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lpobnema cBOEBPEMEHHOMN ANArHOCTUKM M PaBUIbHOIO BEAEHMS NaLMeHTOB C MYKOBUCLIMAO30M aKTyasbHa He TOJIbKO
B Halley cTpaHe, HO 1 BO BCEM MUpe. HecMoTpsi Ha JOCTUKEHMS COBPEMEHHON MEAULIMHCKON HayKU, NPOAOIKAETCS rmrno-
AMarHoCTMKa 3TOHM reHeTUYECKON 60/1e3HU, KOTopas HOCUT CUCTEMHbIN XapaKTep, MPUBOAMUT K TAKE0M WHBaMaAu3aLnn
1 cMepTH B rpeobnajatollem 60bLNHCTBE OT IEFOYHOMU U CepAeYHON HEA0CTaTOYHOCTH. Bpems 601e3HU HAaCTOJIbKO TSXKEO,
4YTO BBEAEH CKPUHUHI Cpean HOBOPOXKAEHHbIX, KOTOPbLIA MO3BO/SIET KaK MOXHO paHblUe 3arnofo3puTb U BbisiIBUTb 60J1€3Hb
M HayaTb NMaToreHeTUYECKoe eYEHHUE C Li€/IbK0 OCTaHOBUTb MM 3aMeIuTb NporpeccupoBaHne 6o0ae3Hu. llommumo coBpe-
MEHHOH KnaccuounKaumm u KpUuTepueB AnarHOCTUKK, Noapo6GHO NpeAcTaBieHbl LIEIM U KOMIOHEHTbI IE4EHMS], TpebyoLne
MynbTUANCUMNAMHAPHOro noaxoga. Ocoboe BHUMaHUE yaeneHo MEeToAuKaM KMHe3uTeparnuu, NpMMeHeHUo aHTubaKTepm-
allbHbIX CPEACTB, PEPMEHTO3aMECTUTE/IbHOM TePanuu, BO MHOMOM ONPEAENSAIOWMUM NPOrHo3 601€3HM.
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ONMPEAENIEHUE KoA No MKB-10

KnctosHbin drnbpo3 (mykoBmcumaols, MB) — aytocom- E84 KnctosHbin Gprbpos.
HO-peLecCMBHOE MOHOrEHHOE HacneacTBeHHOe 3aboneBa- E84.0 KnctosHbit dM6pO3 ¢ NeroYHbIMU NPOSBNEHUAMU.
HWe, XapaKTepuaylolLleecs NopaxKeHNEeM BCEX IK3OKPUHHbIX E84.1 KucTo3Hbin GUOPO3 C KUILIEYHbIMWM MposiBie-
enes, a TaKKe KU3HEHHO BaXHbIX OPraHoB U CUCTEM. HUAMMN.
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Contemporary Understanding of Diagnosis and Treatment
of Children with Cystic Fibrosis

The issue of contemporary diagnosis and correct management of patients with cystic fibrosis is relevant not only for Russia, but for the
entire world. Despite achievements of the contemporary medical science, underdiagnosis of this systemic genetic disorder leading to
severe incapacitation and death of pulmonary and heart failure in the vast majority of cases is still observed. The burden induced by this
disease is so severe that neonatal screening has been introduced to suspect and detect disease and start pathogenetic treatment capable
of stopping or slowing progression of the disease as soon as