHue KUHe3uTepanuu, remoctatuku (aramsuiar, E-AKK, cBe-
Ke3zamMopoxkeHHas1 ria3ma, ButaMuH K), BoccranoBienue OLIK, anTu-
OMOTHUKM C YYETOM YYBCTBUTEIbHOCTU BbICEBAEMOM MUKPOMIOPHI, KOH-
cyJibTaliusl Xupypra. Xupypruueckoe JIeYeHUEe MOXKET 3aKJII0UaThCs B IM-
0oJin3alu, TepeBsi3Ke KPOBOTOYAIIEro cocyaa uin jJodakromuu. [pu
KpOBOXapKaHbe IPUMEHSIOTCS T'eéMOCTaTUKW M TPOBOAMTCS JIeUeHUE
00ocTpeHus 3a00JIeBaHUSI.

Keayoouno-xumeunoe kpoeomeuenue oObIYHO BOZHUKAET U3 BEH MU-
1IIeBOA MPU HAJTMYMU TTOPTATbHOW TUIIEPTeH3UU. JleyeHue 3aKTI09aeTCs
B MpuMeHeHue 30H1a biekmopa, mpruMeHeHus BazorpeccuHa. Bo3aMox-
Hbl SHIOCKOMUYECKUe (CKIepO3UPOBaHME WIM JUTMPOBAaHUE BEH) BMe-
IIATEIBCTBA WIIM PSIZT XMPYPIUYECKUX OIepalvii (pa3o01maroIime onepa-
1IMU, TOPTaJbHOE IIYHTUPOBAHME, TPAHCIOTYJISIPHOE TPaHCIIEUeHOUYHOE
LIIYyHTUPOBAHUE).

Jlobapnvte uau ceemenmapnvie amenexmaswl

WX neyeHue MPOBOAUTCS B CTallMOHApE MO OOLIMM MPUHIIMIIAM Jie-
YeHUs aTeJIeKTa30B C MPUMEHEHUEeM aHTUOMOTMKOB, OPOHXOJIUTUKOB,
MYKOAKTUBHBIX MTperapaToB 1 OPOHXOCKOMUYECKOTO MOCOOHUSI.

I'mmokcemus u THNepKamHusa

OOBIYHO AJ151 KOPPEKLIMU TMITOKCUM TpeOyeTCss Ha3HAYeHUsI KUCIOPO-
na. ['mmepkamHust MOXeT ObITh IMKBUAMPOBaHA JIMIIb ITPY HaJa>KBAHUN
JpeHaxa MOKpPOThI Ha (DOHE aKTMBHOI aHTUOAKTEpUAIbHOM TepaIinu.

Heo0OxonuMocTh IpUMeHEeHUST KUCJIOPOAa BOSHUKAET Y OOJIbHBIX C TSI -
JKeJIbIM TeuyeHueM 3abojieBaHus Ha (hoHe 000CTPEHUIT BTOPUUHOIO XPO-
HUYECKOIro OpOHXUTA. Y OTHAEJbHbBIX OOJBHBIX HEOOXOaMMa JIUTEIbHas
KHMCJIOPOAOTepaIiisl Ha JOMY IIOCTOSIHHO, BO BpeMs (hM3MYeCKUX Harpy-
30K WJIM HOUbKD. OOBIYHO MCIIOIb3YIOTCS HOCOBBIE KAaHIOAU MPU MOTO-
K€ Kucjaopoja oT 1 10 5 TUTpoB B MUHYTY (4alle 1—2 JuTpa B MUHYTY).
Crnenyer MOMHUTH 00 OMACHOCTU rumnepkanHuu. M30bITOK Kuciaopoaa
y 0osibHbIX MB 3HauMTeNnbHO omacHee ero HegocraTka. IlokazaHuem
K Ha3HAUYE€HMIO KMCJIOPOIa B OCTPBIA Iepuo 3a00JIeBaHMs MOXKET CUM-
Tarbcsi cHkeHune SpO, Huke 88% 1o aaHHBIM MynbcokcuMeTpuu. [1o-
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TOK KHCJIOpOJa PEryJvpyeTcs Mo yBeJMYeHUIo rnokasateneir SpO,. He
cienyeT 100MBaThCs YBEJIMUEHUSI TToKa3aTesieil MyJIbCOKCUMETPUH BbILLIE
94—95%, Tak Kak B 3TOM cilyyae BO3MOXHO yBesnueHue pocrta PaCO,
y OOJIBHBIX B CBSI3U C YMEHbIIIEHNEM 00beMa BEHTUISILIUU B YCIIOBUSIX U3-
ObITKa Kuciaopoaa. Ilpu npoBeaeHUNM OKCUTeHOTEparuu MPUHIIAIUAb-
HO BaXXHO YYUTBIBATH PsIl 00CTOSITEILCTB.

K xuciopony He06XOIMMO OTHOCUTECSA TaK Xe, KakK K JII000MY IIpyTro-
My MEIULIMHCKOMY MpernapaTty; ero Hy>KHO MPUMEHSITb 10 OMpPeAeIeHHbIM
MMOKAa3aHMUSIM (IOKYMEHTHUPOBAHHAsI TUTIOKCUS TI0 JTaHHBIM Tra30BOTO CO-
CTaBa apTepuaIn3upoBaHHON KpoBU U SpO,), B ONpENeNeHHBIX 103aX U
MTOMHMUTB, YTO OH 00J1aJaeT BeChMa OMaCHBIMU MOOOYHBIMU 3 PEKTaAMU.

KoHIeHTpamys KUcaIopoaa B IbIXaTeJIbHON cMeCcH JOJIKHA ObITh MU-
HUMAaJIbHOM, HO JOCTaTOYHOM I/ KOPPEKILUN TMIOKCEMUU (KOHTPOJIb
no KOC u Sp0O,).

[penenpHast 6e30macHast IS ITATETHHOTO MPUMEHEHMS KOHIICHTpa-
LIMST KUCJIOPOA B ABIXaTeIbHOM cMecH cunTaeTcs paBHoi 50% (6 1/MuH
yepe3 HOCOBbIE KaHIOJN ).

Toxkcuueckoe BIMsSHUE BBICOKMX KOHIEHTpaLMii Kuciopoga (bosee
50%) Ha nerkuie He MMeeT CreuPUIECKIX MTPU3HAKOB U TIPOSIBIISIETCS
B BHUJIE aTeJIEKTa30B, THOMHOIO TPaXeOOPOHXUTA WU PECITUPATOPHOTO
JUCTPECC-CUHIPOMA, KOTOPBIE B TaJIbHENIIIEM COOTHOCSITCSI C YEM YTOJI-
HO, HO HE C OKCUT€HOTEpAIIUEN.

[Mpn o6ocTpeHMAX OPOHXOJIETOYHOTO TIPOIIECcca, COMPOBOXKIAIOIINX-
csl TUTIOKCHEH, KUCTOpoaoTepanusl B CTallMoHape MPOBOAUTCS MHIVBU -
JIyalbHO 1 OObIYHO B TeueHue 7—10—14 gneii. BHauyane xuciaopon Ha-
3HayaeTcsl KPyrJioCyTOYHO, 3aTeM Ha HOUb U MpU (PU3NUYECKO Harpyske
U IpY YJAYYLIEHUU COCTOSIHUS OOJIbHBIX U HOopMayim3auuu SpO, HOUBIO
KUCJIOPOIOTEPAIIUsSI OTMEHSIETCS.

HnurenvHas kucnopoporepanust (JIKT) mpoBomutcsi ¢ moMOIIbIO
KUCJIOPOJHBIX KOHLIEHTPATOPOB Ha JoMy. B aTux mpubopax rpu nmoMorumn
KOMITpeccopa 3acachIBaeTCs BO3MYX M3 OKpYKaloIIeit cpeibl, (PrIbTpyeT-
csl M BBICYILIMBaeTcs. 3aTeM B CrielMaJlbHOM LIMJIMHAPE, KOTOPIi 3amoJi-
HEH HEOpPraHWYECKUM CUJIMKATHBIM TTOPOIIKOM M SIBJISIETCSI CBOeoOpas-
HbIM MOJIEKYJISIPHBIM CUTOM, CBSI3bIBAOTCSI MOJIEKYJIbI 230Ta, a KUCIOPO
MpoITycKaeTcs K mauueHTy. B mpubdope nMeeTcst ABa LUJIMHIpaA, padoTaro-
L€ B peXXMMEe MasTHUKA: B OTHOM ITPOU3BOIUTCS KUCIOPOJ, B TO BpeMsl
KakK B PYTOM «MOJIEKYJIIPHOE CUTO» OCBODOKIAETCS OT MOJIEKYJI a30Ta.

ITokazannem K HazHaueHuto A TK asnserca croiikoe cHrxenne PaO,
Huxe 55 MM pr. cT. B atom ciayyae JIKT nmpoBoaUTCS KPyTrjIOCyTOUHO UJIU



4.4, JleueHre OCIOXKHEHU MYKOBUCIIMI03a 93

1o KpaiHeii Mmepe 16 yacoB B cyTku. [1pu pa3BuTum rurmokceMmn Ha (poHe
(bmzrMuyeckunx Harpy30K armrapar UCMoJIb3yeTcsl B TeYEHUE ITUX HArpy30K,
a IIpY HOYHOM TMITOKCEMUN — HOYbIO.

KoHTpomb Kak B ciiyyae 9KCTPEHHBIX CUTyalnii, Tak 1 B ciydae JIKT
MPOBOAMUTCS C UCIMOJb30BAHUEM MYJIbCOKCUMETPA, UCCIENOBaHUS Ia30B
KPOBHU IIpU Y4eTe OOIIEro COCTOSIHUS O0JIbHOTO.

JleyeHue TUCTAILHON HHTECTHHAIBHOMH 00CTPYKIIMU
(9KBMBAJIEHT MEKOHHAJILHOTO HJIeyca)

MeKOHMAITBHBIN UJIEYC Y HOBOPOKIEHHBIX OOBIYHO JIEIUTCS B YCII0-
BUSIX XUPYPTrUYECKOTro OTAeJIeHUs. BoJbIIMHCTBY TMAalMEHTOB IPOBO-
JUTCS XUPYyprudeckoe jeueHue. Y aereit u B3pocibix ¢ MB oTMmeuatorcst
9KBUBAJIEHTHl MEKOHUAJIBLHOTO wieyca (00JiM B XUBOTE, MajbliupyemMasi
yBeJIMUEHHAsl cjiernas KUIIKa, 4acTUYHas WM TOoJHas KUIeyHash 00-
CTPYKIIMS KpaiiHe BSI3KWM COINEPXKMMBIM), Ha3bIBaeMBIe B HACTOSIIEE
BpeMsI CUHAPOMOM JAMCTaTbHON MHTeCTUHAbHOI o0cTpykuuu (CANO).

®axkTopbl pucka paszputus CAMO: Tskenble MyTalUu, HaJIUUUE
MMaHKpeaTHYeCKOi HeMOCTaTOYHOCTH, JeTUApaTaIus, TNIOX0 KOHTPOJIb
CUHApPOMa MaJibabCOpOLIMU, MEKOHEaJIbHBII WIeyC B aHaMHe3e, 1uaber,
COCTOSTHHE TIOCJIe TPAHCIIJIaHTAIINH.

B nerkux ciyyassx MoryT ObITh 3(h(peKTUBHBI J1aKTy103a (Arodanak) rno
2,5—10 M1 2 pa3a B AeHb B 3aBUCMMOCTHU OT BO3pacTa IallMeHTa 1 alleTUII-
mucrenH 10 600—1800 Mr B cyTKu. B TsKelbIX clydastx (PBOTHI, 3aIIOPbI
C CUJTbHBIM 00JIEBEIM CUHIPOMOM ) IIPOBOASATCS KIM3MBI ¢ 5—10% pacTBo-
poMm auetuialucrenta (100 mu1 2 pa3a B ieHb). Bo3MOXKHO HCII0Ib30BaHUE
(opnakca B 00bIuHBIX 103aX (10 1 roga 4 r (1 maketuk), 1—4 roma — 8 r
(2 makeTuka), 4—8 net — 8—16 1 (2—4 nakerrka). JleiicTBre poOSIBISET-
cs uepe3 24—48 yacos.

ITo EBponeiickuM cranmaptam rpu octpom anu3one CAMO ciaemyeT Ha-
3HAyaTh BHYTPb IIpenaparhbl noausTuieHrkost (I19T10) B no3e 2 r/Kr B IeHb
B IIepecueTe Ha cyxoe BemecTBo (MakcumyM 80—100 r) mm 20—40 mi/kr
B Yac M300CMOTHYECKOTO pacTBopa (MakcuMyM 1 uTp 3a 8§ yacoB). B Poc-
cuu [19T BeInyckaeTcst B Buje npemnapara «I[lonuokcudymapun» (OO0
«Camcon-Meny», CI16., MockoBckoe 1occe, 1. 13, Tei. (812)320-65-59).
Haiir onbIT roBopuTh 0 g0cTaTOYHOM 3(D(HEKTUBHOCTH YKa3aHHOTO Tpe-
naparta. [Tonrnoxkcudymapus cogepxurt B 1 nutpe 15 1 [1OI. HaznaueHue
npenapata B 103e 0,5—1 r/kr B ieHb wiu 10 MJ1/KT B yac pactBopa (o01ast
n03a 700—800 My 3a 5—6 yacoB) JaBajo OTYETIMBLIN 3D GHEKT — Mojyde-
HHUE OOMJILHOTO CcTyja B TeueHue 7—10 gacos.
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JleyeHue neyeHOUHO¥ FHIEDATONATHH Y OOJILHBIX MYKOBHCHII030M

[Ipu osIBIEHNM CUMTITOMOB TTeYeHOTHO AHIIedaonaTun (HapyIe-
HUE CO3HAHMUSI, TTIEYEHOUHBIH 3aI1ax 130 pTa), TOMUMO OrpaHUYeHUSI Oei-
Ka B MUIIIE, CJIEAYET PEKOMEHI0BaTh HA3HAUEHUE JIAKTYJI03bl (todaniaka)
BHYTPB OT 5 10 20 MJI B CYyTKHM B 3aBUCHMOCTH OT BO3pacTa, BHyTPUBEHHOE
BBe/ICHUE aieMeTUOHUHA (TenTpasa) B no3ax 20 MI/Kr B CYyTKH U 3CCEH-
nunane. B ocTpeIx cirydassx BO3MOXHO BHYTPMBEHHOE KalleJIbHOE BBEE-
Hue 10% pacTBopa NIIOTAMUHOBOI KUCIIOTHI, IPUMEHEHKE T1a3Macdepe-
3a U YBEJIMUYECHHUE 03Bl TPUMEHSIEMbIX CUCTEMHBIX KOPTUKOCTEPOUIOB.

AMHHOTJIMKO3U/IbI K ocTpasd nmoyeyHasa HeA0CTATOYHOCTD

Ocrtpas 1movyevyHass HeIoCTaTOYHOCTh MOXET HAOMI0OAaThCA Y MalleH-
TOoB ¢ MB, KOTOpEIE MoTy4YatoT reHTaMULIMH. [1py Grorcuu rmoyex B 3TUX
cliydasix oOHapyXuBaeTcsl TYOYISIpHbIi HEKpo3. ['eHTaMUIIMH SBJIsIeTCS
HaubOosiee He(POTOKCUYHBIM M3 AMMHOIIMKO3MIHBIX AHTUOMOTUKOB,
€ro He PEKOMEHJIyeTCsl UCTOJIb30BaTh (CUCTEMHO) y TlaliueHToB ¢ M B.

MuxkoTHYECKHE OCT0XKHEHUS MYKOBHCHHI03A

bonbpHabie MB, 0COOEHHO C TSKEJIBIM TeUSHUEM, SIBJISIOTCS MalldeHTa-
MM BBICOKOTO PUCKa IO pa3BUTHIO THEBMOMUKO30B U MUKOAJIJIEPTrO30B.
KnnHnueckumu ocobeHHOCTsIMU MB, coueTarolierocsi ¢ MUKOIaTOJI0-
TUeil, SIBJISIIOTCS OTCYTCTBHE JOKHOTO 3(pdeKTa OT aneKBaTHOM Tepanuu
OCHOBHOTO 3a0o0JyieBaHUsI, HEOOBICHUMBIN CcyOheOpuInTeT, KpoBoxap-
KaHbe, OejiecoBaTbhie MM Cepble KOMOYKM B MOKPOTE, PELMIUBUPYIO-
LI OPOHXOOOCTPYKTUBHBIN CMHIPOM, a TAKXKE BBIIEIEHNE MUKOOMOTHI
B 6uocybcTpaTax. Y 60i1bHbIX M B BBISIBIISIETCS BBICOKASI 4aCTOTA CEHCU-
ounmzauuu K rpudam popaa Aspergillus spp., Penicillium spp, Candida spp.,
YTO KOPPEJUPYeT C TsKkecTbio MB u siBisieTcs (pakTopoM prcka pa3Bu-
TUSI PECTIMPATOPHBIX MUKOAJLJIEPTrO30B UM MUKO30B OPTaHOB JIbIXaHUSI.

V psima mauueHTOB ¢ TSKEIbIM TeYeHMEeM 3a00JIeBaHUS JIUIIb ITIpUMe-
HEHMe aHTUMUKOTUYECKHUX MpernapaToB MO3BOJISIET JOOUTHCS PEMUCCUM.

Haubojiee kanmHMYeCKU 3HAYMMOM (opMoOil rprOKOBO MHMEKUINN
ipu M B sBnsteTCs ajuepruvecKuii OpoHxoJierounsiii acneprmnie3 (ABJIA).
Yactora ero y 6onbHbIX M B Kos1e6etcs B pa3Hbix ctpaHax ot 0,6 1o 11%.

Kpurepun ABJIA

1. ITporpeccupoBaHue pecrUpPaTOPHBIX CUMIITOMOB C TOSIBICHUEM
YIIOPHBIX PELIMANBOB OPOHXO0OOCTPYKTUBHOTO CUHIPOMA.
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2. HoBble peHTreHOIOTnYeCKre U3MEHEHMSI B JIETKUX (MH(MUIbTPATHI,
aTesIeKTas3bl, JUHEHHbIC TEHU).

3. MosbieHHbIN ypoBeHb ob1ero IgE cebime 500 1U/L nim 4-kpart-
HO€ MOBBILIEHUE €TO YPOBHSI.

4. ToBbilIeHHBI ypoBeHb cietbuueckux IgE K Aspergillus fumigatus.

5. INosbieHHbIi ypoBeHb 1gG K Aspergillus fumigatus.

6. DosuHoGMIMA B KpoBU 6oiree 15—25%, a Takke B MOKpOTE.

7. BbIceB acIieprujil U3 MOKPOTHI.

TIpu HecBOeBpeMEHHOU AMArHOCTUKE M OTCYTCTBMM aJ€KBAaTHOTO
neueHust ABJIA y 60oi1bHBIX MB hopMupyroTcsi MHOXeCTBEHHBIE MTPOK-
CUMasibHble OpOHXO0IKTa3bl, OTMEYAaeTCs OBICTPOE MPOrpecCMpOBaHUE
OPOHXO0JIETOYHOIO Mpollecca C HapacTaHUEM BEHTUJISILIMOHHBIX pac-
ctpoiicTs. [Ipenmaparamu Bei6opa 1ipu JieueHnn ABJIA gBisIIOTCS KOPTU-
KocTepouanl. PekomeHayercs npuMeHeHue npeaHusoniona 0,5—1 Mr/kr
B CYTKM B TeueHue 2—3 Heaenb. [1pu perpecce KIMHUYECKUX CUMITTOMOB
MpeIHU30JIOH HazHavyaeTcs B 1o3e 0,5 Mr/Kr yepe3 IeHb Ha MPOTSKeHU U
2—3 MecsleB ¢ nocieayloiieit ormeHoit. Heobxoaumo ciieauTthb 3a ypoB-
HeM obutero IgE u cnenmdnueckux IgE, IgG,, a Takke BEIpaXkeHHOCTHIO
303MHOMDWINHU Y 3TUX MALMEHTOB ISl CBOEBPEMEHHOTO BO30OHOBJIEHUS
Tepanuu KOpTUKocTepouaaMu. ToOJbKO MPU HATUYUU MUKOTUYECKOTO
OpOHXMTA M/WUIM CUHYCUTA MOKa3aHa aHTU(yHTaIbHas Tepanus (hy-
KOHAa30J1, BAPUKOHA30J1, KaCIIOPYHITUH, (DYHTU30H U JIp.).

4.5. Xupypruyeckue acnneKTbl MyKOBUCIHI03a

o 60% malreHTOB ¢ MEKOHMAJIBHBIM HJIEYCOM B TIepHOIe HOBOPOX-
JEHHOCTH ITOIBEPraloTCs JIAMMAPOTOMUU C Pe3eKIMel yacT KUIIKU. OT-
JeJIbHbIC TALMEHThl ¢ MB HYXXIAI0TCSI B KOPMJIEHUU YepPE3 racTPOCTOMY
MpY KpailHe HU3KUX BECOBBIX NMPUOAaBKax M 0E3yCIEIIHOCTH MTPUMEHE-
HMSI TATAHUS Yepe3 HAa30raCTPaIbHBIN 30H]I.

[Tpu momno3e Hoca HeOOXOAMMA MOTUMIKTOMHUSI. OTepalnio Hepe-
KO TIPUXOIUTCS TPOBOAUTH TOBTOPHO.

IIpu TsoKeTOM TeYeHUH 3a00I€BAHMS W BHIHYKIEHHBIX JIUTEIBHBIX
Kypcax BHYTPMBEHHOI aHTUOAKTEPUAIBbHOM TepAIlUK Y Psiia MaLMeHTOB
1eslecooOpa3Ha MOCTAHOBKA MTOJHOCTHIO HMILUIAHTHPYEMOTO IO/ KOXKY Be-
HO3HOro Karerepa (mopr-cucrema). ITopT-crcreMa COCTOUT M3 BHELIHE-
ro KopIyca, TUTAHOBOM KaMephl, CUJIMKOHOBOW MeMOpPaHbl U KAHIOIH.
IToTeHIMAIbHO TIPUTOAHBI IS MCITONB30BAaHUSI HAPYKHAS U BHYTPEH-
HSISI IpEMHbIE, MOAKJIIOUMYHASI U IUleueBasi BeHbl. JIMCTaIbHBIA KOHELl
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KaTeTepa pacrojiaraeTcsi B BEpXHEil 1oJIolf BeHe HEeTOCPEACTBEHHO Haj
MpaBbIM TIpecepareM, a TPOKCUMAaIbHbIN MPUKPETISETCS K TUTAHOBOM
kamepe. [TogoOHOe mpucnocobyieHre MO3BOJISIET HE TOIBKO BBOIUTh HE-
00XoIMMBIE JIEKapCcTBa, HO W TIPOBOIUTD 3a00PHI KPOBU UTS MCCIIEIOBA-
Hus. 7151 Kaxkaoro Bo3pacTa CylecTBYIOT CBOM pa3Mephl cucteM. MimeeT
3HaUYeHWE M TOCTaBJIeHHas 3amava (IpoBeIeHUe XUMUOTepaIu, BBeIe-
HHE aHTUOMOTUKOB, TIEpETMBAHMS TIperiapaToB KPOBH, MapeHTepaIbHOe
nutaHue). B Hacrosiee BpeMsi CYIIECTBYIOT CIellMajibHbIe PacTBOPHI
JUTST TIPOMBIBAHMST TaKWUX CHUCTEM, KOTOpPBIE MOTYT HCIIOJb30BaThCS HE
exXeHeaeabHO (Kak panblie), a 1 pa3 B 2—3 mecsua. OyHKIMOHUPYET
ycTpoiicTBo oT 2 1o 10 ner.

Ho 18% neteit ¢ MB B Bo3pacTe 1—2 J1leT MMEIOT peKTaJIbHbIi MpoJianc,
KOTOPBIN y OONBIIMHCTBA McUYe3aeT MpU HazHaueHUU (EepMEHTOB, HO
HeO0OoJIbIIIast YaCTh ALMEHTOB (0KO0JIO 5%) MOXeT IOTpeOOBaTh XUPYPri-
YECKOTO JICUCHMS.

[Ipy HanTMYMY MOPTAJIBLHON TUNMEPTEH3UH TTPOBOJISTCS CKICPO3UPYIO-
e MaHUITYJISIIN, ITYHTAPYIOIINE OMepPalli, BBITIOJHICTCS JacTHY-
Hasl CIIeHaKToMUsl. B psife ciiyyaeB MpoBOAUTCS Tiepecaaka rneyeHu.

[1pu moBTOPEeHNY MHEBMOTOPAKCOB IIPOBOAUTCS IJIEBPOIE3 UM TUIeB-
POSKTOMMSI.

VY nanyeHToB, UMEIOLIMX MOCTOSIHHYIO MOTPEOHOCTh B IJUTEIbHOM
KUCJIOPONOTEPANTNH, C KpaliHe BbIpaskeHHBIMU HApYIIEHUSIMU QYHKIIUN
JIETKUX TPOBOMASITCS ONepaluy MO TPAHCIVIAHTALMM JIETKMX WJIU TpaHC-
IJIaHTalMKW KOMIUIeKca cepale—ierkue. MMeoTcs HEeMHOTOUMCIEHHbIE
coO00IIeHNsT 00 YCHEIIHBIX OMNepalrsIX 10 OJHOBPEMEHHON Ilepecaake
JIETKUX Y TIOIXKEJyTOYHOM Xeyle3bl Y MallMeHTOB C MyKOBUCLIMIO30M.

4.6. MenuIMHCKHUI YXO/ 1 JieYeHHEe B TEPMUHATIBHBIX CUTYAIMAX

B Bex TeXxHMYECKOro mporpecca M OIPOMHBIX YCIIEXOB MEIMIIMHBI
JI10001i TpodecCUOoHall, 3aHMMAIOIIUIiCSI MPO0JIeMO MYKOBUCLIMIO03a,
TSIKEJI0 TIePeXXUBAET KaXKIbli cydail CMepTH CBOMX MalMeHTOB. Tepmu-
HajbHas (paza 00J1e3HM MOXKET HACTYIIUTD B JIIOOOK MOMEHT OT Ilepuoaa
HOBOPOXAEHHOCTHU 10 cTapocTu. OOBIYHO OHA HACTYMAaeT MpU Mporpec-
CMPOBAaHMM PECIIMPATOPHBIX HAPYIIEHUN IPU 3HAYMTEIbHOM YBeInYe-
HUM IOTPEOHOCTHU B KKCI0poae. HeBO3MOXKHO TOUHO ONpeAeInTh BpeMs
HACTYILJIEHUsI 3TO# TocenHel ¢a3bl U ee IJIUTEeIbHOCTh. TeM He MeHee,
HEoOXOAMMO 3apaHee 3HaThb MPUOIMKEHME 3TOr0 MOMEHTAa HE TOJIbLKO
B AMarHOCTUYECKOM IIaHE, HO U JJISI OCO3HAHMS 3TOro (pakra.
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7151 O0JIBIIIMHCTBA NALMEHTOB TparniHa HEKOHTpOoJIMpyeMast nH(peK-
1Ml B JIETKUX, KOTOpasl MPOTPECCUBHO YXY/AIIaeT UX COCTOSIHUE, HECMO-
Tpsl HA MPUMEHEHUE HOBEHIIIMX TEXHOJOTUI B JieueHUU. TpaHCIuiaHTa-
IIUST JIETKUX, KOTOpast MOXeT IMPOIJINTh UM XKW3Hb, HE BCEeTIa BO3MOXHA
no psiay npuurH. Cutyauust HepeaKo IpaMmaTuieckas: OTCYTCTBUE B CBO-
€M pernoHe BO3MOXKHOCTH Tiepecaaki, HEBO3MOXKHOCTh JJIUTEILHO TTPO-
JKMBaTh B IPYTOM peruoHe, JUIMTEIbHOE HaX0XAeHUE B JIUCTE OXKUIAHUSI.
MHTEeHCUBHOE JIeUeHUE B CUTYALIUSIX OXUIAHUS TepecaJku JETKUX MO-
JKeT BKJTIOYaTh HEMHBA3WBHYIO BEHTUJISIIMIO JIETKUX (MHBAa3MBHASI Yallle
BCEro okKa3bIBaeTcsl Hea(h(HEKTUBHOIM).

B 11e10M CJ10:KHOCTH TEPMUHAILHOM CUTYAIMH B JKU3HH NALMEHTA BKIIOYAIOT:

» TpymHOCTH oTIpeaeIeHNss UMEHHO TepMUHATBHOM CUTYaIluH.

> HexxenaHue mpoBeAeHMS MAJJIMaTUBHOMN Tepanuu (CONpoTHUBICHUE
MaIMeHTa U B psie CIydaeB MEIUKOB).

> B T0 ke BpeMsi HEOOXOIMMOCTb CAMOT'0 aKTUBHOTO JIeUeHUs BILJIOTh
JI0 MOMEHTa CMEpPTH.

» OmpenesieHre BO3MOXHOCTH JISTOYHOM TpaHCIUIAHTAIIUH.

> OnpenesieHMe BO3MOXHOCTU UCITOJIb30BaHUSI HEMHBAa3BHOM U UH-
Ba3MBHOI BEHTUJISILIUU JIETKUX.

Jlegenue 601€BOTO CUHIPOMA, a TAKXKe YIET TMICUXOCOMABHBIX 1 ITy-
XOBHBIX aCIEKTOB B NaJUIMATUBHOM Tepanuu J0KHO TJIaHUPOBATHCS 0
pexomeHnauusiMm BO3 1 y B3pocbIix, Uy aeTeil.

IManauaTuBHOE JieueHne MpPeanoiaraerT:

— obJseryeHue 001 U IPYTMX HEMPUSTHBIX CUMIITOMOB;

— TIOMOIIb MALIMEHTY BO B3IJISIAEC Ha XKU3Hb M CMEPTh, KaK Ha HOP-

MaJIbHbl€ TTPOLIECCHI;

— CTpeMJIeHUE He YCKOPSTh U He 3aMEeNJISATh HACTYIIJIEHUE CMEPTH;

— yYeT IICUXOCOIMAIBHBIX Y TyXOBHBIX ACTICKTOB B CUCTEME JICUCHIS;

— TIOMOILLb MaLIMEHTY B BEAEHUM aKTUBHOM XKU3HU IO MOMEHTA CMEPTH;

— TIOMOIIb CeMbe (CIIPaBUTHCS C TSKEJION yTpaToid);

— UCIOJIb30BaHMEe KOMaH/bI (Ipy3bsl, POACTBEHHUKU, CTIIeLIUATUCThI,

TICUXOJIOTH);
— TMaJUTMaTUBHOE JICUEHHUE TIPOBOAUTCS KaK B CITEIIMATN3MPOBAHHBIX
LIEHTpax, XOCMucax, Tak 1 Ha OMY Y MallUEHTOB.

ITauueHT 1 ero ceMbsl OKHBI ITOTyYaTh pealMCTUYECKYIo MH(pOopMa-
LI1IO O OOJIE3HU.

[TaleHT, KOTOPbIi eXXeTHEBHO OOPETCs 3a KM3Hb, UMEET ITPaBO yMEPeTh
0e300JIe3HEHHO U JI0CTOIHO. B 3TH nociaenHue THU clieayeT MaKCUMaIbHO
OrpajuTh MalreHTa oT 00JIe3HEHHBIX TTpoLeayp (B OObIYHOM CUTyalluu
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pexxuMbl Tepanuu npu MB mocratouHo arpeccuBHbl). Hackoibko 310
BO3MOXXHO B TaKOW TparMyHOW CUTyalluu cjeayeT o0ecrneyuTb MaKCu-
MaJibHbIN KOMGDOPT MalUEHTY.

MeauumHCKTe TPOoOIeMBbl 3aKJTIOYaI0TCS B KOHTPOJIE Hal CIe YOI -
MU CUMIITOMaMMU:

— OIIYIIEHHWE ONBIIIKY;

— pBOTa;

— 0oJb.

B psine ctpaH uist yMeHbILIEHUS OIBILIKYU TPUMEHSIOT MOPGhUH (BHY-
TPUBEHHO, BHYTPb WJIU B UHTAJISILIUSIX).

CenaTtanuio MaMeHTOB MPOBOIAT CICAYIOLIMMU MpernapaTaMu: rajao-
nepunoa, peHodapouTa, mpernapaThl U3 IPYIIIbl OEH30A1A3EIIMHOB.

s KynmupoBaHUsI pBOThl BO3MOXHO MTPUMEHEeHNEe MPOKUHETUKOB.

1t KynmupoBaHusl 0011 — pa3IMyHbIe aHAJIbI€TUKU.

[Ncuxonornyeckue npoOjeMbl B IaHHOM CUTyalldM 3HAYUTEIbHO
cioxHee. MoXeT MOMOYb IJIaHUPOBAHUE KaKOM-TUOO0 JesiTebHOCTU:
BCTPEYM C APY3bIMU, TTOKYIIKU U U3TOTOBJIeHNE UTrpyiiek. Heodxommma
npodeccuoHaibHasl MOMOILb MCUXOJIOra, HO OCHOBHAsI Harpy3ka BCer-
JIa JJOXKUTCS Ha jevainero Bpaya. C poaMTeasiMu MalueHTa Heo0X0IMMO
OBITH MpeAeIbHO BHUMATEeIbHBIMM, ICKPEHHUMHM 1 YeCTHBIMU. [1pu Beeit
3aHSITOCTU MEAUILIMHCKUI MEePCOHAN T0KEH HAXOAUTh BpeMsl [IJIs TAKUX
MalLMEeHTOB I10 UX MPOChOe WK I10 IIPpochOe ux poautesaeii. MOHUTOPUHT
COCTOSIHUSI MAlMeHTa JOJKeH OBITh 10CTaTOYHO MH(GOPMATUBHBIM, HO
HE HaBSI3UMBBIM JUISI HETO U 110 BO3MOXKHOCTHU 0€30071€3HEHHbBIM.

B naHHOI1 cuTyaliuy moJI€3HO 00PaTUTHCS K IIOMOIIM OOIIECTBEHHOM
opraHusaliuu, B KOTOPOil 00bIYHO COCTOMUT NalueHT. [Toaaep:kka yieHOB
9TUX OpraHU3alMil moayac ObIBaeT He3aMeHMMa JUTSI CEMbH.

4.7. IucnancepHoe Ha0JI0IeHHe

B Poccum nuarHoctuka u jedeHue 6oibHbIXx M B ocyliecTBisieTcs: Ha
TPEX YPOBHSIX:

I. T'opoackoii i paiioHHBIN (POAMIBHBINA TOM, paliOHHAS TTOIUKJIIM -
HUKa UJu 00JIbHUIIA, TOPOCKasl OOJbHULIA).

I1. OGnacTHOI UK KpaeBoil (perMOHaIbHBIN LIEHTP MYKOBUCIIMI03a,
o0JiacTHasl WJIM KpaeBasi 00JIbHU1IA).

II1. ®enepanbhbiii (Poccuiickuii LIEHTp AMATHOCTUKU U JICYCHMSI
MB — MockBa, Poccuiickuit IeHTp 10pO0BOM AMarHOCTUKU — CaHKT-
[leTepOypr).
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3amauu I ypoBHs:

1) 3armomo3puTh 3a00IeBaHNE 110 KIMHUYECKUM ITPU3HAKAM;

2) Ipy BO3MOXKHOCTH MPOBECTU MOTOBBIN TECT;

3) HaTIpaBUTh Ha KOHCYJIbTAIIMIO B CIIEIIMATN3UPOBAHHOE MEIUITNH-
ckoe yupexaenue I1 ypoBHsi.

3agaum I1 ypoBHs:

1) moaTBEpAUTD WU OTBEPTHYTH 1arHo3 MB;

2) opraHu30BaTh AUCIIaHCEPHOE HAOIIOAEHUE.

3anauu I1I ypoBHs:

1) netaabHOE oOcenoBaHue 6onbHOTO MB;

2) AHK-nuarHocTtuka, npeHaTtajibHas fMarHoctuka MB;

3) IUIaHOBOE XUPYPTUIECKOE JIeueHNe OcIoXHeHnir MB.

[Tocne yctaHoBiaeHus1 nuarHo3a MB XxenateiabHO, 4TOOBI UMEHHO
Jieyaluii Bpay cooOIIMI poAUTE/ISIM O 3a001eBaHUM UX pebeHKka. Bos-
MOXHO, BO BpeMsI IepBOii Oecenbl pOIUTEIM He CMOTYT YCBOUTDH BCIO
HeobOxoaumyto nHdopManuo. HeodbxonuMo ynoTpeoasiTh JOCTYITHBIC
U TOHSTHBIC TEPMUHBI, HAa3HAYUTh TTOBTOPHYIO BCTpPEUy M NaTh MH-
(bopMalMo 0 pOAUTENBCKOM acCOLIMALIMU, €CJIM OHA CYIIECTBYET B pe-
THOHE.

Bpaun 13 cOGCTBEHHOTO OIBITA XOPOIIO 3HAIOT, YTO OOJIBITMHCTBO
poauTesieil He CIOCOOHBI aJeKBaTHO OLICHUTh M 3alIOMHUTh KIIIOUEBbIE
(axTsl, Kacaromuecs MB. IToaToMy B KauecTBe UCTOYHMKA MH(bOpMa-
LMK clieayeT HCIOJb30BaTh COOTBETCTBYIONIYIO JIUTEpaTypy, KOTopasi
BcerJa JoJKHa OBITh JOCTYITHA JJIsl poauTeeii aeteit, 0oabHbIX M B.

AKTUBHOE AucCIIaHCepHOe HaOmogeHue OojbHbIX MB mpenmnourn-
TeJbHO MPOBOIUThH B CIELIMATU3UPOBAHHOM LIEHTPE C yUacTUEM Bpauei,
MEIUILIMHCKUX CECTep, CIeMaTIMCTOB M0 KMHE3UTeparu, 1MeTOJIO0TOB,
TICXOJIOTOB W COLIMABHBIX paOOTHUKOB. [1aliMeHTHl HYXKIaloTcs B aK-
TUBHOM JUCIIAHCEPHOM HAOIIOACHUM U HEMPEPhIBHOI Tepanuu B Teue-
HUE BCEU XXU3HU.

HNHbopMmaiirio o peruoHajIbHbIX LieHTpax M B MOXXHO MOIyYuTh B UH-
TepHeTe Ha caittax http://www.mucoviscidos.ru, http://www.cf-rf.ru.

3adauu oucnancepuzayuu:

— OOHOBJIeHHE 0a3bl JAHHBIX O COCTOSIHUM TMallMeHTa MPU KaxXIOM

MOCENICHNUH,

— KOppeKIIns 6a3MCHOU TepaImu;

— TpenynpexiaeHue U aMOyJaTopHOe JiedeHUE JeTKUX 000CTpeHuUit

3a00JIeBaHNS;

— TUIAaHMPOBAHUE TOCIIUTAIU3ALNY;
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MpoBeieHre NPohUIaAKTUUYECKUX KypCOB BHYTPUBEHHOMU aHTUOAK-
TepUaJIbHON Tepanuu y OOJbHBIX C XPOHUYECKON CUHETrHOWHOM
MHMEKIINEH;

00yueHue NallMeHTOB U UX POJIUTEIE METOIaM CAMOKOHTPOJISI CO-
CTOSTHUSI, KUHE3UTepaIruy 1 OCHOBaM (papMaKoTeparnuu.

Heo0xoaumbie ucciienoBanus (B paMKax JUCIIaHCEPU3ALIH)

Ilepsuunvie — das nocmanosku ouazno3a (6cem nayuenmam):

TEHETNYECCKOEC UCCIIEAOBAHUEC,

NCCICO0BAHUE DJICKTPOJIMTOB I10Ta,
NCCICI0BAaHNE HAa3aJIbHBIX ITOTCHIIMAIOB,
nccjieaoBaHue HaHeraTI/I‘IGCKOﬁ 2J1aCTa3bl Kaja.

Oo6si3ameavHble 045 6cexX NAUUEHMOB:

HU3MepeHre MacChl Tejla U pocTa (eXeMeCSIUHO);
MUKPOOMOJIOTUYECKME UCCIeN0BaHUs (MOCEBbI MOKPOThI) — HeE
pexe 1 pa3a B KBapTal, a TIpH TSKEJIOM TeUeHUH 3a00JIeBaHUS XKe-
JlaTeJIeH eXXeMeCSTYHbII KOHTPOJIb;

ucciefoBaHue QYHKIIMU BHELIHETO JbIXaHus (cnuporpadus) —
2—4 pa3a B Tof;

peHTreHorpadus rpyaHoii kietku (1 pa3 B ron);

KorporpamMmma — Jjisi KOHTposisi 2 (HEKTUBHOCTU (pepMeHTOTEPa-
MUy (4acTtoTa McciieoOBaHUs 00roBapuBaeTcsl ¢ JieyaliM BpauoMm);
Y3U opranos opromHoii nojxoctu, DKI', DxoKI', bouoxummuyeckue
ucciaenoBaHust Kpou (AJAT, ACAT, 1unasa, aMuiaasa, IejJodHas
docdaraza, OMMpyOrH, X0JIECTEPUH, TJII0K03a) — 2—4 pa3a B IO,
IMyJIbCOKCUMETpPUSI, ucciaenoBaHue razoB kposu u KOC — mpu
KaXXJIOM MocelleHn lieHTpa M B;

KOMIIbIOTEpHAs ToMorpadust JIeTKUX, MPUAATOUHBIX TMa3yx Hoca
1 OpraHoOB XMBOTa — He pexe 1 pa3a B 2 roza.

Hccaedosanus, npoeodumvle no nOKa3aHusm:

I1pu GomsIX B 3KMBOTE, HOYHOM Kallljle, TJIOXMX BECOBBIX MPUOaB-
kax — racrpockonus (PITAC) u pH-MmeTpust muieBona 1 XKeayaKa;
[Mpu peumuauBax OPOHXOOOCTPYKTUBHOIO CUHAPOMA, HU3KUX TO-
kazatessix @BJI ¥ mooKUTEBbHBIX TTpo0ax ¢ OPOHXOIUTUKAMU —
OPOHXOIMPOBOKAIIMOHHBIE TTPOOBI JIsl ONpeiesIeHNs] YyBCTBUTEb-
HOCTH JIbIXaTeJIbHBIX MTyTEN;

I1pu nomo3peHun Ha OBITOBYIO, IIUILEBYIO U MbLUIBLEBYIO CEHCUOM-
JIU3ALUI0 — aJlIeproodcie0BaHueE;
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e [Ipwm 3amepxke prU3MIECKOro U MOJIOBOIO pa3BUTUSI — MCCIIEI0BA-
HUE TOPMOHAJILHOTO (DOHa.

Hccaenopanne @B/l y nanMeHTOB ¢ MyKOBHCIHIO30M

HccnenoBanne ®BJI sBisieTcss OTHUM M3 BaKHEHUIINX TTOKa3aTeeit
MOHUTOPHHIra COCTosIHUS naiueHTa ¢ MB. TpeboBaHus K 00opynoBa-
HUIO: 0€30ITacHO, TIPOCTO B OOCIY:KMBaHWUM, OTHOCUTEIBHO MEIIEeBO,
MOPTaTUBHO, JOCTYITHO JUISl TTIOKYITKU, HaJIEKHO.

Ho 3 ner uccaenopannrie ®BJI B yc10BUSIX OOBIYHOM KIIMHUKU ITPAKTU -
YeCKM HEBO3MOXHO. JIMIIIb B KPYITHBIX IIEHTPaxX BO3MOXHO HMCCIIEIOBa-
HUe MOoJ, HApKO30M B 3aKphITOil Kamepe (6oaurietusmorpacdusi). C 3 1o
5—6 JIeT TEXHMYECKU BO3MOXKHO MPOBEIECHUE UMITYJIbCHOM OCLAIOMET-
puu. [Tocne 5—6 neT NpoBOAUTCST OOBIUHAS CITMpOrpadus.

Heob6xogumo nmpoBeaeHue ciporpadum 10 U mocje KypcoB BHYTPU -
BEHHOI aHTHOMOTUKOTepanuu. [1pu npoBeaeHUn criuporpadpun oos3a-
TeJbHO MCMOJIb3YIOTCS pa3oBbie (UIbTpbl. CleayeT MOMHUTh, YTO KypC
JIeYeHUs B CTallMOHape OOBIYHO COMPOBOXKIAETCS YBEIMYCHUEM IOKa-
3aTeneil crmmporpadum Ha 8—15%. [pw aHanm3e MydIIMX IToKasaTeneit
criuporpaguu B TeUeHUE psiia JIeT CleAyeT YUYUThIBaTh, YTO CHIXKEHUE
noxkasareseit OP®B1 npu Xopolllo OpraHM30BaHHOM JIEUEHUH HE JTOKHO
npeBbIath 1% B Te4eHUe OTHOTO Tofia.

B kauecTBe MHTErpaTUBHBIX MTOKA3aTeIeii MOTYT UCITOJIb30BAThCS Ha-
TPY30YHBIC TECTHI.

IIpoToKO.JIbI HATPY30YHBIX TECTOB Yy NETei

Tecm 6-munymnoii xo0v0n1 y demeti

Y neteil UCIONB3YETCSI TECT ¢ 6-MUHYTHOM XOObOOW MO KOPUIOPY
JniuHo# okosio 30 meTpoB. IlpemaraeTcs nepeaBUratbcsi MAKCUMaibHO
OBICTPO, HO C COXpaHEHUEM OIPeNeIeHHOTro KoMdopTa B OIIYIICHUSIX.
et MOTYT MEHSITb CKOPOCTh XOJbObI U Jaxke OCTAaHABJIMBATHCS MPU MO-
sBieHuu ycrajgoctu. HopManbHbie 1okasarenu y gereil ot 4 mo 11 jer
cocraBisior 470159 metpoB. HopMbl He pa3imyaroTcs OT I1oJia.

HMMeroTcst HopMaTUBBI B 3aBUCMMOCTH OT BO3pacTa:

4roma — 383+41 m

Sner — 420139 Mm

6 ter — 463+40 m

7 net — 488%+35 M

8 mer — 483140 m
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9 ner — 496£53 m

10 let — 50645 M

11 ner — 512441 m

3-munymmutii cmen-mecm

[TpoBoauTCcs Ha CTyNEHbKE BBICOTOM 15 ¢cM co ckopocTthio 30 momb-
€MOB B MUHYTY B TeUeHME 3 MUHYT. YUUTHIBACTCS ITyJIbC, YACTOTA JbIXa-
HUSI, BBIPAXEHHOCTb OAbIIKK SpO,. DTH mapameTpbl UMEIOT KOppesi-
LIUIO ¢ 6-MUHYTHO# XO1b0OIA.

Tecm ceobo00n020 beca

TecT cioxHO cTaHZApPTU30BaTh, HO OH MHOTAA IIPOBOIMTCS B psic
SMUASMUOJOTUYECKUX HcclienoBaHusx. ITanueHT ¢cBOOOIHO OEXUT MO
JJIMHHOMY KOpUIopy. Bo3aMoxkHa mpoBOKALIMST ONBIIIKK, KalllIsl, U3Me-
HeHre Tokasareneit @B/l mocie 6era. OOBIYHO MOJNYYCHHbBIC JaHHBIE
CPaBHUBAIOT C MPEIbIAYIIMMU TecTaMu. HopMaTuUBOB TecTta He cylle-
CTBYeT.

4.8. PeaOuiutanus 00JIbHBIX MYKOBUCIIHI030M
B CAHATOPHO-KYPOPTHBIX YCJIOBHIX

T'oBOpUTH O TPaTULIMOHHON peabMIMTAIIMKA STUX OOJBHBIX HE MpPH-
XOIUTCS, TaK Kak JiedeHre JOJKHO TTPOBOIUTHCS €KeTHEBHO U KOHTPO-
JIMPOBATHCS KaK CIIEIIMATMCTOM, TaK M C TIOMOIIIBIO Psiia TabopaTOPHBIX
rokKasareJsei.

B TeueHue Bceit XKM3HU 9TU O0JIbHBIE MOJYYAlOT 3aMECTUTENbHYIO Te-
parnuio MUKpocheprnIecKUMUA (GePMEHTHBIMU TIperapaTaMy, TTOJIy4aoT
WHTAJISIIUY, aHTUOWOTUKW, aHTUMUKOTUKHM, TelaTOTPOITHEBIE Mpernapa-
THI U PSII APYTUX MEAMKaMeHTOB. [1py MHTepKYpPPEeHTHBIX 3a001eBaHM-
SIX MOTYT Pa3BUTHCS COCTOSTHMS OTIACHBIE JUTS KU3HU (00e3BOKMBaHUE,
OCTpasl JbIxaTebHass HeIO0CTaATOYHOCTh, OpOHXOCMHa3M M ap.). MHorue
JETU UMEIOT HEMEPEHOCUMOCTh Psifia MHULLEBbIX MPOLYKTOB, AJLJIEPTUIO
K OBITOBBIM aJJlepreHaM, MMMYHHBIE HapyIIIeHUs.

Bce BbllIenepeyncieHHOe CYIIECTBEHHO OCIOXKHSET OTABIX AeTei-
nHBaIMIOB ¢ MB. VX pomuTenu He PUCKYIOT ye3kaThb B OTHAJCHHYIO
MECTHOCTb, TJIe HeT KPYITHBIX CTallMOHAPOB C peaHMMALIMOHHBIMUA OT-
IeleHussMU. B utore MHOTMe ety JieToM ocTalotcs B ropone. C yyetoM
CIIOKHOCTU €XXEeTHEBHOTO 00S3aTeIbHOTO JIeYeHUs IETU W POIUTEIIHN
«IIPUBSI3aHBI» IPYT K APYTY, OTPAaHUYEH UX KPYT OOIeHUsI, BO3MOXHOCTh
repenBrkeHus. B To ke Bpems mx Xopollas couMajibHas amamnTarivs
(0cOOEHHO MOJPOCTKOB) BO MHOTOM 3aBUCHUT OT OOILEHUSI APYT C JApY-
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roM 1 Apyrumu aetbMu. ONITUMaIbHOM ObLia Obl JOMOJIHUTEIbHAS T11a-
HOMepHasi MOMOIIb KBATU(PUIIMPOBAHHOTO TIcuxosiora. Brie3a 60JbHbIX
MYKOBUCIIMJI030M 3a MpeJesibl TOpojia Ha CPOKM CBbIlIE | mecsia Bo3-
MOXEH JIMIIIb B CIy4asix JIETKOro TeueHus 3adosieBaHusi. CyliecTByIoIINe
caHaTOpuM (Jaxe IMyJIbMOHOJOTUYECKOTo Mpoduisl) He MOTyT obecrie-
YUTb HEOOXOAUMYIO KOMIUJIEKCHYIO Tepanuio 00JbHBIX MYKOBUCIIUI030M
CO CPEJHETSIXKENIbIM U TSKEbIM TeUeHUEM O0JIE3HU 1aKe B TIEPU O/, CTOM -
Koli pemuccuu 3adosieBaHusi. OTObIX 3TUX JETeil 3a TpeaesiaMu CBOETro
pervoHa BO3MOXEH JIMIb B COMTPOBOXIEHUU MEAULIMHCKOTO MIepcoHalla
CIEeMaIM3UPOBAHHOIO OTIEIEHMS TIPU COOTBETCTBYIOIIEM OCHAIllEHUU
arnnapaTypoil, MeIMKaMEHTAMH1 1 PACXOJHBIMU MaTepUaiaMu.

s 0310pOBIIeHUS TAKUX AETEH 11e1ecoO00pa3HO OPraHU30BbIBAThH OT-
JIbIX B IOXKHBIX palioHaX CTpaHbl, B MECTHOCTHU C MSITKMM MOPCKMM KJIH-
MaToM IIpu Ooratom BuUTamMuHamMu pauuoHe. Ha teppuropuu Poccun
OINTUMAaJIbHOU KJIMMaTUYECKON 30HOU ISl JIETHETO O340POBUTEILHOTO
OTIIbIXa OOJIbHBIX MYKOBMCLIMIO30M MOXET CUUTAThCcsl YepHOMOpPCKOE
nobepexbe KaBkaza (KpacHomapckuii Kpait) — KypopT Anamna. Ha tep-
putopuun CHI' — 10XHBI# 1K 10ro-BoCcTOUHbIN Oeper KpbiMa.

BaxxHoe MecTo B KOMITJIEKCHOM JIEUEHUU Ha 3TUX KypOpTax 3aHUMAlOT
MOPCKME KYIMaHUsl, TPOAOIKAIOIIMECS C UIOHS MO OKTSI0pbh. DTO 06CTO-
SITEILCTBO TO3BOJISIET aKTMBHO MCIMOJIb30BaTh IIaBaHUE KaK PEKOMEH-
JlyeMYIO CIIOPTMBHYIO Harpy3Kky Ijisi 00JIbHbIX MYKOBUCLIMIO30M B aBIy-
cTe — ceHTsI0pe. XOpouUIrX pe3yibTaTOB MOXHO OXUIATh OT BUHOTPal1o-
JIEYEHU ST, UCTIOJIb3YEMOTO C JAaBHUX BPEMEH ISl 00JbHbBIX C pa3IUYHbIMU
3a00JIeBaHUSIMM JIETKUX (XPOHMYECKMIA OpOHXUT, TyOepKyJie3 OpraHoB
npixaHus). [TokazaHueM K HampaBieHUIO B caHaTOpuu YepHOMOPCKOTo
nobepexbs KaBkaza u KpeiMa Kak IJisi caHaTOPHOTO, TakK U JIJIsT aMmOy-
JIATOPHOTO JIEYEHMUSI SIBJISIIOTCS XpOHUUYECKHEe OPOHXOJIerouHble 3a0osie-
BaHMSI (XpOHMUYECKUE OPOHXUTHI, IM(u3eMa JIeTKUX, OPOHXO3KTA3UN),
00JIe3HHU NUllleBapeHUsI (raCTPUTHI, XOJAEMCTONATUM, DYHKIIMOHATbHBIE
paccTpoiicTBa nuilieBapeHus1) 1 60Je3HU 0OMeHa BelllecTB, UTO Kak pa3
coyeTaeTcsl y 00JbHBIX MYKOBUCIIUI030M.

B kypoprojiorun BBIACISIIOT BeCbMa OJ1arompusTHBIN, OJaromnpu-
SITHBI M HeOJaronpusTHBIM TUMbI Toroa. Becbma OyiaronpusiTHbIN
TUIT XapaKTepU3yeTcsl YCTOMUMBBIM COCTOSSHUEM OCHOBHBIX METEO03JIe-
MeHTOB. CuuTaercsl, YTO MeTeonaTuyecKue peakiiui BO3MOXHbBI MPU
BJIaXHOCTU Oojiee 85%, atMocepHOM JaBieHUMU MeHee 755 mu Gosee
765 MM pr. cT. (<1005 hPa u >1020 hPa), npu ckopocTu BeTpa 6oJjee
8 M/c 1 pe3Kux U3MeHeHusx rnmorojabl. Haubonee 6aronpusTHbIN TUIT
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noroabl oTMevaeTcss B Kpeimy. Bo BpeMst otabixa y 6oapHBIX MB, Kak
rokasbiBaeT Hall 19-J1eTHU OMBIT Bble31a Ha KypopThl YepHOMOpCKOTo
1noGepeskbsi, YBEANUMBACTCS TOABUKHOCTb T'PYAHON KJIETKM, YJydllla-
I0TCS MoKa3aTeau (PyHKIMU BHELTHETO JIbIXaHUSI U pabOTOCITIOCOOHOCTb,
HOpMaJIM3YeTCsl YpOBeHb KOpTHU30ya KpoBu. [Ipu aHanuse TeyeHMs 3a-
0oJieBaHMS TIOCIE OTIbIXa Ha KypOpTe OTMEYaeTCsl YMEHbIIIEHe MHTEH-
CHUBHOCTHM BBIHYXKIEHHON aHTMOAKTEepUaIbHON Tepalmuy M KOJWJIecTBa
HEOOXOAMMBIX TOCTIUTAIU3ALINNA.

I1pu BhIe3me Ha KypopT B COIPOBOXIEHUN Bpadya U MEACECTPhl HE00-
XOJMMO UMETh:

— Habop aHTUOMOTHUKOB JJIsI MIPOBENCHUS MTPU HEOOXOIUMOCTHU BHY-
TPUBEHHO aHTMOAKTepuaabHOU Tepanuu (uedTa3uauM, HedTpu-
aKCOH, TOOpaMUIIMH);

— CpencTBa 3KCTPEHHOM MOMOIIM IO TUITY Habopa B MPOLIEIYPHOM
KabuHeTe cralMoHapa (aHaJlbI'MH, MaraBepuH, 3TaM3ujaT, Tpei-
HU30JIOH U Ap.);

— pacxomHbIe MaTepuabl (IITIPUIIBI, MUHUBEHBI, KaTeTePhI I BHY-
TPUBEHHO BJIMBAHU);

— BCE MEIMKaMEHThI ISl TpoBeneHUsT 0a3MCHOM Tepanuu (MHIUBU-
IyaTbHO JUTS KaXKIOTO TallMeHTa);

— TIOJIHYI0 MHMOpMALIMIO MO BCeM MallMeHTaM U MHIWBUIYyaJbHbIC
KapThl UX HAOJIIONECHMUS;

— KeJlaTeJbHbI TMPUOOPHI [JII KOHTPOJSI COCTOSIHWSI TIAllMEHTOB
(nukdnoymeTp, MOPTaTUBHBIN criuporpad U MyJIbCOKCUMETD);

— Y KaXJoro MaiyeHTa JOJDKEH ObITh COBPEMEHHBIN KOMITPECCOp-
HBII MHTAJISTOP.

Cremyet XeCTKO pa3feliITh MallMeHTOB IO BbICEBaeMbIM MAaTOreHaM

KakK B IToe311e, TakK ¥ B CaHATOPUH (B TOM YHUCJIE B CTOJIOBOIN).

CpaBHeHUE MOTOIHBIX YCAOBUI B mepuod 18/21-mHEeBHOro OTIabIXa
TPYIIIBI CBUAECTEIBCTBYET O O0Jiee OJ1arompusITHOM TUTIE TIOTOIBI B yCJIOBU-
sax Kpbima 1 3anagHoro nodepexnst YepHoro Mopst 1t nauueHToB ¢ MB.

ITokazarenn @BJI B TeueHne npeObIBaHUS Ha KypOpTe ITOKa3aJi, 4YTO
y OOJIBIIMHCTBA MNALIMEHTOB B 5—7-11 IeHb OTMEYaJI0Ch CHUKEHIE TTOKa-
3areneit 2KEJI unu O®B, B npenenax 5—14%.

B 2003 roay (EBnaTopust) cHuXXeHue mokasartesieit Ha 5—7-1i IeHb OT-
MedeHo y 5 gereii u3 10, y 2 mokasaresu B Ieproi aKKJIMMAaTU3aluu He
U3MEHSIIMCH, a 'y 3 Bo3pacTayim yxe B 3ToT nepuo. B 2004 rony (EBnaro-
pusl) CHUKEHUE Mokasareseid Ha 5—7-i 1eHb oTMeyeHo y 9 u3 12 nereit,
y 3 mokazaTesiv Bo3pacTaiu ¢ 3-ro aHs otasixa. B 2005 roay (EBnaropust)
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CHIDKEHME MoKa3aTesIel Yy MallMeHTOB OTMeYeHO Ha 2—3-1i IeHb Ipedbl-
BaHMSI Ha KypopTe, a ¢ 5—7-ro JHs BbISIBJIEHO SIBHOE YBEJIMYEHUE MTOKa-
sareneit ®B/I. B 2006 rony (EBnaropust) He OTMEYEHO CHIKEHUE TTOKa-
zateneit ®BJI. C 3-ro AHS 3TH MTOKAa3aTeIM BO3pacTaiu. Y OOJbIIMHCTBA
mamueHToB (3/4) mpupoct rokasareseit @B/ K KOHITY OTIbIXa COCTaBUII
6os1ee 20% OT MCXOMHBIX MMOKa3aTesieil. MOXHO rOBOPUTh O BO3pacCTaro-
1€ TPEHUPOBAHHOCTH TPYIINbI 3a 4 Tofia (HEeT peakuuii Auzagantauuu!).

[Tpu cpaBHEeHUM NMpUMEHEHUsT aHTUOMOTUKOB B KpbiMy 1 Ha KaBka-
3€ C UCIOJIb30BAaHUEM KPUTEPHS COIIACHS Y2 MOXHO FOBOPUTH O SBHO
MEHbILIEM BBIHYXJIEHHOM MCIIOJb30BaHUM aHTUOUMOTUKOB B Kpbimy
W JIYYIIMX pe3yJibTaTtax oTabixa (B odoux ciaydasx p<0,001). Cratuctuue-
CKM TOCTOBEPHO MEHBIIIee NCITOJIb30BaHNe aHTUOMOTUKOB B EBaropuu,
yeM B Deomocum (p<0,0001).

B 2004 1 2006 1 2013 rogax mpoBOAUIOCH KapAUOITyIbMOHAIBLHOE Ha-
IPy30YHOE TeCTUPOBaHMe (6-MUHYTHAST XOIb0a M0 CTaANOHY). DTOT TeCT
OLICHMBAET CYOMaKCHMAaJbHBII YPOBEHb (DU3MUYECKUX BO3MOXKHOCTEH,
KOTOPOMY COOTBETCTBYET OOJBITMHCTBO €XETHEBHBIX BUIOB (pr3mye-
CKOI aKTMBHOCTU. PesysibTaToM TecTa SIBJISIETCSI pacCTOsSIHHME, KOTOPOe
NanyeHT MOXKET MPOUTU B OBLICTPOM TEMIIE IO POBHOI TBEPAOI MOBEPX-
HocTh 3a 6 MUHYT. [1pr 5TOM GOJIBHBIE CaMU PETYIUPYIOT MTHTEHCUBHOCTD
Harpy3ku, UM pas3pelaeTcsi OCTaHaBIMBAThCSl U OTAbIXaTh BO BpeMsl Te-
cta. [IpoiineHHOE pacCcTOSIHME CPAaBHUBAIN C ITOJDKHBIMU BEJIMUYMHAMU,
KOTOpbI€ PacCUMTHIBAIM MO BbiBeAeHHBIM dopmynam (Enright P. L.,
Sherrill D. L. // Amer. J. Respir. Crit. Care Med. — 1998. — Vol. 158. —
P. 1384).

N3 29 neteit 8 umenn nokasarenu B mpeaenax 60—80% oT MOKHBIX
BennuuH, 13 ot 80 mo 100%, 8 yenmoBek nmenu nokaszatenu Boiire 100% ot
HopMaTuBOB. B Teuenue 2 et 3 gereii u3 6 (1/2) npu npoBeAeHUN Y HUX
ITOBTOPHOTO TECTUPOBAHUS YIyUIIMIN cBor TtokazaTenu (2004—2006 1r.).

DTH TaHHBIE TOBOPST O BHICOKON TPEHUPOBAHHOCTH MALIMEHTOB C MY-
KOBHCITMIO30M, HEOMHOKPATHO BBIE3XKAIONINX Ha 03M0POBUTEIbHBIN OT-
IIBIX Ha TTo0epexxbe YepHOro Mopsl.

B 2013 roay BriepBbIe B OE3AKE yUaCcTBOBAIM ITALIMEHTHI (4 4eI0BeKa)
C TSDKEJIBIM TeueHreM 3a00JieBaHUs U MoKa3aTe My (PYHKIIUU BHEIIIHE-
ro neixanust (OPB1) menee 40% (nBoe u3 Hux MeHee 30%). PaHee Takue
nokazareau @B/l canTanrch MpOTUBOITOKa3aHNEM K BBIC3TY Ha FOXKHBII
KypopT. st obecrieyeHus1 6€30MacHOCTY U BO3MOXHOCTH KaueCTBEHHOM
CHeLMaJIu3uPOBAaHHON ITOMOIIM U MpoBeaeHUsT 3(P(PEeKTUBHBIX peadu-
JUTALIMOHHBIX MEPOTIPUSITUIM BCEM ITAaIlMEHTaM TPYIITY COMPOBOKIAIIN:
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Bpayv-ITyJIbMOHOJIOT (CIEIMAIMCT IIEeHTpa MyKOBHCIIMI03a), Bpad JIOK
(KMHe3uTeparneBT), IBe MEIMLUMHCKMX CECTphbl (CHELMaTUCThl LIEHTpa
MYKOBHUCLIMA03a).

B 2013 r. monoxXuTeabHBIM pe3yJbTaT M0 KOMIUIEKCHOI OLIEHKE I10-
KazaTeJieil JOCTUTHYT Y 18 uesoBeK, He OTMEUYEeHO 3HaAYMMOTO YJyUIIeHUs
rokaszaTesieil y 2 4yeJoBeK.

B TeyeHue oTapixa y 2 maiyMeHTOB OTMEYEHbI SIBJIEHUS JIETKOTO pU-
HoapuHTUTa (CUMIITOMAaTUYECKOE JiedeHUe). Y 3 MalMeHTOB OTMEUEHO
obocTpeHue 3aboseBaHMs, ITOTpeOOBaBIlee Ha3HAUYCHUSI aHTUOMOTHUKOB
BHYTPb (2 MalMeHTa ¢ KpaliHe TSKeIbIM TedeHUEM 3a00JIeBaHUST — TOCIIe
Ha3HaueHMe KOPOTKOIo Kypca aHTUOMOTHKOB YJIYUIIIWIM CBOM ITOKa3aTe-
1 ®BJI; y onHoro nauueHTa nociie OPBU ormeuen BOC, morpeboBaB-
U OPOHXOJUTUKOB U aHTUOMOTUKOB).

ITo pe3ynbpraTaM KOMILUIEKCHOM OLICHKU JieUeHUs (KapTa OLIEHKH Jie-
YeHWUs ), TIPOBeIeHHOM y 16 manreHToB 13 20 B IMHAMUKE CJIeIyeT TOBO-
PUTh O 3HAUUMBIX MOJOXMUTEIbHBIX CABUTAX KJIMMATUYECKOTO JICYEHUS
Ha I03KHOM KypopTe:

[Moxazarean ®BJ] yayumunucs y 10 yeioBek U3 19 1 He U3BMEHWIUCH
y 9 yenosek. Ipupoct XKEJI coctasuin or 8 1o 27%, O®BI1 or 8 10 22%,
IMOC ot 12 10 30%. Ipupoct meHee 6% cunTany He3HAYNUMBIM.

[ToABUXKHOCTB TPYAHOM KJIETKHU YBEIUUMUIACh Y 9 UeJIOBEK U He U3Me-
HUJIAch y 7 MalleHTOB.

ITpo6bl ¢ 3amepxkoit abixaHusi (Illtanre u ['eHua) yBeaMIUIUCh y
10 yeT0BEeK ¥ He UBMEHWINCH Y 6 YeIOBEK.

ITokazarenn KMCTEBO IMHAMOMETPUM yBEIUUWINCH y 10 yeaoBeK u
HE U3MEHWINCH Y 6.

Cuta MbIIILL XKMBOTA yBEIUYWIACh y 12 4yeoBeK M He U3MEHUIIACh Y 4.

I'mOGkocTh (crmbaHuMe TyJOBUINA BIEpen) yBeaumdymiaach y 11 yenoBexk
U HEe UBMEHUJIaCch y 5.

JocTUrHyTo 3HauMMoe yiyulleHue rmokasareseid ®BJI npu akTMBHBIX
3aHSTHUSIX Y OJHOTO MalldeHTa ¢ KpaliHe HU3KUMU UCXOIHBbIMU TTOKa3aTe-
nsmu: Taresina 1., 23 r.: KEJT ucxonnoe 1,56 (46%), O®BI1 0,86 (29%).
B kon1ie otabixa XKEJ 1,86 (54%), O®B1 1,00 (34%). K MoMeHTY oThe3aa
y JEBYLIKNA OTMEYaJIKCh Jyulive nokasarean @B/ 3a mociaenHue 2 roaa.

ITo pesynbraTaM 19-jeTHEro ombITa BHIE3IOB Ha I0XKHBIE KYpPOPThI
MOXHO YTBEPKIATh CIIeAyIoIIee.

1. Brie3n Ha 103KHBIE KypOPThI 0J1aronmpusITeH TSI 0OJIbHBIX MyKOBHC-
uugo3oM (yiayulneHue mnokasareneii @BJI, yBenuueHue ypoBHS pabo-
TOCIMOCOOHOCTH, TMOABUXKHOCTY TPYIHOM KJIETKU, CUJIbI MBI KUBOTA,
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pe3epBHBIX BO3MOXXHOCTE OpraHu3ma (3ajepkka IbIXaHus ) yBeTUIeHIE
KOPTH30JIa KPOBU, CHIDKEHME KOJIMYECTBA TOCTTMTATM3AIIAN W IIPUMEHSI -
€MbIX B TeUEHME rojla aHTUOMOTUKOB, POCT UHAEKCA 3M0POBbS U CHIKE-
HHe (HaKTOPOB pHCKa ITO0 OCHOBHBIM CUCTEMaM OpraHu3Ma).

2. Bonee Onaconpusmmoil Kaumamuueckoil 30HOU 045 OOAbHBLIX MYKO-
sucyudozom credyem cuumamsv Kpoim. Ha 3amagHom nmobepexbe Kpbima
(EBmmaropust) oTObIX TIpOXOAUT OoJiee TIIagKo, YeM Ha BocTouHOM (PDe-
OIIOCHIs), TIPYU CTAaTUCTUYECKU 3HAYMMOM MEHbIIIEM BBIHYKIEHHOM MC-
M0JIb30BAaHWM aHTUOUOTUKOB B EBMaTopuu.

3. Ha ocHoBe 19-j1€THETO OITbITa MOKHO YTBEPXKIATh, YTO ONMUMANb-
Hbl HCOOHOKPAMHble N0e30KU NAYUEHMOE8 ¢ MYKOBUCUUOO30M 8 0OHOPOOHOIL
epynne Ha 3anadnoe nooepeixcve Kpvima (Eenamopus).

4. Bo3aMoxeH BBIE3 Ha KypopT IMalueHTOB ¢ moka3zaTtensmu OBJI
Huxe 40% B CONMPOBOXIAEHUM IPAMOTHOIO MEIUIIMHCKOTO ITEPCOHAIA.

5. [IpoBemeHne JEKIUI TTO0 TeMaTHKe MYKOBHMCIIMI03a B TIEPUOI OT-
JbIXa TO3BOJIIET TOOUTHCS JYUIIero COOMI0ACHUS pexXuMa U OoJblueit
CIIJIOYEHHOCTH TPYTIIIHIL.

IIpodunakTuyeckue MeponpusATHS

[MpodunakruuecKuMu MEpONTPUATUSIMU MOTYT CUMTATHCS:

— BaKIIMHAIIMS 1O HAIIMOHAJIBHOU mporpaMme (B Poccum cooTBeT-
CTBEHHO KaJleHJapio MPUBUBOK);

— eXeroaHas BaKlMHALIMs MPOTUB TPUIIA;

— TpUMEHEHMEe TpernapaToB, YMEHBIIAIOIINX PUCK PeCITMPaTOPHBIX
3aboneBanuii (MPC-19, umMmMyaoH, puOOMYHUJI, OPOHXOMYHAaJ,
BaKIIMHBI IIPOTUB ITHEBMOKOKKA).
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TECTOBBIE BOITPOCHI

1. IHransimuoHHasi Tepanus NP MYKOBHCIIHI03€ He BKIIOYAET:
A) JlopHa3y anbda
b) 3 1 6% pacTtBopHI com
B) 2% pactBop combl
I') Xonunonutukm
B) Koptukoctepouabt

2. IneTnuecKHMH 0COOEHHOCTSMM MPH MYKOBHCHUI03€ SABJISIOTCA (KpO-
Me€ OJIHOT0):
A) 3amectutenabHas Tepanus epMeHTaMu
b) lononHuTenbHOE BBEASCHUE KUPOPACTBOPUMBIX BUTAMUHOB
B) lononHuTeIbHOE BBEICHUE TOBAPEHHON COJIN
I') lonmonHuTenbHOE BBEAEHNUE OMera-3 XUPHBIX KUCIOT
) OrpannyeHue TOTpeOICHUS XXUPOB

3. UnrangnuonHas Tepanusi Npu MyKOBHCIH/I03€ IPOBOAUTCS:
A) I1pu obocTpeHUsIX OPOHXUTA
b) IIpu nosiBaeHUM OPOHXOOOCTPYKTUBHOTO CUMHAPOMA
B) I1pn nosiBIeHMM TOCTOSIHHOTO KAIILJIs
I') ExxeqHeBHO HEe3aBMCHMO OT HaJW4dMsi OpOHXOOOCTPYKTUBHOTO
CUHApOMA WK Kalluis
) TonbKo MogorpeTbIMu pacTBOpaMmu

4. ]l npoMbIBaHUS HOCA MCTIOJIb3YIOTCS:
A) AHTUOMOTUKU
b) AuTtucenTukm:
B) YcrpoiictBo «/londun»
I') U30TOHMYECKMIT pacTBOP
) OTBapsl TpaB
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5. Ilpu npumenenuu unrajaaropa ITAPU-cunyc:
A) Ucnonb3yercst pacTBop Oepoayajia
b) Ucnonb3yercs caaboyramost
B) Vcnionb3yroTcss KOMOMHUPOBAHHBIE OPOHXOJIUTUKI
') Mcnioib3ytoTcst TPUIICMH U XUMOTPUIICUH
) Mcrionp3yroTest pacTBOPbl aHTUOMOTHUKOB

6. IIpn npoMbIBAHNM HOCA Y MAIIMEHTOB ¢ MYKOBHCHHI030M:
A) Ucnonbs3yercs ot 2 10 3 MJI pacTBopa
b) Ucnonwsyercs 5—10 M pacTBopa aHTUCENTUKOB
B) cnonbsyercs 20 M1 pacTBopa aHTUOMOTUKOB
I') Ucnionbayercs JlopHaza Anbgda
1) WUcnonb3yeTcs Ha3albHBIN Ay1T

7. I1pu npoMBbIBAaHUM HOCA JaBJIEHHE PACTBOPA TOJIKHO ObITh:
A) 50 cM pT. cT.
b) 20—30 cMm pr. cT.
B) 10—20 cM pT. crT.
I') 10—20 cm Bog. cT.
) 50—100 cM Bog. CT.

8. IIpumMeHeHne KMHE3UTEPANINHI:
A) IIpoTuBookazaHO HOBOPOXKIACHHBIM JIETIM
b) IIpoTrBONOKa3aHO HEAOHOILIEHHBIM AETSIM
B) IIpoTtuBonokazaHo Mpy HAIMYUKU CPHIrMBAaHUMA
I') [TokazaHo BceM MalMeHTaM ¢ MyKOBUCIIUI030M
) Haubosee moka3zaHo Ipu MHEBMOTOpPAaKCe

9. AyToreHHblii IpeHaXK:
A) CriocoOHBI BBITTOJIHUTb NALIMEHTHI ¢ 7—8 JieT
b) [IpoTtuBornokasaH rnpu KpoBOXapKaHbe

B) HaumeHee ahdekTHBEH 13 BCeX METOAOB KMHE3UTEpanuu
I') BeimosiHsIeTCsl B NOIOXKEHUM BHU3 TOJIOBOM

1) INpoTtuBorokasaH y MaiydeHTOB C FaCTPOYyOAEHUTOM

10. CnopTHuBHbIE HATPY3KH:
A) IIpoTuBoIokasaHbl y MallMEHTOB ¢ MyKOBUCIIUA030M
b) IIpoTuBomoOKa3zaHhbl y AeTel JOLIKOJIbHOIO BO3pacTa
B) Bxozasit B 00si3aTesibHbI KOMILIEKC KUHE3UTEparuu
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I') IIpotBOonOKa3aHbl y NOAPOCTKOB
) IMpotuBoIoKa3aHbl y IIKOJIbHUKOB

11. OcoGeHHOCTH MUTAHKS NPH MYKOBUCIIHI03€ HA MEPBOM I'O/Ly XKU3HU:
A) CnenyeT UCKII0YATh IPYIHOE KOPMJICHUE
b) 'pynHoe Moi0KO XeJjlaTeJIbHO o0oraniaTh 0eJIKOM
B) I'pyaHoe Mo10KO MOXHO oborammath cmecsiMu ¢ CLIT
I') Cnenyet mpuMeEHSTb CMECH C HU3KUM COIepKaHUeM Kupa
1) Cnenyet ucnonb30BaTh TOJIbKO 0€3/1aKTO3HbIE CMECU

12. ITuranue y aereii ctapme 1 roga:
A) CnenyeTr UCKIIOYUTD MEPEKyChI
b) 3anpenieHbl ppIOHBIE U MSICHBIE OJTI01a
B) 3anpeliieHbl MOJIOYHBIE TPOTYKTHI
I') OGs13aTenbHBI JOTIOTHUTEIbHEIE IIPUEMbI ITUIIN
) MckmouatoTcsl BHICOKOKATOPUIHBIE CMECH

13. B nuranun nenecoodpasHo (KpoMe OIHOTO0):
A) Vcnonb3oBaHue JIbHSIHOIO, paliCOBOI0, KYHXKyTHOTO Maciia
b) [TpumMeHeHUe KUPHOI MOPCKOI PHIOBI
B) IIpuMeHeHMEe MOTOUHBIX TPOAYKTOB
I') lonmonHuTtenbHOE NoACalMBaHUE ITUIIN
) BeretapuaHckas auera

14. KanopuiiHOCTh panyioHa 10/KHA COCTABIATb OT HOPMBI:
A) 80—90%
b) 100—120%
B) 120—140%
I') 140—170%
) 150—190%

15. ®epmeHTHBIE PENAPATHI:
A) Cnenyer naBath yepe3 I€Hb
b) Caenyer mpuMeHSITb 10 eIbl
B) CnenyeT NpuMeHSTh MOCJIE ebl
I') lo3upytoTcs 1o coaepkKaHuIo IpoTeas3bl
1) do3upyroTcs TI0 CoAepKaHUIO JIMTTa3hbl
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16. lonoHUTE IbHOE MUTAHNE MPUMEHSIETCS TIPH:
A) Jdeduuure Beca 6onee 10%
b) dedunuure Beca 6onee 15%
B) deduunte Beca 6onee 20%
I') deduuure Beca 6onee 25%
) Dedpunnre Beca 6osee 30%

17. Tloka3aHue K NPUMEHEHHUIO ArpecCHBHbIX METOJAO0B HYTPUTHBHOI
MoJ/IePKKHU (30H], FACTPOCTOMA):
A) eduuur Beca 6onee 40%
Bb) dedwnuur Beca 6onee 35%
B) Hdeduuut Beca 6onee 25%
I depuuur Beca 6omee 20%
1) deduunt Beca 6onee 15%

18. IIpu neyenun caxapHoro nuadera:
A) Ucnonb3yloTcs nueThl 6e3 caxapa
b) Ucnonb3ytoTcst HU3KOKaTOpUHBIE TUEThHI
B) Ucnonb3ytorcs cMecu ¢ HU3KUM COJIEp>KaHueM Oeska
I') Ucnionb3yercst THCYIMH
1) Ucnoab3ytorcst cMecH ¢ BbIcOKUM coaepxkanueM CLT

19. Anmaparypa A/ IoMaIIHero noJib30BaHus (Kpome):
A) MunubatyT
b) KucnopoaHblit KOHLIEHTPATOP
B) ITynbcokcumerp
I') lTanra
1) F'mMHacTUUecKue MU

20. ®akTopbl pUCKa MUKOTHYECKHX OCJIOKHEHHUIA IPU MYKOBUCIUI03€:
A) V30bITOUHBII BecC
b) 3ansarus B 6acceiiHe
B) Atonuueckuit nepmMaTtuT
I') ledexTbl 06pabOTKM MHTANSTOPA
1) INMpuMeHeHUe MHTATSIIMOHHBIX AHTUOMOTUKOB

OTtBeTnI

I.B2.A3Tr4rs.gend7r8r9A10.BI11L.B
12 13.0 14.0 15. 0 16.A 17. 4 18.T 19.T 20.T



KINMHUYECKHUE 3AJTAYN

1. PeGenok 7 net. OT TpeTbeit 6epeMeHHOCTH, BTOPBIX POIOB. Pombl
B cpok, Macca Tena 3300 r, mnuHa 51 cm. Anrap 8/7. Beirmucan Ha 5-it
neHb. I'pynHoe BckapmiauBaHue 10 1 roga. C poxkaeHUsl 4yacTblii 3elie-
HOBAThIN, HEOOMIbHBINA, HEXUPHBIN cTya 10 7—10 pa3 B cytku. Ilpu-
KOPMBI BBEJIM TOJIBKO B TOA. BBemeHMe MPUKOPMOB Ha XapaKTep CTyja
He noBausio. B 3 Mec B KonmporpamMme BbIsiBIeH kup+++. HazHaueH
a0OMUH M TaHKpPEeaTHH, IMOCJIe Yero CTyJI cTaj pexe. JJo 6 Mec xopoiine
BecoBbIe ITpubOaBKu (B 6 Mec Macca Tesna 7600), 3aTeM oTcTaBaHUE B Bece
u pocte. Ctys ¢ 6 Mec KamuieoOpa3Hblii, 10 4 pa3 B IeHb, TUIOXO OT-
CTUpPBIBaJICS OT IeneHoK. B 10 mecsieB mpoBeneHbl IIOTOBbIE IIPOOLI.
KoHIeHTpaums XJopuaoB 56 MMmoas/i1. [Ipomgoirkai moiaydaTs pepMeH-
Thl (maHkpeatuH 0,5 r/cyr). C 9 Mec Havyaj KallIsATh, BbISIBJIeHA Terma-
ToMeranus. brorcus meyeHn MaToI0TUM He BRISIBUIA. BeicTaBneH nua-
rHO3 renaTto3a HesicHO# aTuosoruu. B 2,5 rona npoBeaeHa aieHOTOMUS
B CBSI3M C BhIpa>K€HHBIM HapyIIIeHUEM HOCOBOTO IBIXaHUsI 1 BBISIBJICHUM
yBeJMueHus1 ajgeHouaoB. B 4 rona nmposeneHa nonaunoromusi. C 2 jer
OCEHbIO M BECHOI BJaXKHbI KallleJb MPU HOPMaJbHOU TemIepaType
1 OTCYTCTBUM XPUITOB B Jlerkux. B oktss0pe 1994 r. (6 ner) npoBeneHa
noBTOpHasl noaunoromusi. [Tociie onepaluu B CBSI3U ¢ KalllieM MpoBe-
JIeHa peHTreHorpadus rpynHoO KJIETKU M BbISBIEHA MPaBOCTOPOHHSIS
IMHEeBMOHUS (BepxHsIsI nojs1). Pedbenok mepeBeneH u3 JIOP-oroenexnus
B OTAEJICHUE MYyJIbMOHOJIOTUU.

KaxkoB nipeaBapuTebHbI 1UarHO3?

Kaxkwe o6cnegoBanus cieayer mpoBecTu?

2. PebeHok 1 roma. Ot niepBoii 6epeMeHHOCTU. Ponwiicst ¢ maccoii Tea
3042, nauHoit 49 cM. Anrap 8/9. Beinmucka U3 poauIbHOTO AoMa Ha 5-¢
cytku. Ha rpynHoM BckapmimBaHuu 10 3 mecsiueB. C 4 MecslieB IIoxue
BECOBBIC ITPUOABKU, TTOSIBUJICS JKUP B CTYJIE, HEYCTOMYUBBINA CTYJI, SITM30-
JIbl B3IyTUSI KMBOTA, BHISIBJICHA reraToMeranus. B konporpamme Xup 10
+++, )KupHbIE KMCJIOTHI ++.
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T'onoBy gepxut ¢ 2 Mec, cuanT ¢ 6 Mec, BctaeT ¢ 8 mec. 3yObl ¢ 5 Mec.
Xomur ¢ 1 ropa. B rog mounmaet 10 citoB. B 1 T 3 mec roBopur 10 8§ CIIoOB.
CTyJ1 COXpaHsIeTCsl HeyCTOMYMBBIM, OOMJIbHBIM 10 3—4 pa3, HECMOTPsI Ha
Ha3zHaueHue (epMEHTOB.

KakoB nmpenBapuTeIbHbI AUarHo3?

Kakue o0cnenoBaHus ciieayeT MpoBeCcTU?

3. JleBouka 6 yret. OT BTOpOIf OepeMeHHOCTH (OT MepBOif — cTapiias
3popoBas AeBouka). Ha 3-m Mecsiie xku3Hu cTamI0KOKKOBBII 9HTEPO-
KOJIUT, TIOCJe KOTOPOTO OTMEUEH HEYCTOMUYMBBIN CTYJI C OCTaTKaMu He-
repeBapeHHOM MUIIK U 3eJeHblo. C 6 MecsILeB ajlepruyeckue peakiuu
Ha TIMIIY Ha KOXe M CPBIBHI CTyJa TIPU YIIOTPEOJIEHUH psia MTPOIYKTOB.
C 2 neT 5NM30/IBI KAllUTS U KPaTKOBPEMEHHBIE 3ITU30IbI OBIIIKY ITPY Ha-
JUYUU CyXMX XPUTIOB B JIETKMX OCEHBIO M BeCHOii. B 3 roma BwIcTaBIeH
IMarHo3 HeliponepmuTa. B 5,5 jieT npoBeneH MOTOBbIN TECT. XJIOPUIbI
nora 87 mMMmojb/l. BbeicTaBiieH auMarHo3 MykoBucUMIo3a. HaszHaueHbI
(bepMeHTBI, XOTsI CPBIBOB CTyJla U TATOJOTUM B KOIIPOTpaMMe K 3TOMY
BpeMeHU He oTMeueHO. COXpaHsUIUCh TTU30/1bl OABIIIKY CO CBUCTSIILIUMU
XpUMaMU B JIETKMX, ITPU KOTOPBIX POIUTEIU JaBaIu 1€BOYKE Sy(DUIUIMH.

IIpaBuieH 1 TMarHO3 MyKOBUCIIMI03a?

Kakue uccnenoBaHust ciaeayeT MPoOBECTH U KaKoe JiedeHUe TpedyeTcst
pebeHky?

4. JIeBouka 7 net. OT nepBoii 6epeMeHHOCTH, CPOYHBIX poaoB. bepe-
MEHHOCTb ITpoTeKajia ¢ TOKCMKO30M M yIpo30ii TpepbiBaHus. Pomniacek
¢ maccoii Tesa 2800 r, minHoi 48 cMm. B meproa HOBOPOXAEHHOCTHU OT-
Meyanaoch 3HaYMTEIbHOE YBeTMUeHue kuBoTa. [lepeBeneHa B Xxupypruye-
CKOe OTHeJIeHUe ¢ TTomo3peHneM Ha 6ose3Hb ['mprimpyHra. JluarHos He
noarBepauicsa. Ctyn ¢ 1 Mecsla XUAKWIA, 3eJeHbIN, JKUPHBIA 10 6 pa3
B neHb. B 1,5 Mecsua BeicTaBiaeH nuarHo3 MB. JluarHo3 moaTBep:kiaeH
reHeTnIecknM ucciaemoBanreM (delF508 u 1366del) 1 MOTOBBEIMU TIPO-
O6amu. Hopmanuzaius cTyna npousoliljia Ha BbICOKUX 103aX (hepMeH-
TOoB (KpeoH no 10000 EII Ha 1 xr macchl Tea). Co 2-1o roga >KM3HU 1034
(bepMeHTOB MeHblIE, HO TPUCOCAMHUIIACH JIErOUHasl CHMIITOMAaTHKA.
ITociie mepeHeceHUs OpPOHXMTA B Bo3pacTe 4 MecsleB Kalllelab IpaKTu-
YeCKH MOCTOAHHBIN. C 2 JIeT OTYETIIMBO 3aMETHO YTOIICHNE KOHIIEBBIX
(banaHr nanbLeB, ¢ 3 1eT 3aMeTHa AedopMalius IPyAHON KIETKU, ¢ 4 JeT
3HAYUTENIbHASI TeImaToMerajivs, YCTaHOBJICH OWarHo3 LHUppo3a TeUYeHMU.
O06ocTpeHus1 OPOHXOJIETOUYHOr0 mpoliecca ¢ 5 JeT TpedoBalu MOMUMO
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aHTUOAKTEpUATBHON Teparuu rpuMmeHeHnst kuciopoga. C 6 yier Ha donHe
KYPCOB BHYTPUBEHHOI aHTMOAKTepUaIbHOI Tepariiy MOSIBIsLUIaCh CUMIITO-
MaTHKa TSLKEI0H OOCTPYKIIMU, YTO TPeOOBAIO IMTPUMEHEHMSI OPOHXOIUTUKOB
U KOPTUKOCTepoUI0B. B aHamm3ax kposu s03uHodmms 1o 10—14%. [pose-
JeHbl ucenempoBanust: oommii IgE 650 KE/n, crienmdmaeckwmii IgE k Aspergil-
lus fumigatus ++, cnetmudnueckuii 1gG x Aspergillus fumigatus 1 : 3200.

Kakoe cocTostHIe pa3BUIOCh Y TTAITMEHTKN ¥ KAKOTO OHO TPeOyeT JIeUeHMsT?

5. Manpuuk 14 jeT ¢ yCTaHOBJIEHHBIM IMArHO30M MYKOBMCIIMI03a
cMmelaHHol opmbl. B MOKpoTe cTabuibHbIE BBICEBBI CTa(pUIOKOKKA.
HNwMeeTcd oTueT/iBas KIMHUYECKAsd CUMITOMATUKA: YTOJIIEHUE HOT-
TeBbIX (bajlaHT MajblieB, AechopMalusl IPyAHOW KJIETKU, OTCTaBaHUE
B (DM3MUYECKOM Pa3BUTHUU, TTOCTOSIHHBIN MPOAYKTUBHBIN Kallleb, CTe-
aropest 6e3 mpuMeHeHusT MUKpochepudeckux pepmeHToB. Iloayyaer
TJIAaHOMEPHO HEOOXOAMMYI0 0a3MCHYIO Tepaluio, 2 pa3a B roJ, — KypcChl
BHYTPUBEHHOI aHTUOAKTepUabHOM Tepanuu. MajabuyuK B IIKOJE TO-
YyBCTBOBAJI 00JIb B OOKY, IOCJIe KOTOPOU IOsIBUIACh oablmKa. OTKa-
3aJIcsl TTIOMTHU Ha yPOK (PU3KYJIbTYPHI B CBSI3U € ILNIOXMM CaMOYYBCTBUEM,
3a YTO MOJIYYMJI BBITOBOP OT cTapiiiero opara. MaTth npuBessa MaabunKa
Ha KoHcyabTauuio. [Ipu ocmoTpe oOpaiilaeT Ha ce0si BHUMaHUE yMe-
pEHHas OfIbIIIIKA U OTCTaBaHUE JIEBOM MOJOBUHBI I'PYAHOM KJIETKHU B JIbl-
xaHuu. [Ipu nmepkyccum Haf JIEBOU ITOJIOBUHOI I'PYAHOM KJIETKU TUM-
MaHUYECKU I 3BYK U MPAKTUUYECKU OTCYTCTBUE IbIXaTEJIbHBIX IIIYMOB.

Kakoe cocrosiHue pa3Buioch y naiueHTa? KakoBbl AMarHOCTUYECKUE
U Jie4eOHbIE MEpONPUITHS?

OTtBeTnl

1. MykoBucuunos. I[ToBropurs moroBsie mpoOksl, [IpoBecTu uccieno-
BaHME 3JacTa3bl Kajla U reHeTUYecKoe ucciaenoBaHue. Pe3ynbrarhl: ro-
Moszurota o dF508, ximopumst mora 100 Mmosb/i u 80 MMoJIb/J1, 3/1acTa3a
Kaa 56 MKT/T ctyna. C 9 jreT y pebeHKa TOSIBIISTIOTCS STTH30,IBI OIBIIIKH,
TpeOyrolrue Ha3HAYeHUsI OPOHXOJUTUKOB, a B JaJbHENIIEM IMTOCTOSIHHO-
rO IPUMEHEHUSI MHTATSIIIMOHHBIX KOPTUKOCTEPOUIOB.

2. MykoBucuumo3 u nearakus. [IpoBecTy MOTOBBIN TECT, UCCIIeI0Ba-
HME dJ1acTa3bl Kaja, UcciaeqoBaHue KPOBU Ha ariMalMHOBbIC aHTUTEA.
Pesynbratel: xsiopuabl nota 144 MMoJIb/J1, 371acTa3a Kaja 46 MKT/T CTyJIa.
ArnuanuHoBbie aHTuTena IgA 17 E/mn, I1gG 435 E/mn.

3. IToBTOPUTH TOTOBBIE IIPOOBI, IIPOBECTU aIEProo0CIeqOBaHUE,
a Mpu BO3MOXHOCTU MCCeA0BaHUE (PYHKIIMKU BHELIHErO JbIXaHUS.
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PesynbraTel: XJIOPUABI MOTA B ABYX MCCiIeqoBaHUSAX 46 u 37 MMOIb/II,
BbISIBJIEHA OTUYET/IMBasl CeHCUMOMIU3alMs K ObITOBbIM ajuiepreHam. [Tpu
TeHEeTUYECKOM MccienoBaHnM He ooHapyxxeHo myTtauuii reHa CFTR: del
F-508, del-21kb, del 1-507, 394delTT, R334x, R347P, G542x, G551d,
R553x, 2143delT, 2184insA, 2113delA, 2118del4, 2141insA, delE672,
2176insC, 2183AA — G, 2183delAA, 2184delA, WI128R.

BricTaBien nrnarHo3 OpOHXMAIBHOM aCTMBI, UTO TTOATBEPIMIIOCH TIPU
nocieayloleM Ha0moaeHu. B JedeHun ncnoib30BaJuCh MHTAISIIIMOH-
HbIe TOPMOHAIBHBIE TTPETTapaThl.

4. Annepruueckuii OpoHXOJErOUHbBIN acnepruiiies. TpedyeTcst Ha3Ha-
YeHNEe CUCTEMHBIX KOPTUKOCTEPOUIOB.

5. ¥V pebeHka JIeBOCTOPOHHUII MHEBMOTOpakc. Tpedyercs cpodyHast
peHTreHorpadusi TpyaHON KIJIETKM, 3aTeM MpOBeAeHUE IJIeBpabHOMN
MyHKIIUY 1 HAaJIOKEHUE alrnapara akTUBHOI aciupanuu. B mepcnexkTune
HEeoOX0MMO MTPOBeAeHUE KOMITbIOTEPHOI TOMOrpaduu Jerkux 1 pelie-
HUE BOIpoca O MPOBEIESHUH IJIEBPOIE3a, €CIU He TUIAaHUPYeTCs B Iepc-
TeKTHBE TTepecaaKa JeTKIX.

ITpumepbl KOMNBIOTEPHBIX TOMOTPAMM IPYAHOI KJIETKH
y NAHEHTOB ¢ MYKOBHCIHI030M

Puc. 9. KommnbiotepHast tomorpamma naneHTku 12 get (MB, cmemanHas
¢dopma) Ha ypoBHE BepxyllIek JerkuxX. [IpuiienbHass peKOHCTPYKIIMS 00J1aCTU
BepXHEN 10J11 TTpaBoro jierkoro. CoueTaHne MEIOTYaThIX U LIMJIMHAPUYECKUX
OPOHX03KTA30B B IIpeiesiax OAHON 101
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N

TP -259.0

Puc. 10. KomnsiotepHasi tomorpamma y nammerra XK., 4 nier. MB, cmemanHast
¢opma. BPKT Ha ypoBHe BepxHUX noJjieii. B BepxHeii 1oJ1e mpaBoro Jerkoro
HWIMHAPUYECKUE OPOHX0IKTa3bl C YTOJIIEHHBIMU CTEHKAMU 1 00JIbIIIOE
KOJINYECTBO PACIIMPEHHBIX 3aMOJTHEHHBIX CJIM3bI0 OpOHXMOJ (tree in bud)

p ~

a 0

Puc. 11. PacnipocTpaHeHHbIE TsKeIble U3MEHEHUs Y peObeHKa MiIaaiieit
Bo3pacTtHoii rpymisl. [TamuenT K., 5 ner. MB cmemannas popma. CrinpaibHast
KoMIIbloTepHasi Tomorpadusi. KomrbloTepHble TOMOTpaMMBbI Ha YPOBHE BEPXHUX

IoJieli 1eTKuXx (a) 1 Ha ypoBHE Oa3abHBIX CeTMEHTOB JIeTKuXx (6). Pacmipoctpa-
HEeHHbIEe HWIMHAPUYECKHUE U MEILIOTYAThbIie OPOHXOAKTa3bl B 00OUX JIETKUX
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Puc. 12. TTpunenbHasi peKOHCTPYKLIUSI
00J1aCTH TIPaBOToO JIETKOTIO.
CyorieBpaibHasi TOHKOCTEHHasl OyJuia.
BpoHX03KTa3bl ¢ TOJICTBIMU CTEHKAMM

B BEpPXHEH J10J1e MPaBOro JErKoro ¢ la%8

IIpumepsl TMHAMMKY NOKa3aTeei
(yHKuun BHeIIHEro AbIXaHus MPU MHTAJISIIIMOHHOM Tepanuu
y NAIMEHTOB ¢ MYKOBUCHUI030M

—@— [yabMo3uM
[Tnane6o

Puc. 13. Mi3amMeHeHus moka3aTesieil (yHKIIMKU BHEITHETO JbIXaHUsl y TTallueHTOB
C MYKOBUCIIM030M TTPU UCITOIb30BaHUM UHTAJISIIINI JOpHA3bI alibda
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Mean relative change
FEV, % preclicted

| Switch-over to TOBI

o 8 16 24 32 40 48 56 &4
Study Weelk

] 4
21 3
2
2

Puc. 14. Vi3sMeHeHus nokasatesieil (QyHKIMKM BHEIITHETO TbIXaHUsI

y TIAIIMeHTOB ¢ MyKOBUCITMIIO30M TIPH UCTIOTb30BaHMM nHTasiumii TOBU

Puc. 15. Cucrema Nanodukt



IMPMJIOXKEHUA

Tabauuya 5

AJIropuTM™M BBIOOPA J1IEYEOHOTO MUTAHNUSA Y 00JbHBIX MYKOBUCIIHI030M

Pa3jMYHOro BO3pacra

I'pynna

Ha3ssanue npoaykra,
¢upma-u3roroBuTen

IIpumenenue

Ha ocnoBe
LIeJIbHBIX O€eJI-
KOB MoJioKa *

JleTckrie MOJIOYHBIE CMECH C TIO-
BBILLIEHHO! KBOTOM O€eJiKa U Kajlo-
puitHOCTbBIO, ¢ BKItoueHrem CLIT:
IIpe-Hyrpunak Undanpum, Poccust),
Ilpe-Hau (Hectne, I'epmanus); [pe-
Hytpunon (Hyrpuuus, l'omtannus)
crapuie 6 mec — Xymana JITT+CHT
(Xymana, I'epmanus)

CmecH AJ151 SHTepaTbHOTO MUTAHUS
11t neteit ot 1 roga no 3 net: Hytpusn
IOuuop (Hytputek, Poccus), Hyrpu-
Hu, Hyrpunu DHerpus (Hyrpuius,
Tonnannus), Kimuayrpen KOHumop,
(Hectne, Lseiimapust), [Mequalllyp
(B660T, CLLA)

CmecH 151 SHTEPaTbHOTO MUTAHUS
IUIs1 eTeit crapuie 3 JieT U B3poc-

neix: Hyrpusn Cranmapt, Hytpusu
Wmmyn, Hytpush [lynbsmo, Hytpusu
Ocreo (Mudanpum, Poccust), Pecypce
OnTtumym, M3ocype, Pecype, Ummnakt
(Hectne, LlBeituapus), HytpusoH,
Hytpuzon Dueprus (Hyrpunus,
TlNomnannus), U3okan (Mun JI>)KOHCOH,
CILHA), Dumryp2 (9660t, CLLA),
Hyrtpukomn dpunk [Tatoc (b. bpayH,
T'epmanus) u nop.

3aMeHa rpygHOTO MOJIO-
Ka JeTsIM MepBOro rofa
XKU3HU

DHTepaJibHOE U J0-
MOJHUTEIBLHOE MUTAHNE
1 neteit ot 1 roga 1o
3 jieT, HOYHAas TUIepa-
JIMMEHTALIS

DHTepaabHOE U 10-
MOJIHUTEJIbHOE IMUTaHUE
IIJIST IeTeid cTapiie 3 JieT
U B3POCJIBIX, HOUHAS
TUTIepAIMMEHTALIMS
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ITpunoxeHus

IIpodoaxcenue maoa. 5

I'pynna Hassauue nponyxra, IIpumenenne
(upma-u3srorosuren
Hytpush /Inabetr (Mudanpum, Poccust) | DHTepaibHOE U 10-
Hytpuszon Oasanct Jluazon (Hytpuiivsi, | moJIHUTEIbHOE TUTaHUE
lonnanmoust) [UTsI ieTeit crapiie 6 et
Hytpuxkomn lua6er (b. bpayH, M B3pOCJIbIX, HOYHAsI
I'epmanus) TUnepajuMeHTalus
y 6osibHBIX ¢ MB 1
acCOIMMPOBAHHBIM
caxapHbIM IMA0ETOM
Ha ocHoge Hyrpunak-nentunu CLT (Hyrputex, | 3ameHa rpymHOTro Mo-
ruaponusatoB | Poccus); Hyrpunon-Ilentu ractpo JIOKA U JOTIOJTHUTEIb-
Oenka * (Hyrpunus, lomnanaus), [perectu- HO€E MUTaHUE Y IeTei

munt (Mun Ixxoncon, CILIA); Anbdape
(Hectne, Llgeiiniapust), Xymana — 0
I'A (Xymana, I'epmanmst)

[Menrramen FOHwmop (Hectre, LBeii-
Hapusi)

[lentamen (Hectne, LBeiiapusi)
Hytpuzon BaBanct [lentrcop6
(Hytpunus, lomiannus)

Hytpuan Dnemenrans (Mabamnpum,
Poccus)

¢ poxaeHus ao 1 rona
C BBIPAKEHHOU HYTpU-
TUBHOW HEJOCTATOY-
HOCTBIO Y CUHIPOMOM
MaJibabcopOLUUn
DHTepaJIbHOE U TOTIOJ -
HUTEJIbHOE MMUTAHUE,
HOYHAasl TUIepaTuMEeH-
Tauus s aereu ot 1
roza 1o 3 JieT ¢ BeIpa-
KEHHOU HyTPUTUBHOM
HEIOCTATOYHOCTBIO 1
CUHAPOMOM MaJibal-
copouuu
DHTepaIbHOE U TOTIOJ-
HUTEJIbHOE MTUTAHUE,
HOYHAasl TUIepaIuMeH-
Talus s AeTeid ctap-
1e 3 JIET U B3POCIIBIX C
BbIPAXEHHOW HYTpU-
TUBHOW HEOCTATOY-
HOCTBIO Y CUHIPOMOM
MaJibabcopOLUU
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Okonuanue maba. 5

I'pynna Hassanue nponyxra, TIpumenenue
¢upMa-u3roToBUTEND
MoJjiouHble Hyrpunpusk 4 Bkyca; @opTukep JlonosHUTEIbHOE BBICO-
KOKTEIIN 4 Bkyca (Hyrpunus, l'omnanaust) KOKaJIOpUItHOE NTUTaHUe
U BBICOKO- IS IETEN cTaplie
KaJIOpUITHBIE 3—6 J1eT ¥ B3pOCIIbIX.
IMyauHTY * [MpuHUMaeTCs MeXIy
MpreMaMu OCHOBHOM
MUIIT
Macna, co- JlukBumkeH (Hyrpunus, lommanaust) | JlomoJHUTETbHBI
JiepxKaiiue MCTOYHUK KaJJOpUi 3a
CpeIHeLeno- CYEeT cpellHelenoyey-
YeYHBIE TPH- HBIX TPUTIIMIICPUIOB.
TJIULEPUIBI JloGaBisitoTCsl B CMECU U
Ourona ISt yBeTUIeHUST
KaJIOPUITHOCTH IPU HE-
BO3MOXHOCTH KOMITIEH-
CHUPOBaTh CTEATOPEIO

*[1pu MCTIONB30BAaHUY JAHHBIX MPOMYKTOB TPEOYETCS! MOTIOMHUTENBHBIN TTPUeM
MaHKpeaTuyeckux hepMeHTOB.

1t pa3HOOOPa3us M KOPPEKIMU BKYCOBBIX Ka4eCTB CMeceli BO3MOXKHO
TIPUTOTOBJIEHNE CTIEIINATBHBIX TIPOAYKTOB. PeIienThl TPUBOISATCS HA TIPH-
mepe cmeceit hpupmbl b. bpayn (Hytpukomn CtaHaapt uiu DHeprusi):

75 1 KilyOHUKU (MOXKHO 3aMOPOXEHHOI1) TPeBpaTUTh B IIOPE

150 M cMecu

2 CT. JTOXKU JIMMOHHOTO COKa
30 r caxapHO¥i Iyapbl

Miocau 60 1
Mogoko 3,5% 100 r
CwMmech 100 mu
Caxap 1o BKycCy

100 r msirkoro TBOpora

100 M1 cMecn
15 r caxapa

75 1 ppyKTOB (510710KM, OaHAHBI, KJIIyOHMKA)
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T'otoBas cmech a1 myauHra 1 makeTuk

Mooko 250 M

CwMmech 250 M

CMelllaTh U MMPUTOTOBUTD ITyIMHT IO MHCTPYKLIUU

Kokmeiinb:

150 r KTyOHUKU

15 r caxapa

1 ¢T/1 AMMOHHOTO CcOoKa
1 4/n1 cMeTaHbI

150 ma1 cmecn

Koxmelinob:

Bbanansr 200 T

CiauBku 80 M1

Horypr 3,5% 150 mMn

Kopuua 1/2 u/n

JIMMOHHBIN COK OT ABYX JTUMOHOB
Cwmecn 200 M

Caxap 1o BKycy

ITo aHaJI0TMK MOXKHO UCIIOJb30BaTh COOCTBEHHBIE PELIETITHI.
Tabauya 6

Pekomenayemble 103b1 AKHPOPACTBOPUMBIX BUTAMHHOB M 0€Ta-KAPOTHHA
JIJ1s1 00JIbHBIX MyKoBUCIMI030M (Sinaasappel M. et al., 2002)

Buramunbi J1o3b1
A Bce ¢ [TH**** 4000—10000 ME*/cyT
D Bce ¢ [TH 400—2000 ME**/cyT, B 3aBUCUMOCTU
OT KOHLIEHTPAallM1 B CHIBOPOTKE KPOBU
E Bce 0—6 mec 25 ME***/cyt
6—12 mec 50 ME***/cyr
1—4 rona 100 ME***/cyT
4—10 net 100—200 ME***/cyT
>10 et 200—400 ME*** /cyT
K Bce ¢ I1H npu marosno- | Ot 1 mMr B cytku 10 10 MT B Heesto
MU TICYeHU 10 MT B CyTKH
bera-kaporuH | Bece ¢ [TH 0,5—1 Mr/KT B CyTKH, MaKcuMyM 50 MT
B CYTKU
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OkoHuanue maba. 6
Buramunbt Jlo3b1
B, Tect unnunra <45% | 100 MKT BHYTPUMBILIEYHO B MECSIL]

TIOCJIE PE3CKIUU TTO/1-

B3IOLIHOM KUIIKHA

IMpuvevanns: *ButamuH A: ME / 0,3 = mxT; ** Butamun D: ME / 40 = MkT; *** BuTa-
muH E: ME / 1,49 = mr; [TH — nmankpeaTnyeckasi HeOCTaTOYHOCTb.

Tabauya 7

,HI/IeTOJIOI‘I/I‘leCKl/Ie PEKOMEHIANNHA IO BEACHUIO 0O0JIBHBIX MYKOBUCHHI030M
B 3ABUCUMOCTH OT UX (bI/IBI/I‘leCKOI‘O craryca

P Bospact
CROMERIAIHH <2 ner 2—18 ner > 18 ger
HopmanbHoe MPU = MPHU =90-110% | UMT = 18,525 kr/m?
cocrostiue - | 90—110% WJIK OTCYTCTBHE TTOTE-
TaHUsI — TMPo- PY Macchl 3a KOPOTKOE
umakTueckoe BpeMst
KOHCYJITUPO-
BaHUE
[Tocne nepe- JIlroboe cHu- MPU = 85—-89% UMT < 18,5 xr/m2 uiu
CMOTpa peXuMa | KeHHE TEMITOB WJIY TIOTePsI MacChl | CHMDKEHHME MAcChl TeJia
MMUTaHUS YBEIMUCHUST Tesia B mocnenHue | Ha 5% 3a mocienHue
paccMOTpEThb Macchl Tejia 4—6 Mec HabOmone- | 2 Mec HaOJIIOAEHUS
HEOOXOIUMOCTh HUSI, WA OTCYT-
BBEIICHMS CTBUE €€ Hapac-
CITelaTbHbIX TaHUs1 yepes 6 Mec
cMmeceit HaOII0AeHUS
ArpeccruBHOE HeBozmoxk- MPU < 85% wnn HUMT < 18,5 kr/m?2
MMUTaHKE: Yepe3 | HOCTh YJIYYIIUTh | CHYDKEHME MacChl | WUIM CHUKEHUE MACCHI
racTpOCTOMY U | HyTPUTUBHBIN TeJa HUXe 2-To Tena > 5% 3a KOpoT-
Haszoractpaiab- | cTraryc Ha (bOHE | MEepPLEHTUIsI Ha kuii iepuon (< 2 mec)
HBII 30HI; TTa- | MPUMEHEHUS 10- | (h)OHE TPUMEHEHUN
peHTepaibHOE MOJHUTEBLHOTO | JOTIOJHUTEIBHOTO
MMUTaHUE 3HTEPATLHOTO SHTEPATLHOTO
MUTaHUS MUTaHUS

IIpumevanne: UMT — unnmekc macchl Tea (v nHaeke Ketie, oTHoleHue hakT-
YecKoil Macchl Tea (KT) K (hakThyecKoMy pocTy (M) B KBaapaTte), uaeaabHO MpruMe-
HUM Y B3pOCJIBIX MALIMEHTOB B BO3pacTe OT 25 10 65 JeT.
MPU — maccopocToBoii uHAeKc. OTHOLIEHUE MacChl TeJla MalMeHTa K J0JKHOHI 1o
pocty nanueHTa. HeoOXoaMMbl TaGIuULIbI JOJKHBIX ITOKa3aTesIe.
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Tabauua 8
CoctaB Mmukpochepuyeckux GpepMeHTOB
IIpenapar Jluna3za TE Avmnaza TE IIporeasa TE
Kpeon 10 000 10 8 0,6
Kpeon 25 000 25 18 1
IManauTpar 10 000 10 9 0,5
IManuurpar 20 000 20 18 1,0
IManuurpar 25 000 25 22,5 1,25

OObIyHBIE (DepMEHTHI (1MI1a3a) 6e3 KUCJIOTOYCTOMYMBOM 000JIOYKU
Ha 90% MHAKTUBUPYIOTCS B XKeJTyIKE.

151 TedeHnsT MaHKpeaTuIeCcKo HeIOCTATOYHOCTH TIPEAITOYTEHHUE OT-
JaeTcs TpernapaTaM ¢ BHICOKMM COIep>KaHMEM JIMTa3bl 1 HU3KUM COIEP-
JKaHUEM MpoTeasbl, a TakKKe MperapataM ¢ MUKpocdhepaMu MeHee 2 MM
(KpeoH). I1pu geyeHUmn ocTporo naHkpeaTvTa MpeArnoYTeHre OTAaeTCs
npenapaTam ¢ BBICOKMM COJIep>KaHMeM MpoTeasbl (crieluaibHbie (PopMbl
KpeoHa, Bblntyckaembie B CIIIA).

B Tabs. 9—13 npeacTaBiaeHbl 103bl IEKAPCTBEHHBIX CPEACTB MPHU MPO-
BElIEHUM UHTAJISIIMI, COCTaB MUKpPOChepruIecKuX (pepMEeHTOB.

Tabauuya 9

J103MpPOBKH JIEKAPCTBEHHBIX CPEACTB MPH MPOBEIeHHH HHT AISIUOHHOIM
Tepanuu y 00JIbHbIX MYKOBUCIMI030M (HA OTHY MHTAISIIUIO)

I'pynnbi Jekap-

Dopmbl

(KJIeHu1, OEKIa30H)

I 50, 100 mkr

CTBEHHBIX CPE/ICTB Jo3b1 TIpumeyanus
Ha3HAYEHUsI
U TIpenapaTbl
,-AroHucTbI
denotepon PactBop 0,1% 0,5-0,75 mr OmacHOCTh TaxXu-
(10—15 karmenb) Kapauu
CanpbyTramort PactBop 0,1% 1-2,5 mr (1-2,5 M)
AHTHXOJIMHEPTHYECKHE
Hrnpatpornym 6po- | PactBop 0,025% | 0,25 mr (1 mi)
MU (ATPOBEHT)
Crepounnt

Bexnomerazonnu- | IAU 50, 100, 400—800 mMxT/CcyT OO6bIYHO 2 pasa
MpOMnuoHaT 250 MKr B JICHb

Byneconun (nmynb-
MUKOPT, OEHAKOPT)

JAN 100, 200 mxT
1A 100, 200 mxr

400—800 mMkr/cyT

OObIYHO 2 pa3a
B ICHb, B HU3KUX
no3ax 1 pa3 B ieHb
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OxoHnuanue maoan. 8
I'pynmbl nekap- Dopwsi
CTBEHHbIX CPEICTB Jo3b1 Ipumeyanus
Ha3HAYEeHUst
U NpenapaTsl
dmoTrKa30H JAN 50, 125, 200—400 mxr/cyT 2 pasza B JIcHb
(bmukcoTum) 250 MKT
I 100, 250,
500 Mxr
KomOunupoBanHbie npenapatbi
Bepomyain PactBop 0,05% B. | 1 M = 20 kanesb
(6eporex/arpoBeHT) | + 0,025% A.
AHTHOMOTHKH

lenTaMuuyH P 80 mr 2 pa3a B IeHb
TobpamuuuH PactBop 300 mr 2 pa3a B IcHb
TOBMU v bpamuToo
Komuctun PactBop Ho 6 net 0,5 muta EJT,

2 pasa B IeHb

Crapiie 6 et

1-3 mun EJI 2 paza

B IeHb
KapbeHuummimH PactBop 12 pa3a B IeHb

Dnynmyuna-aHTH-
OUMOTUK

250 mMr/amityJibst
500 Mr/amITyITst

250—500 mr 2 paza
B ICHb

®yzabyurun (6uo- | AU 5 103 4 pa3a B ieHb
MapoKc)
CeKpeToJMTHKH
0,9% pactBop PactBop 2 MJ 2 pa3a B IcHb Hcnonb3yercs
NaCl pexe 3 1 6% p-p
3—6% pactBop PacrBop 2 M1 2 pa3a B IEHb IpenBapuresib-
NaCl HO — OPOHXOJIMTHK
MyKoIuTHKH
AUETWIIUCTENH PactBop 2% Wuransuus 2—3 mi
2 pa3a B IcHb
AMOpoKcon PactBop 7,5 mr/mit | 1—2 mut 2 pa3a B ieHb
HopHa3za anbha AMTTYTTBI 2,5 MT Wnransium 1-2 pasa | bes pactBopu-
(TTyIbMO3MIM) B JIEHb €XKETHEBHO Tess!

IMpumevanus: IAU — nosupyronuit aspo30ybHbIil uHraNaTOp; [T — nmopomkosslit

WHTAJIATOP.

EBpormeiickuii cranmapt kauecta nHTansiTopoB EN-13544-1.
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Tabauuya 10

BbI00p AaHTUMUKPOOHBIX MPENAPATOB B 3aBUCUMOCTH

OT BbIJIeJIsSIEMBIX BO30yaMTE €

IIpenapatsi
Mukpoopranuzm
BbIOOpA pe3epBa BTOPOTO psina*
H. influenzae Ledorakcum, HunpodaokcaiuH, | XmopambeHUKO
LedTpuakcon AMITUIAJUIVH, (TOKCHUYEH)
AMOKCUTIMJUTAH/
Knasynanat
Nmunenem
Staph. aureus Bankomummxa Led-Im, HNmereHem,
CnapdiiokcalyH, AMOKCHKJIaB,
DPUTPOMUIIVH, TKL/KJI,
KnunpaMuuyx, LunpodaokcaluH,
PokcurpomuiiuH, INednokcauuH,
CriupaMHLIUH, OdJokcaluH,
A3UTPOMULIMH Pudamnunun
Ps. aeruginosa [Ten-All, HunpodrokcauuH,
Hed-11In-AlIl, TKILI/KJI, a3tpe-
WNmunenem, OHaM
MeponeHem,
aAMUHOTJIMKO3UIbI
B. cepacia Ledrazunum, XnopamdeHukos, OOBIYHO YCTONYMBBI
Hunpoduokcaimx | Tpumetonpum K AT'-AIl

IIpumeuanus. 3mech u B Tadu. 11: Lied-Inm — nedanocnopunst | nokonenwst; Lied-11Tm —
nedanocropunsl 111 mokonenus; AI' — amuHormmko3uasl; AI1 — aHTUTICEBIOMOHATHAS
(anTUcHHeTHOIHas1) akTBHOCTD; TKILI/KJI — TMKaplMIInMH ¢ KIaByJaHOBOM KHCIOTOIA.
*TIpenapatbl BTOPOro psiia He Bceraa Tak ke 3¢ ¢eKTUBHbI, KakK Ipernaparbl BbBIoopa
u pesepBa. [IpenapaTsl pe3epBa U BTOPOTro psijia Ha3HAYAIOTCS B 3aBUCUMOCTH OT YyB-
CTBUTEJILHOCTHU BO30YnUTENs (TOCEB MOKPOTHI UJI OPOHXOCMBIBA), HYHKIIUU MTOYEK,
TeYeHU, CJIyXa, CTOMMOCTH TIperapara.

Tabauya 11
J103b1 AHTHOMOTUKOB, NPUMEHsIEMbIE Y 0OJIbHBIX MYKOBHCII030M
Hassanme Tyrs BBeseHns Jo3a, Mr/kr l'[penmyluecmeﬂﬂoe
B CYTKH neiicTBre
Tlennumninnel
OKcaluWIInH BHyTpuBeHHO, BHYTpH- 150—200 | Staph. aureus
MBIILIEYHO
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IIpodoncenue maoa. 11
Hassanme TyTs BBe1CHHS Jlo3a, Mr/Kr Hpenmy!ueCTBeﬂﬂoe
B CYTKH neiicTBue
Kap6enuummiua | BHYTpUBEHHO, BHYTpU- 200—400 | Ps. aeruginosa
MBILIEYHO
TukapunuiH BHYTpUBEHHO, BHYTpU- 200—400 | Ps. aeruginosa
MBILIEYHO
A3TOUWIIIUH BHyTpUBEHHO, BHYTpU- 200—300 | Ps. aeruginosa
MBILIEYHO
[edanocnopunbl
Hedazonun In BHyTpUBEHHO, BHYTpU- 100—150 | Staph. aureus
MBILIEYHO
Ledanekcun In Buytpsb 100 Staph. aureus
Ledorakcum IlIn | BHYTpuBEHHO, BHYTpU- 100—150 | Staph. aureus
MBIIIEYHO
LedTpuakcon BHyTpuBEHHO, BHYTpU- 100 Staph. aureus
IIn MBIIIEYHO
Ledonepaszon BHYTpUBEHHO, BHYTpU- 200 Ps. aeruginosa
ATIl MBIIIEYHO
Hedrazunum AIl | BHYTpUBEHHO, BHYTpU- 200—300 | Ps. aeruginosa
MBIIIEYHO
Ledenum BHyTpUBEHHO, BHYTpU- 150 Ps. aeruginosa,
MBIIIEYHO Staph. aureus
Kap6anenembi
MmeneHem BHyTpUBEHHO, BHYTpU- 80—100 Staph. aureus,
MBIIIEYHO Ps. aeruginosa
MeponeHem BHyTpuBeHHO, BHYTpU- 80—120 Ps. aeruginosa,
MBIIIEYHO Staph. aureus
MoHo6aKTaMbl
A3zTpeoHaM BHyTpuBeHHO, BHYTpU- 200 Ps. aeruginosa
MBILIEYHO
AMMHOTJIMKO3H/IbI
Hetunmuuux BHyTpuBeHHO, BHYTpU- 10-20 Ps. aeruginosa,
MBIIIEYHO Staph. aureus
TobpamuLia BHyTpUBEHHO, BHYTpU- 10-20 Ps. aeruginosa,
MBIIIEYHO Staph. aureus
AMUKaLIMH BHyTpUBEHHO, BHYTpU- 15-25 Ps. aeruginosa,
MBIIIEYHO Staph. aureus
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IIpodonxcenue maoa. 11

Hassanme T R ren— Jlo3a, Mmr/kr HpenmyfuecTBeﬂﬂoe
B CYTKH neiicTBue
Makpomasi
DPUTPOMUIINH BayTtpb 40-50 Staph. aureus
CrniupaMuIIMH BHyTpuBeHHO, BHYTpb 150 TE Staph. aureus
Pokcutpomuniuu BuyTpn 5-8 Staph. aureus
ABUTPOMUIINH BayTtpb 30—-50 mr/ | Staph. aureus
Kypc
ABUTPOMUIINH BuyTpb 6—12 Mec 10 Mr/kr | Ps. aeruginosa
2 pas3a B He-
TIEJTIO
JIMHKO3aMUHBI
JIuHkoMuULIMH BHyTprBEeHHO, BHYTPUMBI- 30-50 Staph. aureus
IIEYHO, BHYTPb
KnunpamMmuuyx BHYyTpUBEHHO, BHYTPUMBbI- 20—40 Staph. aureus
LIEYHO, BHYTPb
TeTpanukauHbl
JIOKCULIMKIIUH BHyTpb, BHYTpUBEHHO Swmr/kr B | Staph. aureus,
CyTKHU B. cepacia
DTOPXUHOJIOHBI
Lunpodaokca- BHyTpuBeHHO, BHYTpb 25-50 Ps. aeruginosa,
LIUH Staph. aureus
OdanokcalyH BHyTpuBEeHHO, BHYTPb 15-20 Ps. aeruginosa,
Staph. aureus
JleBomokcanmH BHyTpuBEeHHO, BHYTpb 10—15 Ps. aeruginosa,
Staph. aureus
Mokcudinokca- BuyTtpb 10—15 Ps. aeruginosa,
LIMH Staph. aureus
IlenTuanbie AHTHOMOTHKHI
BankoMuuyH BuyTpueHHO 40-50 Staph. aureus
Konuctun BuytpusenHo, BHyTpumbl- | S0—150 TE | Ps. aeruginosa,
LIEYHO Staph. aureus
Konuctun HHransumoHHO 1-2— Ps. aeruginosa,
4 mau EJL | Staph. aureus
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Oxonuanue maoba. 11
Hassanue TyTs BBeCHUS Jlo3a, Mr/Kr Hpenmy!uecn;eﬂﬂoe
B CYTKH JeicTBre
Pa3nbie npenapatbl
Tpumeronpum/ BHyTpb, BHYTpUBEHHO 20 Mr/kr B | B. cepacia
cysbhameTak- rnepecuere
cazo Ha TpUMe-
TOTIPUM
Jluneszomun BHyTpuBeHHO 40 mr/kr 3a | MRSA
3—4 paza
Pudammunmn BayTtpb 15-20 Staph. aureus
Dro3ah0HXUH WNHrangumonHo 5 no3 Staph. aureus
4 paza
Onynmynun-Ab | BHYTpuBeHHO, WHTAJSIIN- 30—-50 Staph. aureus
OHHO

B unransumsix 250—500 2 pa3a B 1eHb (CM. UHCTPYKIIUIO)

Tabauya 12
AHTHUMHMKOTHYECKHE NMPenapaTsl
Ha3Banue CHUHOHIMBI ITyrb BBenenus | /lo3a Mr/Kr B CyTKH

Hrpakonazorn* OpyHrain BuyTpb 5
KeTtokoHazomr** Hu3zopain, Oponaszon | BHyTpb 5-8
dnykoHazon Nudmokan. Kypc BayTpb 6—12

2—4 Hen
Amdoreputiia B | dyHrM30H, BuyTpuBeHHO CM. HUXKe

DOyHrmm
BopukoHazon BHyTpuBeHHO 6 mMr/KT 32 2 pasza
Bopuxkonazon BuyTtpsb > 40 kr 200 mr 2 pasza

nociue 12 net

Bopukonazon <40 kr 100 mr 2 paza

IMpumevanue: * HazHavyaeTCs AeTaM crapiie 12 jer; ** mpoTUBOIMOKa3aH Mpu 3aboJie-

BaHUAX MCYCHU.

AmdoTtepunun B
BHyTtpuBeHHast uHby3ust. PazBoast B 5% ri110Ko3e 10 KOHLEHTPALIM1
100 MxT/Mi1. AnuTeTbHOCTh MHDY3UH 4—6 9acoB.



132 TpuoxeHust

Heru: mpo6Has go3a 100 MKr/Kr (MakcUMaibHas 703a 1 MT) B TeueHUe
30—60 muH; HavaabHas go3a 250 MKT/KT 1 pa3 B CyTKU. 3aTeM J03Y exXe-
JTHEBHO YBEJIMYMUBAIOT Ha 250 MKT/KI 10 MaKCUMalbHON — 1 MT/KI/CyT;
nogaepxuBatoiast 1o3a 0,25—1 mr/kr 1 pa3 B cytku wim 1—1,5 Mr/kr
yepe3 neHb. KypcoBas mo3a 25—35 Mr/Kr 3a 4—6 Hemenb. AMMOTepULIH
B ¢ 7-netHero Bo3pacTta MOXET IMPUMEHSTHCS B MHTAISILMSIX MO 15 mr
2 pa3za B geHb — 10 mHeil.

Cpok JiedeHUsT aHTUMUKOTUYECKMMU TpernapataMi OIMpeaesieTcs
WHIWBUAYAIbHO B 3aBUCHMMOCTH OT HO30JOTMYECKOM (hOpMBI MHMKO3a.
YV 00JIbHBIX MYKOBUCIIUIO30M OH cocTaBiisieT 10—30 nHeii.

Tabauya 13
AnTHOaKTEepHua/ibHas Tepanus npu Boicese Burkholderia cepacia
[TepBorit Hedrazmmum 300 mr/kr + MeporieneM 120 mr/kr + | 14 nHeit
BBICEB TobpamuunH 12 MT/KT BHYyTPUBEHHO

Huramsiym Toopamuiinaa 300 mr 2 pa3a B IeHb | 3 Mecsilia

XpoHunyeckas | BapuaHTbl:
kosonu3anust | bucernron 12—20 Mr/Kr mo TpuMeTONpuMy BHYTPD | 14—21 neHb
XnopaM@eHHMKOJ 25 MT/KT 4 pa3a BHYTPb 14—21 neHn
Hokcunmkiaua 100—200 mr 1 pa3 BHYTpb 14—21 neHn
Wnransuuu amuaopuna (1 mr/mi B 4,5 Mt 0,12% | 1—6 mecsiiieB
NaCl) u Toopamurma 300 mr 2 pa3a B IeHb

O6ocTpeHue Hedrazumum 300 mr/kr + Meponerem 120 mr/kr + | 21 neHb
bucenron 12—20 Mr/Kr nmo TpUMETONPUMY BHY-

TPUBEHHO

]/IHI[I/IBPI,Z[ya.]IBHHﬁ IJIaH peaﬁymmaunn NaInucHTOB
C MYKOBHUCHIUI030M

B T1abn. 14—21 npuBoauTCsl cUCTEMa BbIOOpa HArpy30K U PeKMMOB
y IMalMEHTOB, KOHTPOJIb HAarpy30K M KOMILUICKCHI YIIPaXXHEHUI y AeTei
pa3Horo Bo3pacrTa.

1. CanaTopHo-KypopTHoOe JeyeHue (yKa3aTb CAHATOPHU M PETHOHDI):
» MecTHbIE CaHATOPHUH.

» CaHaTopuu cpeaHeii moixocsl Poccum.

» CaHartopuu YepHOMOPCKOTO TTOOEPEKbsI.
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2. ®u3uyeckue HArpy3Kku (yKa3aTb CHMCTeMY WHAWBHAYAIBHO JOMYCTH-
MBIX HATPY30K).

Tabauya 14
B])IﬁO]) CHUCTEMbI HAIPY30K 1Jis NAIUCHTOB MO0 KITMHUYE€CKHUM IMOKA3aTEJIAM
CreneHb HeIOCTATOYHOCTH I crenenn
A I1I crenens | II cremens (A, B)

KpPOBOOOpAIeHust WIH HeT
JIbIxaTesibHast He10- IV u III crenens | II creneHb I crenienb unu
CTaTOYHOCTH I10 LIKaJe Het (0)

Medical Research Council
Dyspnea Scale
[Mokazatenu GyHKIMKU CHUXeHue: CHIUXEHUE: CHUXEHUE:
BHEIITHETO JIBIXaHUST KpaiiHe pe3Koe, | 3HaYUTeIbHOE, OYCHB JIETKOE,
(KEJ, ®XKEJ, O®B1) | pe3koe, BecbMa | yMEpeHHOE, YCIIOBHAasI HOpP-
3HAYUTEIbHOE JIeTKoe Ma, HopMa
Hapyuienus B nuieBa- | AKTuBHble i | HeakTuBHbIE HesHnauurenb-
PpUTEIBHOI cUCTEME MPOTPECCUPYIO- | IEKOMIICHCH - HbIe UBMEHEHMUS
1€ TIPOIIECChl | pOBaHHbIEC WU CO CTOPOHBI
B KKT KOMIIEHCUPO- KKT wim
BaHHbIE Mpoliec- | HOpMa
cbl B KKT
Tsoxkecty | Tskenast 1 1-2
3abosne-
CpenHersi- 1 2 3
BaHUS
KeJas
Jlerkas 1 2 3%

[pumeuanne: | — mansAmnii IBUTaTEIbHBIN PEXUM; 2 — TOHU3UPYIOIINI TBUTATEb-
HBII peXuM; 3 — BOCCTAaHOBUTEIbHBII IBUTATEIBHBII PEXKUM.

TTocne 5 neT BO3MOXKHBI 3aHATUSI B TpyInax yueOHoro 3aBeneHus. OO1as rpyrma
TOJIBKO TMPU JIETKOM T€YEHUU 3a00JIeBaHUsI U OTCYTCTBUM OOOCTPEHMI 3a00JeBaHusI
He MeHee OJTHOTO Iojla, OTpaHUYEHME 3aHSATUIN UIW YIPaXKHEHUM, CBS3aHHBIX C 00-
1LIEH U CIIeLIMaIbHON BBIHOCIUBOCTBIO.

ITpu npoBeneHUN 3aHATUIL B yYeOHBIX YUpPEXIEHUSIX, Ha 0a3ax OTAbIXa, CaHATOPU-
SIX WK IPYTUX MecTax co crienuranuctoM o @K HeoOXoauMo yIuThIBATh COCTOSTHUE
310POBbSI 3aHUMAIOLLIMXCS, KOTOPbIE OTHECEHBI, PACIIPEAEIEHbI 110 IPyIIaM 310p0o-
BbSI UM METMLIMHCKUM TpyrnnaMm. Hixe B Tabiuie npeacTaBieHbl peKOMEHIALUH 110
pacnpeneneHuto dusndeckoit Harpy3ku (PH) mo neurarenbHbIM pexkumam ([IBP), a
OHM — MO0 MEAULIMHCKUM TPYIIIaM JJIsl 3aHATUI TT0 (PU3NUYECKON KYJIbTYypeE.
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Tabauuya 15
Pacnpenenenue ¢usnyeckoii HArPY3Ku M0 MEAUIUHCKHUM Ipynnam
MeauuuHcKas Jlerkoe TeyeHue CpenHetsKeoe Tskenoe Teyenue
rpynmna 3a00/ieBaHus | TedeHHe 3200J1eBaAHHUS 3a00J1eBAHHS
Ob6mas Rl
IMToxnroroBuTenbHas 2-3 2-3
A 2 1-2 2
CrneunaibHast
b 1 1

IIpumevanne: 1 — maasuii aB. p.; 2 — TOHU3UPYIOIIU B. P.; 3 — BOCCTAHOBUTEJIb-
HBIN OB. P.

* OTCyTCTBHME 000CTpEeHMIM 3a001eBaHUSI HE MEHEee OJHOrO rofa, Mpu JIErKOM TeYeHU U
3a00JIcBaHNsI, OTpaHUYEHWE 3aHSITUIN VI YIIPaKHEHWI, CBSI3aHHBIX ¢ OOIIEi U crie-
LI1aJTbHOM BEIHOCIMBOCTBIO.

Tabauya 16
XapakTepucTHKA JBUTaTeJbHbIX PEKUMOB /i1 00JbHBIX MYKOBHCLII030M
Maxkcumym
Koxa-
JIBura- Koui-Bo Bpems YCC (mk 041-B0
. . THUKOBBIX YcaoBus
TeJbHbIE | 3aHATHMIA | 3aHATHWIA, | HArpy3Km), 10-
HATrpPy30K | BBINOJIHEHHS
PEKUMBI B JIeHb MHH TOJTHUTEIbHO
B 3aHATHH
K HCXOTHOMY
Iagsmmit 3-5 10-20 10—20% ort pe- 1-2 Oo0JteryeH-
3epBa cepalla HbIC
Tonuzupy- 2-3 20—30 | 20—50% or pe- 2—4 Oo6uer-
FOIIMIA 3epBa cepaua YEeHHbIE U
OOBbIYHBIE
Boccrano- 1-2 30—45 | o 70% ot pe- 2-5 OObIUHbBIC U
BUTEJbHBII 3epBa cepalla C YCJIOXHe-
HUEeM

IIpumevanue: Peseps cepaua (PC) = (180 — BozpacT B rogax) — YCC B nmokoe.
TToapo6Hoe pacnpeneneHue makcumaabHoit HCC npeacrabieHo B Taba. 17.
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Tabauya 17
Makcumanbhas (mukosas)) YCC Bo Bpems 3aHaTHil

JIBuraTeIbHbIi

pesKIM BoccraHoBuTebHbIIA Tonusupyrommii T asmmmii

YCC, yn./mMuH >80 81-100 | 101-110 | 111-120 | 121-130 | 130—150
% PC 70 50 40 30 20 10

IIpumevanue: % PC — npolieHT OT pe3epBHOI paGOThI Ceplia.

Hwxe peus moiineT o mpoBeneHuu 3ausatuii JIMOK B teueHUN U mpo-
(bunakTMKe MyKOBUCIIMIO3a IETEi MEepBOro, BTOPOTO M TPEThETO roaa
kn3HU. Takke 31ech OYIyT OIMcaHbl OCOOEHHOCTH TTPOBEICHUS 3aHS-
tuit JIOK 1 HEKOTOPBIX yIpakHEHUIT B 3aBUCMMOCTHU OT BO3pacTta pe-
OeHKa.

BausiHue pazninuHbIX MPUEMOB Maccaxa pa3jIMuHoO: TMOorJIaKUBaHue,
pacTupaHue, pa3MUHaHUE BBI3BIBAIOT pacciaabdieHue; MOKoJauuBaHue,
TTOIIUTIBIBAHWE — COKpAIlleHne MBI, [Ipy BSUTOCTH MBITIIL KMBOTA
W KUILIEYHON MYCKYJIaTyphl, Maccax XXMBOTA MEXaHUYECKU COJAEHUCTBYET
OCBOOOXKIECHHNIO KUIIIEYHUKA OT Ta30B, YIy4YIllaeT MPOXOAUMOCTb MHUIIIH,
YTO TIproOpeTaeT ocoboe 3HaYeHWe. 3aHATHS B TPYIHOM BO3pacTe SIB-
JISIIOTCSI MOIIIHBIM TaKTUJIBHBIM pas3ipakuTesieM, KOTOPbI OKa3bIBaeT
CYIIECTBEHHOE BIMSHME Ha (DU3NUECKOE pa3BUTHE U Pa3BUTHE TTOTOKM-
TeJbHBIX IMOLIMHIA. IBUXKEHMS COAENCTBYIOT (hDOPMUPOBAHUIO U PA3BUTUIO
MBbILIL, KOCTEN, CEPACUYHO-COCYIUCTOMN U IbIXaTEIbHOM CUCTEM.

3. NuauBuayabHble CPeACTBA PeadHINTAINN:

» HazanbHbiit gy (c 3 1eT).

» Wnranstop [TAPU_BOW (FOuuop-Boit — 10 3 1eT) ¢ mpucmoco-
OsieHUeM Juisi cOopa MOKPOTbI, cUcTeMOl (puibTp-kianaH u [TD]] cucre-
MOIiA).

» Munub6aryt (¢ 3 net). HamyBHoii 6atyT (¢ 1,5 1o 3 ner).

» I'mmHacTruecKuii Mg (45 — 55 — 65 — 75 cm). @opmyna: poct —
100. Bapuanrt: 55—65 cm — 3—7 aet, 65—75—85 cm >8 ner, 95—120 cMm
>9 ner.

> [TukdpioymeTp (pa3doOpHbIT) — C 5 JeT.

> @narrep (AbIXaTelbHBINA BUOpPATOP) — C 5 JIeT.

4. JlonoHATEIbHbIE MHAUBHIYAJIbHbIE CPEICTBA PeaOHIUTALINN:

> JIpIXaTesTbHbIe UTPYLLIKH (CBUCTYJIbKU, CBUCTKU, HATYBHbIC IIIAPUKU U JIP.).
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» ['MMHacCTUYeCKUE MaJIKH.

» ["anTenu pasHoro Beca (0,5—2,0 kr).

» Threhold PEP (abixaTebHbIi TpeHaXeED).

» Threhold IMT (mbIxaTenbHBIN TpEHAXED).

» PEP macka (obIxaTeIbHbIi TPEHaXep).

» BesnoTtpenaxep.

» 'uMHacTuyecKasi cTeHKa (MHOTO(MYHKIIMOHATbHAs ).

» TpeHaxep — Oeryuiast J0poxKa.

» ['peGHOIT TpeHaxep.

» MHoronpo®uIbHbII TpeHaxep.

» CTOJ ¥ CIOPTUBHbBIE MPUHAIJIEKHOCTH IJIS1 HACTOJBLHOI'O TEHHMCA.

> DjacTU4HbIe (PE3MHOBBIC) OMHTHI.

> DcmaHaepbl (KUCTEeBbIC, MPYKUHHBIE U . ).

» Urponas npuctaBka «Wii Nintendo».

5. 3ansarusa (popmer) @K u JIOK

ITaccuBHas TEXHUKA:

» [To3uLmoHnpoBaHUEe/M3MEHEHNE TTOJIOXEHMSI.

» KoHTaKT-JIbIXaHuEe.

» MaHyaibHasl BUOpalus Ha BBIIOXE.

» [ToTpsixuBaHue.

» TepaneBTUUecKUe MO3ULIUMU.

» [lo3uiumu g o0JIeryeHUs IbIXaHusl.

AKTUBHAS TeXHUKA:

> AyTOTreHHBII IpeHax.

» Texnuka xanuvisist / Huffing — FET.

» JlpixaHue uyepes iarrep.

» JIpixaHue ¢ moMolbio npudopa PEP.

> Jlo3upoBaHHOE W YIJWMHEHHOE NBIXaHWE C COMPOTHBICHUEM Ty-
Oamu.

> YIpakHeHUs TS YIy4dIIeHUS TTOABYKHOCTH IPYIHOM KJIETKU (MO-
OuM3alumn).

> [TonoxeHusi, 0byeryaronne JbIXxaHue.

» OOuIepa3BUBAIOLLUE YITPAXKHEHMUSL.

> 3ByKOBasi THMHACTHKA.

3aHATUS BO3MOXKHBI B JICYEOHOM MJIM YYSOHOM YUYPEXKIECHUM, ToMa,
Ha yJIuIle.

[TpakTUKYIOTCS MelIre U BeJIOCUTIEAHbIE MTOXO/Ibl, UTOTEPaIusl.

B nocnenHee BpeMs IpUMEHSIOTCS 3aHSATHUSI C UTPOBBIMU TTPUCTAB-
KaMHu.
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KoHTpoJIb 1 CAMOKOHTPOJIb B ITEPUOJ 3aHATUIA TTPOBOIUTCS C TTIOMO-
IIBI0 CeKyHIoMepa, TUK(IoyMeTpa, MyJTbCOKCUMETpa, CAaHTUMETPOBOI
JIEHTBI, BECOB M POCTOMeEpA.

®opmbl (3aHATHSA) U CPeICTBA JieueOHO# (PU3KYIbTYPbI H MACCAXKA
y JieTeil paHHero Bo3pacra

1. Maccax (Kak oTaefibHas Mpolieypa) U 3JeMEeHThI Maccaxa:

> TTortaxxuBaHue.

» PactupaHue.

» PasMuHaHue.

» BubOpaiunoHHbIE IPUEMBI.

> VYiapHbIe TPUEMBIL.

» [MoTpsixuBaHue.

2. Ypok (mipouenypa) JTDK.

Cpenctsa:

» ['MMHacTUYEeCKME YIpaxKHEeHMsT (ITaCCUBHbBIE, aKTUBHBIE, pedieK-
TOPHBIE U 1IP.).

> CriellMayibHble TUMHACTUYECKUE yNpaKHeHUs (YImpaKHeHus, Ha-
MpaBJICHHBIE Ha pellleHKe JIeueOHbIX 3a1a4).

> JIbixaTeAbHbIC YIIPaKHEHUSs, 3ByKOBasi TMMHACTHUKA, JIbIXaTeIbHbIC
WUTPBI U Jp.

> VrpaxxHeHUs TPUKIATHOTO XapakKTepa (IBUTaTeIbHBIC ICHCTBUS
€CTEeCTBEHHOT0 THIa — IMOJI3aHUe, JIa3aHue, IPbIXKKU, X0ab0a, Oer u ap. ).

> JleueOHbIEe MOJOXEHMST (ITOJOXKEHHUS, TIPU KOTOPBIX YIydIlIaeTcs
BEHTUJISLINS).

> JIpeHaXXHbIe TTOJIOXKEHUS (MTOJIOKEHMSI, TIPU KOTOPBIX JyUllle OTXO0-
JIUT MOKpPOTa).

1. CaMocTosITe/IbHOE (TUTHeHUUYECKOe) TMMHACTUYECKOE 3aHSITHE.

2. IloaBMzKHBIE UTPHI (MaJIO U CpeiHe UHTEHCUBHOCTH).

3. IIporynku (remve, BeJIOCUIIeAHbIE, KOHHbIE, KOMIIJICKCHBIC U T. II.).

ean n 3agaun JIOK

OcCHOBHbBIE IIeJIH:

1) comeiicTBOBaTh BOCCTAHOBICHUIO (DYHKIIMIT TTOBPEXKACHHOTO Opra-
Ha U IPOBECTU NPOPUIAKTUKY OCTOKHEHUIA;

2) COﬂCﬁCTBOBaTB Pa3BUTUIO I[bIX&TCJTI)HOﬁ n HPIL[ICBapI/ITCJTBHOﬁ CHU-
CTEMBI;
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3) cmocoOcTBOBaTh OOIIEMY Pa3BUTHUIO, YAYUYIIMTb IICHXO3MOIIMO-
HaJIbHBIN (POH.

ITocTaHOBKa crelMabHbIX U KOPPEKIIMOHHBIX 3a7ay 3aBUCUT OT
CTEINeHU TSKEeCTU 3a00JieBaHMSI, HAPYIIEHUS] B JIbIXaTeJbHOU cucTteme,
XKKT u B cucreme KpoBOOOpallleHUsI, a TaKXkKe HapylIeHWH B IPYTUX
CHUCTeMax OpraHu3ma, Mo3ToOMy 3alauyu MoAOUPAIOTCS WHAMBUIYAJIBbHO.
3aHgTHE ciIeayeT TPoBOanTh 3a 30—60 MIHYT 10 KOPMIJICHUS WIIN Yepe3
45—60 MUHYT 1OCJIE HETO.

OcHoBHbIE 3a1a4H:

» OOyYMTb NPaBUJIBHOMY JIbIXaHUIO.

> VIydllIuTh OTTOK MOKPOTHI.

> Vay4immTh 00IIyI0 BEHTUJISILIMIO.

» OOyuuTh qracdparMagbHOMY JIbIXaHUIO.

» T[ToanepXuBaTh ONTUMAIBHOE COCTOSIHUE TPYAHON KIETKHU.

» HopmannzoBath U/WIK YIy4IIUTh MOTOPHYIO (DYHKIIMIO KUILIEUHUKA

> Vay4imuTh GYHKIIMOHATbHOE COCTOSIHUE MBIIILL XKMBOTA.

Oco0eHHOCTH MPOBEIeHUS 3aHATHS (PO Ty Pbl)
B 3aBMCHMOCTH OT BO3PacTa

3aHATUS 17151 JeTEeii epPBOro MOJIYrous — MePBOro roja JKU3Hu 10 KHbI
MIPOBOAUTHCS UHAUBUAYaAIbHO 2—3 pa3a B AeHb 110 10— 15 MuHYT, pexxum
JBUXXEHUI CTAHOBUTCSI OHUM M3 OCHOBHBIX 3JIEMEHTOB KOMILIEKCHOTO
JieyeHus1. Beaynimmu cpeacTBaMu OyayT:

1) oOmmii Maccaxk ¥ Maccaxk rpyAHON KJIETK! U XKMBOTa (ITOIIaXkrBa-
HUE, pacTUpaHue, pa3MUHAHUE, MMOTPSXMBAHUE, BUOpALIMs, MOKOJaYu-
BaHUE IaJIbLaMN);

2) KOHTAKTHOE IbIXaHUE;

3) pedyieKTOpHbBIC U TPUKJIAAHbIC TMMHACTUYECKUE YITPAXKHEHUS.

3aHATUA TTPOBOISTCS HAa POBHOM IMTOBEPXHOCTH MJIW Ha MSYE.

s HauJTyd1Iero oTToKa MOKPOThl HEOOXOAMMa yacTasi CMeHa IoJio-
XKEeHUs1 pebeHKa.

> JleTsaM ¢ 5-To miau 6-ro MecsIlla B 3aHITHS MOXHO BBOIMUTH Tac-
cuBHbIe yripaxHeHus (porto 4). B TeueHune nHS HEOOXOAUMO BBITIOJ-
HSTH OTHEJIbHBIE YIpaXHEHUs, HampaBleHHbIE Ha OOy4YeHue Tipa-
BUJIBHOMY JIbIXaHUIO 1 00lllee pa3BUTHE C UCITOJb30BaHUEM UTPYIIIEK,
MO>KHO BBOAUTD MEPEBOPOTHI CO CIIMHBI HA XKUBOT U 00paTHO (doTo 5),
3JIEMEHTBI MOJI3aHUS, KOTOPBIE CIIOCOOCTBYIOT TIOKOMOTOPHOI aKTHB-
HOCTH.
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®orto 5. [TepeBoOpOTHI

» Bo Bpems1 60IpCTBOBaHMS Yallle BHIKJIAABIBAMTE MaJIbIIa Ha XKK-
BOT. DTO OYIET O3BOJIATH EMY Ha4aTh ITOAHUMATh U YAEPKUBATh TOJIOBY,
[MOBOpPAYMBaTh €€ B pa3HbIe CTOPOHbBI M HE JaBaTh 3aCTAUBATHCS MOKPOTE
JBIXaTeNbHBIX TYTAX. YTOOBI OOJIETYUTH STO TOJIOKEHWE, MOXKHO IO/~
KJIaJbIBaTh IOJ TPYIb peOCHKA CIOKEHHYIO B HECKOJIBKO Pa3 MeJICHKY.
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» JIBurarenbHasl NeSITEJbHOCTh peOEHKa B IPYyIHOM BO3pacTe 00-
YCJI0BJIeHAa TOUHOCTBIO 1 IIPABMILHOCTBIO ABVKEHUI B3POCIOTO.

» BaxkHBIM MOMEHTOM SIBJISIETCSI MCITOJIBb30BaHMSI B TEUYCHUE IHS
MPUKIAIHBIX TUMHACTUUECKUX YIPAXKHEHUM, TaKMX KaK IMOKauYMBaHUS
(c 3—4 mecs11eB MOKHO IIPUMEHSITh BEpTUKAIbHOE ITOJIOKEHHE OO 5 MUH)
B pa3HbIX HaMpaBJICHMSIX, CTOSI, TIPU XOAb0e U cuasd Ha (putdose (M4 B
nuameTpe ot 55 mo 85 cMm). [lpykuHsiue ABUraTeIbHbIC IeCTBUS YIyd-
[IAIOT OOIIYI0 BEHTWISILIMIO, CIIOCOOCTBYIOT O0IIIEMY Pa3BUTUIO U Pa3BU-
TUIO BeCTHOYJISIpHOTO araparta (¢poTo 6).

Hixe mipuBoauTCst IpUMEpHBIN KOMIUIEKC IJISI AETEU TIEPBOTO MOy -
TOIMs XKU3HU.

3

|

®oro 6. [TpukiTagHbIe TMMHACTUYECCKUE YITPAsKHEHUS
3a CYeT ABMKEHUI MHCTPYKTOpa
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Tabauuya 18

Kommiekc ynpaxxHenuii 1151 AeTeil epBOro noJyroaus Xu3Hu

HcxonHoe Onucanue ynpakxHeHus,
MeTtoanyeckune yKa3aHus
NoJI0XKEHHe JI03UPOBKA
1. N T1. — Maccax nepenHeii mopepxHo- | TeMI MeaJIEeHHBII

JIEKAa Ha CITMHE

CTU TPYIHOI KIICTKH.

» [lornmaxwuBanue. PazmuHa-
HUe.

4—6 pa3 KaxIblil MpreM

2. U.I1. — 10 | Maccax HIKHUX KOHEUHOCTel. | TeMI MeUIeHHBIN 1 CpeaHMiA
xe » [lornaxusanue. PazmuHanue.
4—6 pa3 KaxIblil MpreM
3.A.I1. — 0 | Maccax BepxHUX KOHeUHOCTeii. | TeMn MelIeHHbIi
Xe > [lormaxusanve. PazmMuHaHue. | 1 cpeaHUiz
4—6 pa3 KaxKIblii TIpremM
4. . I1. —To | Maccax xXuBoTa. CuibHO He TaBUTD
xKe INornaxxusaHue (HaYMHAETCS . //
OT GOKOBOM MOBEPXHOCTH ool
>KUBOTA, NBIKEHUE VST BHU3 3 ’% ﬁ
U B IICHTP KUBOTA, 3aKaHINBA- ¥ o S
eTCcs HIDKE TTyTIKa). %= "W 3
4—6 pa3 Kaxablil IpreM
S. NI — Maccax rpyaHoi KJIEeTKH. [Tpu Bubpauuu pykamu 06-
Jiexa Ha » [MornaxxuBanue. PasmuHa- | xBatuTh rpyaHyto KieTKy. Ha
KUBOTE HUe. IPYAMHY HE HAXUMAThb
» Bubparusi. ?
4—6 pa3 Kaxablid preM
6. U.I1. — 10 | PeOeHOK OTTAIKMBAETCSI OT CreauTh 3a pyKaMu, YTOObI OHU
xe TJIOTHO MPUCTaBIEHHBIX HE M0JIBOPaYMBAIICh

CTOIaM JIAOHE B3pOCIIOTO
(peHomeH noszaHus bayapa).
4—6 pa3
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IIpodonxcenue maoa. 18

Hcxonnoe OnucaHue ynpakHeHusl,
MeToauyeckue yKazaHusi
M0JIOXKEeHHe JI03MPOBKA
7.1 11. — ITaccuBHbIE NBUKEHUS. JIBU>KEHUS BBITTOJTHSTD PUT-

JIexKa Ha CITu-
He. OO0XxBaTUB
OoJbIION
najell, KUucTb
y Iieq

1 — Pyku Briepen.

2—WN.TI.

3 — Pyxu BBepx.
4—N. 11

4—6 pa3

MMYHO.
Tewmn cpenHuit

8. U.Il. — o | [laccuBHBIE ABUXKEHMSI. [Tpu moTpsixuBaHUU PYK BbI-

Ke JIBrKeHue pyK B CTOPOHBI, TOJIHSIETCS 3BYKOBOE COMPO-
3auKcupoBaTh, MOTPSICTH, BOXJICHUE: MOJIET LIMEJIs,
BepHyThcs B . I1. camosieTa
4—6 pa3

9. N. 1. — Maccax rpynHo#t KieTku IMocTtykuBaHue BBITTOJHSIETCS

JIEKa Ha CIIMHE

cnepenu. PasmuHanue. Bu-
Opauumsi.

» [ToctykuBaHue.

4—6 pa3 Kaxablii IprueM

noayumeykaMu rnajablieB
P
., A
3 Mi{ -
LA

./

10. A. I1. — JIpIxaTesibHOE yIpaXKHeHUE. HapaBnuBaHue 10KHO COBIMa-
TO X€, PYKH PutmMuuHoe, 1erkoe HagaBIM- | AaTh C BBIIOXOM

B3pOCJIOTO BaHUE Ha TPYIHYIO KJIETKY. f

00XBaTBLIBAIOT | 4—6 KaXKIbIil TpreM

TPYIHYIO KJIeT-

Ky peOeHKa

11. U. I1. — TIpuxnagHbie ynpaxKHeHUs. Bapociblit He nipeiraer. Temn
pebeHOK B TpyxuHsIMe MBUXeHUST HOT | MBUKeHUI cpenHuit. CrimHa
BEPTUKATHHOM | B3POCJIOTO. pebeHOK MPUKAT K B3POCTIOMY
TOJIOXKEHU U 6—12 pa3

Ha pyKax

B3pOCJIOT0, Ha
OJHOI CUAWT,
JIpyrou rnpu-
Kar (B obslacTu
JKUBOTA) K
B3pOCJIOMY
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Oxkonuarue maoba. 18
HcxoaHoe Onucanue ynpakHeHus,
Metoauyeckue yKa3anusi
M0JI0KEHHE JI03MPOBKA
12. U. I1. — Maccax xuorta. [Tornaxkupa- | CUJIbHO He HaZ[aBJ'II/IBaTb

JIEKa Ha CITMHE

HUe (HauuMHaeTcs: OT OOKOBOI
TTOBEPXHOCTH XUBOTA, TBU-
>KeHUe UIeT BHU3 U B TICHTP
JKMBOTA, 3aKAHYMBAETCS HIXKE
MyIiKa)

4—6 pa3 KaxIblii IpruemM

(et

13. U.I1. — 10
Xe, 00XBaTHB
MPSIMbIE HOTU

IMoTpsixuBaHMe HOT, C OTHO-
BPEMEHHBIM ITaCCUBHBIM CTH-
OaHMeM (KOJIEHU K KUBOTY).

CrubaHue JT0JIKHO COBIMAIaTh
¢ BbIoXoM. COTMpOBOXIAIOTCS
MPOroBapMBaHUEM UTPOBBIX

JIEKa Ha CITMHE

pebeHKa 3a 4—6 pas dpa3
roJieHb
14. U. 1. — Maccax rpynHoii Ki1eTKu. [Tpu Bubpauuu pykamu 06-
Jiexa Ha » Pazmunanwue. [lokonauu- XBaTUTh IPYAHYIO KJIeTKy. Ha
XKUBOTE BaHue. Bubpauus. [Tormaxu- | rpyauHy He HaXXKMMaTh
BaHUe.
4—6 pa3 Kaxablil IpreM
15. U. I1. — Maccax rpyaHoi KJIEeTKU.

IMornaxxuBanmue.
4—6 pa3 Kaxablil IpreM

Temm MenmeHHBIN

Bo BTOPOM IOJIYTOUM MEPBOro roaa >XKM3HU pe6eHOK OCBanBacT IO3bI

(cTost ¥ cuas), TakKXKe OCBaMBAIOT IOJI3aHUE, YUUTCSI COXPAHSTh PABHO-
Becue, npucenaet (Mpy>KMHUT) U HAYMHAET CAMOCTOSITEJIbHO, OOKOM MPU
noaaepKKe XoaAuTh. JIis1 yaydiieHus gedyedoHoro agpdekra u npodpuaak-
TUKU HEOOXOJAUMO CO3JJaH1e BHEIITHUX YCIOBUA.

1. HeobxonuMo mpemiaratb peOEHKY pa3HbIE IbIXaTEIbHBIE WTPBI
(KOoTOpblE BOCITPOM3BOASAT 3BYKU) U PETYJISIPHO MX MOKa3bIBaTh, KaK 3TO
BoInosiHsieTcst (poto 7). B nanbHelilemM pedbeHOK 3alIOMUHAET U caM BOC-
MPOU3BOJIUT UX, YTO CIIOCOOCTBYET YBEIMUYCHMIO BbIJIOXA, 4 3HAYUT Tepe-
MEIIEHUI0 MOKPOTbI, MpoUIaKTUKe 3a00I€BaHUS U Pa3BUTUIO pecru-
PaTOPHOM CUCTEMBI.

2. HeoOGxonnmo MpoBOAUTD OTAEIbHBIE MAaCCaXKHbIE TIpHUeMbl (BUOpa-
LIMIO Y MTOKOJIAYMBaHUE) C TTPOU3HOILIIEHEM B3POCJIbIM 3BYKOB (TJIACHBIX,
KYXOKAIIUX, MbIUAIIIMX), UMUTUPYIOIIMX HACEKOMBIX, JKMBOTHBIX U AP.
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Doto 7. «JIpIXaTeTbHBIC UTPBI»

3. Takxe B KOHIIE IIEPBOIO
MOJIyrojia MOXXHO BBOJUTbH BEPTU-
KaJibHOE MoJiokeHue. PebeHoK Ha-
XOIMTCS HA OAHOU pyKe, a NIpyrou
MPUXMUMAETCsSl CIIMHOM K TYJOBM-
11y B3pOCJIOTO TaK, YTOOBI TOJ0Ba
pebeHKka umesa oropy. DTU To-
KayMBaHUSI MOXXHO OCYIIECTBIISITh
CTOsI Ha MECTE, 32 CYET HEOOJIBIITUX
MPYXUHSIIUX JBUXEHUN B3poOC-
Jioro (crubaHue-pa3rudaHue HOr),
B xonp0e 1 Ha ¢purdosne. [Ipu BbI-
MOJHEHUU TaKMX TMOKaYMBaHU
HEOO0XOAMMO PEryjIsIpHO OKOJIO
yxa peOeHKa PUTMUYHO JbIIIATH,
B TaKT MOKayuMBaHMIO. JlpIxaHue
B3pOCJIOr0 JaeT BO3MOXHOCTD
peOeHKY YYUTbCSI PUTMUYHO [Ibl-
1IaTh.

Hwke mpuBomuTes IpUMEpHBIN KOMITUIEKC JIJIST JeTeil BTOPOTO IOy~

roauvs XKN3HU.

Tabauya 19

Kommiekc ynpazkHeHuii 11 1eTeid BTOPOro MoJyroaus Ku3Hu

JIE2KAa Ha CITMHE

CTU TPYIHOM KJIETKH.
» [TornaxuBanue. PasmuHaHue.
4—6 pa3 KaxIblil MpreM

Hcxomnoe Omnucanue ynpaxHeHus,
MeToauyeckue yKazanus
NI0JIOKEHHe JI03UPOBKA
1. . I1. — Maccax nepegHeit moBepxHo- | TemIr MeaIeHHBII

xke. Jlepxka 3a
KUCTb (0OXBa-
TUB OOJILIION

naselr) pyku pe-
OeHKa Briepenu

2—W.TI.

3 — mpaBasi BHU3, JIeBask BBEPX
4 —WN. I

6—8 pas

2.1.11. — 10 Maccax xuBorta. [Tornaxmn- Jlerkoe HagaBIMBaHUE
xKe BaHue (110 ceperHe XUBOTa,

CBEpXY BHU3).

4—6 pa3 Kaxmblil IpreM
3.UN.1I. — 10 1 — npaBas BBepX, JeBast BHU3 | TemMn cpeqHuUii.

CTpeMUTBCS K TOMY, YTOObI
pyKu pebeHKa ObLIU MpsIMble.
ConpoBOXIaI0TCS MPOroBapu-
BaHUEM UTPOBBIX (ppa3
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Ilpodonscenue maba. 19
Hcxonnoe OnmcaHue ynpaxHeHust
A ymp ’ MeToauyecKne yKa3aHus
NoJI0KeHue J03UPOBKA
4. U.TI. — 10 Maccax rpyIHoii KIeTKH. [1pu BUOpauuu pykamu 06-
Xe, pyKu cBo- | » PazamuHanue. Bubpauusi. XBaTUTb IPYIHYIO KIeTKy. Ha
06omHbBI > [loxonaunBaHue. IPYAVHY HEe HAXUMATb
4—6 pa3 KaxIblil MpreM
5. AT — JlpIxaTeabHOE yIpaxKHeHue. HapaBnuBaHue 10KHO COBIa-
TO Xe, pyKu PutmuuHoOe, 1erkoe HagaBIKU- | IATh C BBIAOXOM
B3POCJIOTO BaHUE Ha TPYJIHYIO KJIETKY.
obOxBatbiBaloT | 4—6 pa3
IPYIHYIO KJIeT-
Ky pedeHKa
6. N.T1. — Xonnba.
yaepKuBast PeGenox mraraer mo TBepmoit
pebeHka nonu TMOBEPXHOCTHU.
MBIIIIKAMU B 6—8 pas
BEPTUKATBHOM
TTOJIOXKEHU
7.1.11. — 0 ITaccuBHBIE IBUXKEHMSI, AMILIUTYIA TTOKAYMBaHMSI
xKe «Yacwi». [lokaunBaHue pe- HebosbIIas.
OeHKa BITPaBO / BJIEBO. CoIpoBOXIAIOTCS IPOTOBAPH-
6—8 pas BaHUEM UTPOBBIX (hpa3
8. U.TI. — ITpukiagHoe ynpaxHeHue. JIBUXKEHUSI pUTMUYHbIE,
pebeHOoK B [pyxuHsIIe TBUKSHUS HOT | aMIUTUTyIa Hebobinas. Paza
BEPTUKATBHOM | B3POCJIOTO C IITyMHBIM PUT- BBIIOXA JIOJKHA COBITAATh C

MOJIOXKEHUU Ha
pyKax B3poc-
JIOTO, Ha OAHOM
CUIIUT, IPYTOi
npuxar (B 00-

MMYHBIM JIbIXaHUEM.
8—12 pa3

(azoii HermybokorO MpHUcena.
LllymHOe npIxaHue YyepeayeTcs
C OOBIYHBIM

JIaCTU XUBOTA)
K B3pOCIIOMY
9. N.T1. — Maccax rpyaHoii kietku cre- | [Ipu Bubpaiuu pykamu 06-
Jiexa Ha penu. Pasmunanue. Bubpa- XBaTUTb IPYIHYIO KIeTKy. Ha
KUBOTE uus. [ToctykuBaHue. IPYAMHY HE HAXUMAaTb

4—6 pa3 KaxIblil MpreM
10. M. I1. — to | [TonzaHwue. CTUMYAUPYETCS] UTPYIIKOM
Xe 20—30 cexyHa
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Ilpodoancenue maba. 19

Hcxoanoe Onucanue ynpaxxHeHUs
o yup ’ Meroauueckne yKazaHust
10JI0XKEeHHe JI03MPOBKA
11. 1. T1. — Maccax rpyaHou KiIeTKu. WM30erathb roxJonbiBaHUs B 00-

JIEKa Ha CIIMHE

Bubpanus. [ToxionsiBaHue.
4—6 pa3 KaxIplil mpreM

JIACTH Cepaiia

12. 1. 11. — JlpIxaTesibHOE YIIpaXKHEHME. ConpoBOXIaIOTCS TPOTOBapH-
cunst CayBaHue ¢ JIalOHU B3pOCJIO- | BAaHMEM UTPOBBIX (hpa3

IO «CHEXWHKHU, MTyLITUHKW».

6—12 pa3
13. 1. I1. — «HoxxHuLBI»: AMIUTMTYa ¥ TEMIT CpeTHUE.

JIexXa Ha CIMHE,
00XBaTUB NX

1 — HOTr'M B CTOPOHBI.
2 — CKPECTUTb.

CornpoBOXAAIOTCS MTPOrOBapy-
BaHWEM UTPOBBIX (pa3

3a TOJIeHb 4—6 pa3

HOTU pebeHKa

TPSIMbIE BBEPX

(K MOTOJIKY)

14. 1. 1. — To | CMeHa MOJIOKEeHMS HOT, AMILIMTYIA Y TEMIT CPEHMUE.
Ke, 00XBaTUB CKOJIb3$I 10 OITOpe. CorpoBOXAAIOTCS TPOTOBAPU-
MX 34 TOJICHbD. 4—6 pas BaHUEM UTPOBBIX (hpa3
[IpaBas co-

THYTa, JieBast

BBITIPSIMJIEHA

15. N I1. — IIpuknagHele ynpakHEeHHE. JIBM>XEHUSI pUTMUYHBIE,
pebeHOK B TpyxuHsIMe TBUKEHUST HOT | aMITTUTyIa HeOOJIbIasl.
BEPTUKATHHOM | B3POCJIOTO C IITyMHBIM PUT- ®a3a BeIIOXA TOJIKHA CO-
TOJIOXEHUY Ha | MUYHBIM JbIXaHUEM. BMagaTh ¢ pa3oii HermyboKoro
pyKax B3poc- 8—12 pa3 npucena.

JIOTO, Ha OJTHOM LllymHoe nbixaHue yepeayercst
CUINT, IPYToit C OOBIYHBIM

npuxar (B 00-

JIACTH XKUBOTA)

K B3pOCTIOMY

16. U. T1. — «[TapeHue». JIBUKEHUS TIJIaBHbIE.
B3pocblif aep- | [lokaunmBaHus pebeHka CormnpoBoXKIal0TCsl MPOroBapu-
JKUT peOeHKa BBEPX / BHU3 BaHUEM UTPOBBIX (hpa3

OJHOI pyKo¥i 3a
CTOIIbI, APYTOM
MOAIEPXKUBAET
MO IPylib
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OxoHnuanue maoa. 19
Hcxonnoe Onucanue ynpakHeHust
A ynp > MeToauyecKne YKa3aHus
MOJI0KeHHe J03MPOBKA
17. 1. 1. — Maccax rpynHoii KIeTKu. [Tpu BuGpanuum pykamMmu 06-
Jiexa Ha > Pazmunanue. [Tokonaumn- XBaTUTb IPYIHYIO KJIeTKy. Ha
XKUBOTE BaHue. Bubpauus. [Tornaxu- | rpyauHy He Haxkumatb. M30e-
BaHUeE. raTh MOKOJAYUBAHUS B 00JIaCTH
4—6 pa3 KaxIblii IpruemM cepaua
18. . 1. — Maccax rpynHoii KIeTKH. Temn MenaeHHbBIM

JIeXKa Ha CITMHE

» [TornaxuBaHue.
4—6 pa3 KaxIblil MpreM

PeGenok BTOpPOro roma JKW3HM OBJIaJeBaeT OCHOBHBIMM JBMXKECHUS -
MU — TIOJI3aHMe, XOAb0a, TaKXKe y HEro yJydllIaloTcsl KOOpAWHALUS U
paBHOBecue. Y peOeHKa YBeIMYMBAETCSI OTPEOHOCTD B IBMXKEHUHU, €TO
KauyecTBe, OH 4allle BCTaeT, IMPYXUHUT. B 3TOM ciydae HEoOX0aUMO yBe-
JIMYUTH U pa3HOOOPa3UTh BHEITHUE YCIOBUSI.

1. HeoOxonumo obecreyuTh MECTO, rae pedeHOK CMOXET B J0CTa-
TOYHOI Mepe YIOBJIETBOPSATb CBOM MOTPEOHOCTU B PazHOOOpPa3HOM
nBrKeHnu. Jlydiie Bcero Jjisl peleHus 3TOi 3a1a4y NOAXOAUT AeTCKMii

®oto 8. batyT s cTapimx aetei
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®ot0 9. HagyBHOI1 6aTyT ¢ MaHEXeM

HaayBHOI 0aTyT (poTo 8, 9), MpU HAIMUMU KOTOPOTO B JOMAIIHUX YC-
JIOBUSIX MOTYT pelllaThbcsl U JieueOHO-TIpoIaKTUIEeCKe 3a1adui. DTOT
MpeaMeT UMeeT HaayBHOE JHO M CTEHKH, YTO TTO3BOJIAET MPH TIPYKIHS-
LIMX JBMXKEHUSIX BBICOKO OTTAJIKUBAThCS, a MPY MaAeHUsIX He MoJyYaTh
TpaBMbI. B manpHeiieM peOeHKa Hy>KHO OOYUMTh BBIIIOIHSITD IIPYKUHSI-
e OIBVKEHUS C AbIXaTeIbHBIMA UTpaMU (MCTIONB3YsT pa3IMYHOTO poaa

CBUCTYJIbKU).

2. C 3Toro Bo3pacta B 3aHATUSI HEOOXOAMMO BKJIIOUATh 3BYKOBYIO
TUMHACTUKY (3BYKOBbIC UTPbI) WIKM JETCKUE MY3bIKaJbHbIC MPOU3BEIC-
HUSI, B KOTOPBIX IPOMCXOANT ITOBTOPEHHUE 3BYKOB.

Tabauya 20

Kommekc ynpaxkHeHuii 1151 ieTeil BTOPOro rojia Ku3Hu

JIEKa Ha CIIMHE

HcxomHoe OnucaHue ynpaxHeHus,
MeToauyeckue ykazaHus
NI0JIOKEHNe J03UPOBKA
1. 1. I1. — Maccax nepegaHeit moBepxHo- | Temrr MeaIeHHbII

CTU IPYIHON KJIETKMU.
IMornaxxnBanue. PasmMuHaHue
4—6 pa3 KaxIblil IpreM
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IIpodonycenue maba. 20

HcxoaHoe
MOJIOXKEHHe

OnucaHue ynpaxkHeHusl,
JI03UPOBKA

MeTOﬂM'-IeCKI/Ie YKa3aHnusa

2.1.11. — 0
xKe

Maccax xuBota. [Tornaxku-
BaHUe (KpyroBble IBVXKEHUS
BBITTOJIHSIIOTCS IO YaCOBOM
CTpeJiKe).

» [TornaxuBaHue (HaYMHAET-
¢s1 OT GOKOBOI TTOBEPXHOCTH
JKMBOTA, IBMXKEHUE UIIET BHU3
M B LICHTP XXMBOTA, 3aKaHYU -
BaeTCsl HUXKE TTYIKa).

4—6 pa3 Kaxablii IpreM

Jlerkoe HamaBIMBaHKE HA XKU-
BoT. TeMn MeIeHHbII

3.U.TI. — 0
xe. [lepxatp 3a
KUCTb pedeHKa,
00XBaTUB 00JIb-
LLIOW MaJiell,
PYKM Briepenu

1 — pyKHU B CTOPOHBI, T10-
TPSICTH.

2 — DYKH CIIepeIr CKPECTUTb.
6—8 pas

[Ipu MOTpSIXUBaHUU PYK BbI-
TTOJTHSIETCSI 3ByKOBOE COIPO-
BOXIEHUE: TTOJIET LIMEJTs,
caMoJieTa u T. 1.

HOTHM pebeHKa
3a ToJIeHb, HOTH
K TIOTOJIKY (11011
90°)

4. 1. I1. — 0 Kpyrosbie 1BUXKEHUS PYK: AMIIIUTYAA HeOOIbILIAs
xe A — KHapyxu.
b — BOBHYTpb.
6—8 pa3 B KaXIyIo CTOPOHY
5. . I1. — 10 Maccax rpyaHoi KJIeTKU. [Tpu BuOpanuu pykamu 00-
Xe, pykKu cBo- | » Pazmunanue. Bubpatusi. XBaTUTh IPYIHYIO KIeTKy. Ha
OOMHBI > [TokonaunBaHue. rpyIMHY He HaxkumaTtb. U30e-
4—6 pa3 KaxIblil MpreM raTh MOKOJIAUMBAHUS B 00J1aCTU
cepaua
6. 1. T1. — 10 JIpIxaTebHOE yIpaXKHEeHUe:
xe > VmuTanust IbIxaHust exXuKa.
4—6 pas
7.A.11. — 10 ITokaunBaHUe MPSIMBIX HOT Temn u amnnTyna cpenHue
Xe, 00XBaTUB BIIPaBO/BJIEBO.

6—8 pa3 B KaxKIylo CTOPOHY
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IIpodonxcenue maoa. 20

Hcxomnoe Omnucanue ynpakKHeHUs, MeToHecKHe yKa3aHus
N0JI0KeHne JI03UPOBKA
8. . II. — Kpyrosbie nBuzkeHus mpsiMbix | TemI 1 aMIuiuTyaa cpeaHue
TO K€, HOTH HOT BIIPaBO/BJIEBO.
BMecCTe 6—8 pa3 B KaXIy1o CTOPOHY
9. N. 1. — ITpuknagHbie ynpakHEeHUs: JIBUKEHUSI pPUTMUYHBIE,
peGeHoK B TIPYXWHSIIINE TBUXKESHUS aMITTUTYa HeOOJTbIIIast.
BEPTUKAJILHOM | B3POCJIOTO C IIIyMHBIM PUT- ®daza BbIIOXA JOJIKHA CO-
TTOJIOKEHUY Ha | MMYHBIM JbIXaHUEM. BManarth ¢ pa3oii HermyoboKoro
pyKax B3poc- 8—12 pa3 npuceaa.

JIOTO, HAa OTHOW
CUJIUT, APYToi
nprkar (B 00-
JIACTU 3KMUBOTA)
K B3pOCJIOMY.
Bapocibliii cu-
Ut Ha putOOIIE

IlymHOe apixaHue yepeayeTcs
C OOBIYHBIM

10. M. T1. — Maccax rpyaHoit KJIeTKu ITpu BuOpauu pykamu 00-

Jiexxa Ha criepenu. XBaTUTb IPYIHYIO KiIeTKy. Ha

KUBOTE » PasmuHanue. Bubpauwusi. rpyIMHYy He HaxkumaTb. U30e-
» [ToxyionbiBaHUE. raTh IMOXJIOMBIBAaHUS B 00JIaCTH
4—6 pa3 KaxIplii TIpremM cepala

11. 1. T1. — to | [Tonzanue. CTUMYyIUpyeTCsl UTPYLLIKOM

xKe 20-30c¢c

12. 1. I1. — Maccax rpyaHoit KJIeTKH. I1pu BUOpanuu pykamu 06-

JIE2KAa Ha CIIMHE

» BubGpauus. [TokonauusaHue.
4—6 pa3 Kaxaplil mpremM

XBaTUTh IPYIHYIO KJIeTKy. Ha
rpyAMHYy He HaxkumaTb. M30e-
raTh ITOKOJIAYMBAaHUS B 00J1aCTH
cepaua

13. 1. 11. — TpeHupoBKa NbIXaHUSI. CTpeMUTbCS, YTOOBI CBUCT ObLIT
cuns «CBUCTOK», BBIIOX B CBUCTOK. | TPOJOJKUTEIbHBIN
6—12 pa3
14. A. I1. — to | 1 — neuyb HA CITUHY. Yepes kaxbie MITh pa3 pyKu
xe, omHa pyka |2 — M. II. pebeHKa MeHSITh
MNpUXKUMaeT 5—10 pa3 |
HOTI'U K orope,
Npyrasi AepXKUT
pebeHka 3a

KHUCTU
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IIpodonycenue maba. 20
Hcxoanoe OnucaHue ynpaxKHeHus,
MeToauyecKue yKa3aHus
NOJI0KeHne JI03UPOBKA

15. U. I1. — o | Maccax xwuBora. [Tornaxu- Jlerkoe HanaBiMBaHUE HA
xe BaHUe (KPYTOBbIE IBWKEHUS | KUBOT.

BBITTOJTHSIIOTCSI 110 YaCOBOM Temn MenneHHBII

CTpeJiKe).

> [TornaxuBaHue (HAaUUHAET-

cs1 OT OOKOBO TTOBEPXHOCTU

>KMBOTA, ABVXKEHUE UIET BHU3

U B LIGHTP KMBOTa, 3aKaHYU-

BaeTCsl HUXKE TyIKa).

4—6 pa3 Kaxablii TpreM
16. U. I1. — Xoanoa. CTUMYIUPYETCS UTPYIIKOM
cTOSsI 30—-60c
17. U. T1. — 10 | «[loitmaTh KOMapa». ConpoBoxkal0Tcs MPOroBapu-
xe Pyku BBepx uepe3 CTOPOHBI BaHMEM UTPOBBIX (hpa3

XJIOTTHYTh HaJI TOJIOBOIA.

4—6 pa3
18. N. I1. — [1pukitagHele ynpaxkxHeHUeE. JIBM>KEHUSI pUTMUYHEIE,
pebeHoK B [pyxuHsye IBUKeHUS HOT | aMIuIUTyna Hebombinas. Paza
BEPTUKATBHOM | B3POCJIOTO C IIIyMHBIM PUT- BBIIOXA IOJKHA COBIANATh C

MOJIOXKEHUU Ha
pyKax B3pocC-
JIOr0, Ha OOHOU
CUIIUT, IPYTOM
npuxar (B 00-

MMYHBIM JbIXaHUEM.
8—12 pa3

¢azoii HeryOOKOro nmpuceaa.
[IymHoOe apIxaHue yepeayeTcs
C OOBIYHBIM

JIaCTH XXUBOTA)

K B3pPOCJIOMY

19. . I1. — VnpaxHenue «Tyuka». Temn u amnauTyna cpenHue
B3pPOCJIBIN fep- | B3pociblit mogHuMaeT pe-

KUT pebeHKa OeHKa BBEpX / BHU3, BIIPABO /

OIIHO¥ pyKoOit BJIEBO CO ciioBaMu: «S1 Tyuka,

3a CTOIIBI, Ty4Ka, Tydka, Sl BoBce He

JIPYTOii 1O~ MeaBeab. AX, KaK IPUSITHO

JIEPKUBAET IO
I'pyab

Ty4Ke I10 HeOy JIeTeTb», — U
WMUTHUPYET 3BYKHU BETPa «Yyy-

YYYYYYYYYYY>.
4—6 pa3
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Oxonuanue maba. 20

Hcxonnoe Onncanue ynpaxkHeHus,

TI0JIOKEHHE JI03UPOBKA Metomrieckue ykasanus
20. U. I1. — JIpIxaTeJIbHOE yIpaxKHEeHHUeE. CTpeMUTHCST, YUTOOBI «SI3bIYOK»
cTOSI Bbimox B «s13b190K». JIbIxa- OBLT pa3BEPHYTHIM KaK MOXXHO

TeJIbHAsI UTPYIITKA TIPY BBIIOXE | TOJIbIIIEe
pa3BopaynBaeTCs CBEpHYTas,
1IBeTHas1 Oymara.
6—8 pas
21. . I1. — Maccax rpynHoii KIeTKH. [Tpu BuOpamu pykamMmu 00-
Jiexa Ha Paszmunanue. Bubpanusi. XBaTUTh IPYAHYIO KIeTKy. Ha
JKMBOTE TTokonauuBaHue. rpyaIMHYy He HaxkumaTb. M30e-
4—6 pa3 Kaxablid IpreM raTh MOKOJIAYMBAHUS B 00JIACTH
cepaa
22. 1. 1. — Maccax rpyaHoit KJIeTKu. Temn MmenneHHbIN
Jexxa Ha ciuHe | » [lormaxkuBaHue.
4—6 pa3 KaxIplil mpreM

PebGeHok TpeTbero roja >KM3HHM COBEPIISHCTBYET MPUOOpETEHHBIE
JIBUTaTeIbHbIE HABBIKM (X0Ab0a, MOJ3aHusl, Ja3aHUsl, MeTaHue), U Ha
9TOIl OCHOBE BO3HWKAIOT HOBbIE IBUTaTEebHbIE NelicTBUSA (Oer, moj-
MPBITUBAHUE C OTPHIBOM HOT OT OIOPHI, CHPBITUBAHWE C HEOOIBIION
BBICOTHI).

» JletTn 3TOro Bo3pacra akTUBHO BIIMTBIBAIOT JItOOYI0 MH(pOpPMaLIUIO,
HaYMHAIOT MoJpaxkaThb U KOIMPOBaTh YBUACHHBbIC AeUcTBUSI. VX obmast
JIBUTaTe/ibHasE aKTMBHOCTb YBEJIMUYMBAETCS B HECKOJbKO pa3. Ha aTtux
OCOOEHHOCTSIX U CTPOSITCS 3aHATHUS, B KOTOPBIX MPEO0IaIatoT ABUXKEHUS
(ynpaxkHeHMs1) HaJ MaccaxkeM. 3aHSTHS WU OTIEIbHbIE IeMCTBUS TOJIK-
HbI IPOBOJMTHCS B UTPOBOM (hopMe M UMUTHUPOBATH pa3Hble 00pasbl, KO-
TOPBIE TTOHSITHBI AETSIM.

» K sTOMYy BO3pacty HEOOXOIMMO CO3/l1aThb BHEUIHUE YCJIOBUS s
CaMOCTOSITEILHOTO BbIOOpA JBUTaTebHOW aKTMBHOCTH JloMa (Kayaku,
BeJlocuIiesl, AeTCKU HamyBHOM O6aTyT u 1ap.). [1pu 310 HeoOXoaUMO T0-
Ka3aTh, YTO MOXHO JI€JIATh C STUMU MPEIMETAMU.

» HeobGxoaumo npuHUMaTh HEMOCPEACTBEHHOE yUacTUE B IBUTATE/b-
HBIX UTPaxX U BCAYECKU CTUMYJIUPOBATH XeJaHue peOeHKa K JTBUTraTesib-
HOU aKTUBHOCTU. [TOABUXKHBIE UTPBI BIUSIOT HE TOJIBKO Ha pa3BUTHE, HO
U HETTOCPEACTBEHHO Ha BOCIIUTAHUE peOEHKa.
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Tabauuya 21
Komnunekc ynpa:kneHmii 1Jis1 1eTeil TpeThero roaa xKu3Hu
Hcxoanoe Omncanue ynpakKHeHusl, MeTonuueckue
NoJI0KeHue JI03UPOBKA yKa3aHus
1. N T1. — Maccax nepegHeit moBepxHo- | Temr MenIeHHbIH

JieXKa Ha CITMHE

CTU IPYIHOM KIIETKH.
TMornaxxuBanue. PaamuHanue
4—6 pa3 Kaxiblil IpreM

2. 1. I1. — 10 Maccax xuorta. [Tornaxu- Jlerkoe HagaBaMBaHUE Ha
xKe BaHUe (KpyroBble IBUXKEHUS). | XKUBOT.
IMornaxusanue (HaunHaetcs | Temn MenIeHHbI
OT OOKOBOIi MOBEPXHOCTHU
KMBOTA, ABVDKEHUE UIET BHU3
U B LICHTP KUBOTa, 3aKaHYU-
BaeTCsl HUXKE TYIKa).
4—6 pa3 KaxIblii IpremM
3.U.I0. — 1 — Pyku BHU3. JIBUXKEHUS BBIMOJHSITb PUT-
TO X€, pyKu 2—MW.II. MUWYHO.
BBEPX, 00xBa- | 6—8 pa3 Temn cpeaHmii
TUB OOJIBLLION
najer pebeHkKa
4. 1. I1. — 0 «boke» JIBUXKEHUS BBIMOJHSTh PUT-
Xe, TIpaBast 1 — TOMEHSITh MECTAMU. MUYHO.
KUCTh y ieva, |2 — WM. II. Temn cpeaHuit
JieBasi Briepean | 6—8 pa3 B KaX/Iylo CTOPOHY
5. . I1. — T0 Maccax rpyaHoi KJIeTKU. [Tpu BuOpanu pykamm o0-
Xe, pyKu cBo- | » PaaMuHanue. Bubpanumsi. XBaTUTh IPYIHYIO KiIeTKy. Ha
OOIHBI » [TokonayuBaHue. IrpyIMHY He HaxkumaTb. U30e-
4—6 pa3 KaxIblii TIpremM raTh MOKOJIAYMBAHUS B 00JIaCTH
cepama
6. U. I1. — cros | [IpIxaTeabHOE yIpaxkHeHUeE. CornpoBoXKAaI0TCs MTPOTOBapy-
DPYKH BBEpX. «Betep», yIIMHEHHBII, TITyM- | BAHKEM UTPOBBIX (hpa3
HBII BBIIOX, BIIPaBO / BIEBO C
TOKaYMBaHUEM.
4—6 pas
7. 1. 11. — VrpaskHeHHE «[1apoBO3». ConpoBoxIatoTcsi NporoBapu-
crost. Pyku Pyxu UMUTHPYIOT IBUKEHUE BaHMEM UTPOBBIX (hpa3
COTHYTHI B KOJIeC, OMHOBPEMEHHBIM TIPOM3-
JIOKTSIX HOILICHHEM «4yX-UyX-dyX-dyX».

4—6 pas
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IIpodonxcenue maoa. 21

Hcxonnoe Onncanue ynpaxkHeHus, Metoauyeckue
M0JI0KEHHe JI03MPOBKA YKa3aHus
8. U.TI. — YnpaxHenue. «[HOMUKH, ConpoBOXAaI0TCS MPOroBapu-
TO Xe, HOI'U Benukanbl». [To komaHae BaHUEM UTPOBBIX (hpa3
BMeECTe, pyKU «['Homuku» — npucenu. 1o
CBOOOJIHO KoMmaHe «BenukaHb» —
BCTaJI PYKH BBEPX.
4—6 pa3
9. N. 1. — Pe- | IIpyxuHsiuiue npuxxeHust uiau | Jepxarb pedbeHKa 3a pyKu
OCHOK Haxo- HEBBICOKME MPBIKKHU.
IUTCS Ha yripy- | 8—12 pa3
TO TTIOBEPX-

HOCTH (AETCKUI
0aryT, KpoBaTh,
JIMBaH)

10. . I1. —
JIeXa Ha CTIMHe

Maccax rpynHoit KJIeTK1
criepenu.

» PazmuHanue. Bubpanus.
» [ToxyionbiBaHuMe.

4—6 pa3 KaxIblii IpuemM

ITpu BuOpamu pykamMmu 00-
XBaTUTh TPYIHYIO KJIeTKy. Ha
TrpyauHYy He Haxumartb. M30e-
raTh MOXJIOMNbIBAaHUS B 00JIaCTU
cepana

11. 1. I1. — Maccax rpyaHoii KJIeTKu ITpu BuOpanuu pykamu 00-

Jiexa Ha criepenu. XBaTUTb TPYAHYIO KiIeTKy. Ha

XUBOTE » Pazmunanue. Bubpauusi. TrpyIMHY He HaxkumaTb. U30e-
» [ToxsonbeiBaHMeE. TaTh TOXJIONBIBAHUSI B 00JIaCTH
4—6 pa3 KaxIplil mpreM cepala

12. 1. 11, — KaraHue «OpeBHBIILIKOM». Pyku BBEpXY B 3aMKe, HOTM

Ji€Ka Ha CIIMHE

Tlepexatsl BripaBo / BJEBO.
4—6 pa3

BMECTE

13. 1. I1. — 10
Ke, OlHA pyKa
MPYKUMAET
HOTH K oT10pe,
npyras aepxat
pebeHKa 3a
KHUCTh

1 — IMombem Tyn0BHUIIA
2—W. T
6—10 pa3

Yepes Kaxable TITh pa3 pyKu
pebeHKa MeHSITh




Xe, 00XBaTUB
HOTU pedeHKa
3a TOJIEHb,
COTHYTHI B
Ta300eIPEHHBIX
U KOJIEHHBIX
CyCTaBax ot

BJIEBO.
6—8 pas
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Hcxoanoe Omncanue ynpaKHeHus1, Mertoauyeckue
MOJI0KeHne JI03UPOBKA yKa3aHus
14. U. T1. — o | Maccax xuBota. [TornaxuBa- | Jlerkoe HanaBIMBaHUE HA
Xe HUe (KPYTOBBIE IBVDKEHUS ). >KUBOT.
» [TormaxuBaHue (HaunHaeT- | TeMIl MeaIeHHbIi
¢s1 OT OOKOBOIA TOBEPXHOCTHU
>KMBOTA, IBVDKEHUE UIET BHU3
U B LIGHTP KUBOTA, 3aKaHIM-
BaeTCsl HUKE TTYIKA).
4—6 pa3 KaxIplii mpreM
15. . T1. — to | [lokaunBaHUe HOT BIIpaBo/ Temn v ammIUTyaa CpeaHue

yriiom 90°
16. 1. T1. — to | KpyroBbie IBUXEHUSI Temn u ammiuTyna cpeaHue
xe A — TI0 9acoBOI1 cTpesKe.

b — npoTuB 4acoBo¥i CTPEIKU.

6—8 pas
17. 1. I1. — Xoaw0a. OO6paiatb BHUMaHKE Ha TIpa-
cTost 30—60 cexyHn BWIbHYIO OCAHKY
18. U. T1. — to | Xonpba ¢ 3aaHuEM. OOpaliath BHUMaHUE Ha Tpa-
xe A — Ha HOCOYKaXx. BWJIBHYIO OCAaHKY

b — xak MumKu.

B — kax narms.

30—60 cexyHm
19. U. T1. — 0 | YnpaxHeHue «3aiika». ConpoBoXAal0Tcs MPOroBapu-
Xe, YK Haj HeBbicokue OATIPHITUBAHUS. | BAHUEM UTPOBBIX (hpa3
rOJIOBOI 4—6 pa3
20. . T1. — JIpIxaTeJIbHOE yIpaXKHEeHHUe. CTpeMUTHCS, YTOOBI BHIAOX ObLT
CTOSI Bbinox B OYTBUIKY, HAITOJIHEH- | YIJTMHEHHBINA

HyI0 Ha 2/3 BOJIOM.
6—8 pas
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Oxonuarnue maoa. 21

Ynop npuces

Hcxomnoe Onucanue ynpakKHeHUs, Metoauueckue
M0JI0KEeHne JI03MPOBKA YKa3aHus
21. . 11 — ber. Yepes 7—10 cexyHa BeayLInit
cTost Wrpa «JloroHsiku». MEHSETCS
20—30 cexyHa,
22. 1. I1. — IMoanpeirnBanue Kak Jsryii- | CaeauTb 3a MpaBUIbHOCTBIO

KU C TIPOM3HOIICHUEM 3BYKOB
«KBa-KBa-KBa».
20—30 cexyHm

BBITNTOJIHEHUWA

23. 1. 11. —
CTOSI y CTOJNA, B
pyKax y pedeH-
Ka KOKTEWb-
Hasl TpyOouka

«BoznyuiHslit yTO0IT».

Yepes TpyOOUuKy peOeHOK 1yeT
Ha MSTYUK (MaJI€HbKOTO AMa-
MeTpa — OyMasKHbIi1, TTOPOJIO-
HOBBII U JIp.), HAMPABJISISI €TO

CorpoBoOXIal0TCS TTPOroBa-
pUBaHUEM cueTa U UTPOBBIX
NEVCTBUIA

JIEKa Ha CITMHE

B BOpoTa
6—8 pas
24. . I1. Maccax rpyaHoit KJIeTKH. ITpu BuOpanuu pykamu 00-
— Jiexa Ha » PazmuHanue. Bubpanus. XBaTUTh IPyaHYIO K1eTKy. Ha
JKUBOTE » [TokonaunBaHue. TpyIMHY He HaxkumaTb. U30e-
4—6 pa3 KaxIblii IpremM raTh MOXJIONBIBAHUS B 00JIaCTU
cepaua
25. U 11. — Maccax rpyaHoit KJIeTKu. Temn MenneHHbIN

» [TornaxkuBaHue.
4—6 pa3 KaxIplil mpreM

CumnTombl, TpeOyIoIue 3KCTPEHHOI KOHCYIbTAIIMN CIIEINAIACTA
WM TOCIUTAIM3ANUH B CIENUATU3MPOBAHHOE OT/IeJIeHIe

> BHesammHoe TOSIBJIEHUE ONBITITKH.

» HapactaHue uMeromencst OabIIKHU.
» BoJib B IPYIHOI KJIETKE B COUETAHUU C OABIIIKON.
» KposoxapkaHbe 0ojee 50 Mj1/cyT.

» Jluxopanka (>38,5°C) 6osee 3 nHEN.
» AHopekcus 6oJiee CyTOK.

» HeykpoTtumas pBoTa.

> [luapes ¢ moTepeit Macchl Tejia U MpU3HaKaMy 00€3BOXKUBAHMSI.
> XpoHUYECKOE TIPOTpeCcCUpyIoliee CHUKEHIE MACCHI Tena.

> OTCyTCTBUME CAMOCTOSITEILHOTO CTyJ1a OoJiee 2 CYTOK.
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> ITosiBieHHre 00eCLIBEYEHHOTO CTYyIa.
> [TosiBiieHHMEe OTEUHOTO CUHIpOMA.
» HapyiieHue co3HaHUsI.

Pexumnbie MeponpuAaTHAa B CTallMOHApe

Jns cHUXKeHUsT pruckKa MepeKpecTHOro MH(GULIMPOBAHUST MAllMEHTOB
C MYKOBUCIIMIO30M B CTallMOHApe CJEAYET XKECTKO COOIIOAATh CAEAyIO-
1IM€ PeKUMHbIE MOMEHTBI:

> CTporoe paszjejneHue MoToKa OOJbHBIX (MH(PUIIMPOBAHHBIX U HE
MH(PULMPOBAHHBIX CHMHETHOMHON mManoukoit). IlanmeHTsl ¢ pa3HbIMU
UHGEKIUSIMA He JOJKHBI CTaJIKUBAThCsl B MajaTaxX, KOpujaope, Ha pas-
JIMYHBIX MPOLIeAypaxX U B CTOJIOBOIA.

> O0s13aTeIbHOCTh MOCEBAa MOKPOTHI BCEM MalLlMEHTaM Iepe/ KaxKa0i
TOCIUTAIU3ALIEH.

» PazneneHue NaiMeHTOB C €eIMHUYHBIM BbICEBOM CUMHETHOMHOM na-
JIOYKH Y XPOHUYECKOM CUHETHOMHON NH(PEKIIMEiA.

> M3zoasuusi mallMeHTOB C MYJIbTUPE3UCTEHTHBIMM IITAMMAMM CTa-
(brJI0OKOKKA M CUHETHOMHOI MaJIOUKH.

» Crpoxkaiiiiasi u3ojsiiusl MalMeHTOB C BbiceBOM Burkholderia
cepacia (TajlaTa ¢ OTAEJbHBIM BBIXOAOM Ha YJIWILy, ¢ AYyLIeM U Tyaje-
TOM, €XEJHEBHO MEHSIOUIMMUCS XajaTaMu JJIsl BXO/a MEAUIIMHCKOTO
rnepcoHana).

> Twameavnaa obpabomka pyk niepcoHana (y Bpayeil CTETOCKOIOB,
€CJIM HET MHIMBUIYaJIbHBIX CTETOCKOMOB B MajaTe) KOXHbIMU aHTHUCETI-
tukamu. B Cankr-IletepOypre ncnosib3yeTcsl TOTOBbIN K YITOTPEOJICHUIO
pacTBOp — aMUJIMH.

> Twameavnasa obpabomka naisam nocae GbINUCKU NAUUEHMOB C CUHE-
enoiinoi ungpexuyueri. B Cankr-IletepOypre mcmnomib3yercs oopadotka 1%
pactBopoM TeTpaMuHa. Bes nmanarta onpblCKUBaeTCs ABaXKAbl 3TUM pac-
TBOPOM, a BCe IIpeIMEThI, paKOBUHA, AylleBas KadbuHa, Me0Oelsib, 000py-
JIOBaHWE THIATEILHO TPOTUPAIOTCS.

OnTtuMaibHBIM MOXHO CUMTaTb BblAeJIeHWE OTACJbHOW MajaThl s
KaxJ0To MalMeHTa ¢ MyKOBUCILIMAO30M TPU CTPOTOM pasjieJIeHUU 3TUX
najaT ¢ y4eTOM BBbIACISIEMbIX MallMeHTaMU BO30yauTeNeid U 00paboTKu
9TUX MaJiaT Moc/e BHIMUCKN CUJIbHBIMU J1€3WH(PEKIIMOHHBIMU pacTBOpa-
mu. Takast mpakTuka npuHsaTa B CaHkrt-IleTtepOypre. DTu manatbl MMe-
IOT OYILIEBYIO KAOMHY U TyaJleT. DTO MO3BOJISIET U30eXKaTh IIepeKPECTHOTO
WHGUIMPOBAHUS TTAIIMEHTOB B CTallMOHape.
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K ycuieHHbIM MepaM KOHTAKTHOM HM30JS1[MM MPU MYKOBHUCIIMI03€ OTHO-
cATCA CleayIolue:

» BoabHble TOJKHBI M30eraTh ASMCTBUI, CITIOCOOCTBYIOLIMX Tepeaa-
ye UH(MEKIMM AbIXaTeIbHbIX TTyTel MeX 1y 00JTbHBIMU MYKOBUCILIMIO30M.
DTO 3HAYUT:

1) uzberaTb KOHTAKTOB C IIpeaAMETaMM1, KOTOPbIE MOTYT OBIThH 3arpsi3-
HEHbl MOKPOTOM;;

2) nepxaTbcsl Ha TAKOM PAaCCTOSIHUU OT APYTMX OO0JTbHBIX MyKOBUCIIY -
JI030M, YTOObI YMEHBIIUTh BEPOSTHOCTb BO3AYIIIHO-KaIeJbHOM Tepena-
Yy UH(EKUMU TTPY Kallljie, YMXaHUU, pa3roBOpe UK CMeXe.

> MenuuuHcKie PabOTHUKH TOJIKHBI BCErIa MCIOJIb30BaTh CPElCTBa
WHAWBUAYAJIbHOM 3a1IUThI (Xa1aT 1 MepuyaTku) MpU BXO/Ie B ajiaty K 00Jib-
HOMY MYKOBHCIIMJ030M, a TAKXKe MTPU KOHTAKTE C HUM WJIM TIpeIMETaMUu U
000py/I0BaHMEM,, KOTOPbIE MOT'YT ObITh 3arPsI3HEHBI €70 MOKPOTOM.

IIpeObiBaHKMe GOBHOTO BHE NMAJIATHI

BonbHBIE MOTYT TTOKMIATH IAJIaTy JUILb TT0 HEOOXOAUMOCTH, HATIPU-
Mep JUIST JIeYeOHBIX WJIM JUArHOCTUUYECKMX IPOLIEAYp, KOTOPhIE HEJIb3s
MPOBECTH B Majiate. boJibHbIE MYKOBUCIIMI030M HU MPU KaKUX 0OCTOS-
TEJIbCTBAX HE JOJIKHbBI 3aXOAUTh B MAJIaThl IPYTUX OOJIbHBIX MyKOBUCIIY-
J1030M. BoyibHBIE MYKOBUCLIMAO30M HE JTOJKHBI COOMPAThCS BMECTE Ha
TEPPUTOPUHU OOJIbHULIBI, B TOM YKCJIE B IIOMELLIEHUSIX OOIIEr0 MOJIb30Ba-
HUs (KOPUAOPbI, TOMEIIECHUS IS JOCYTa, OTAbIXa U 3aHSITUI, CTOJIOBbIE,
MOMENIEHUSI U POACTBEHHUKOB, BECTUOIOIN).

BonbHBIE MYKOBUCLIMIO30M HE JOKHBI MOJIb30BAThCST TIOMEILCHUS -
MM JUISI 1OCYTa ¥ IPYTUMU MOMEILIEHUSIMU OOIIETO TTOIb30BaHUST (KYXHU,
KOMHATHI [T 3aHSATUM U T. 11.).

boavnbie myxosucuuoozom ne 00axcHbL HaxX00UmMbCs1 8 00HOU nasame ¢ opy-
2UMU DOAbHBIMU MYKOBUCHUUO030M, €CAU MOAbKO OHU He JHCUBYI 8 00HOM doMe.

Bcex GobHBIX MYKOBUCLIMI030M MPUYYalOT Mepes BBIXOJOM M3 Ia-
JIATBI MBITh PYKUA AHTUCEIITUYECKUM MBIJIOM WJIN 00pabaThIBATh UX AaHTU-
CENTUKOM, YTOOBI YMEHBIIUTEL BEPOSITHOCTD paCIPOCTPAHEHUsI TTOIMpe-
3UCTEHTHBIX MUKPOOPIaHU3MOB Yepe3 IPsI3HbIC PYKHU.

OO0opynoBaHue u Ipyrue npeaMeThbl

Hrpymiku, a1eKTpoHHbBIE TPUOOPHI U APYTUE TTPEAMETHI, C KOTOPBIMU
corpuKacaeTcsl O0JIBHOM, MOJIKHBI OBITh BEIMBITE M TTPOIE3MH(PUITNPO-
BaHBbI, TIPEX/IE YeM MMM BOCIIONb3YIOTCS Apyrue 0oJbHbie. [TpeameTs,
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KOTOPBIE MBITh W Ie3MH(PUIIMPOBATH HEJIb3s1, COBMECTHOMY MCIIOJIb30Ba-
HUIO HE TOJIJIexar.

Bcerna, korma aTo BO3MOXKHO, ClenyeT MCMOJb30BaTh CIEIUMaIbHO
BBIZICJIEHHOE TSI OOJIBHOTO 000pymOBaHME (CTETOCKOIT, TOHOMETP, TEP-
MOMETD).

Psiom ¢ manaTtoii 1o/KHA CTOSITh KOp3UHA JIJisl Tpsi3HOTo Oesibs. OHa
OyIeT TUIITHUI pa3 HAITOMUHATH O HEOOXOAMMOCTHU CHSATBH CPEICTBA MH-
JUBUIYaTbHON 3a1UThI IPU BHIXOJIE U3 MalaThl.

bonbHble, nHuuupoBaHHbie Burkholderia dolosa (Burkholderia cepacia,
remoBap VI), momMeliarorcst OTAEIbHO OT BCeX APYrUX 00JIbHBIX MyKOBUC-
1IM030M B ClielMaibHOE OTaesieHue. Bee apyrue 60JbHblE MyKOBUCIIU -
I030M (B TOM YHCJE C APYTMMU remMoBapaMu Burkholderia cepacia) pa3-
MEIIAITCS B OTASAbHbBIX TMajlaTaX OTAeJeHUS 1151 OOJbHBIX MyKOBUCIIU -
JI030M.

AMOyaTopHbIii IpreM

YT1o0Obl M30eKaTh KOHTAKTOB MEXAYy OOJIbHBIMU B KOMHATe OXMaa-
HUs, Bce 00JbHBIE MyKOBUCIIMI030M JIOJKHbBI TPUOBIBATH K Bpauyy TOUHO
10 pacrucaHuIo U cpasy Xe MPOBOJUTHCS B KAOUHET.

BonbHbIX, nHGULIMPpOBaHHBIX Burkholderia cepacia (kpome Burkholderia
dolosa), npHUMAIOT TTOCJICIHIMU.

bonbHbIX, UHGOULMPOBaHHBIX Burkholderia dolosa, npyuHuMaroT B crie-
LIMAJIbHO OTBEIEHHOM ITOMEILEHUU OTAEJbHO OT OCTaJbHBIX OOJIbHBIX
MYKOBUCIUI030M. [Jis1 3TUX OOJIbHBIX BBIACISIETCS OTACIbHBIN MEAu-
LIMHCKUIA MepcoHaa — Bpauu, MEAULIMHCKUE CECTPhI, TEXHUKU, KOTOPbIE
B OTOT JIeHb He TIPUHUMAIOT JIPYTUX OOJIbHBIX MYKOBUCLIMIO30M.

Hnsa Hocuteneit Burkholderia dolosa BbiaensitoT OTAeAbHbBIN MOPTATUB-
HBII CIUPOMETP U APYroe HeOOX0AUMOe 000pYIOBaHUE.
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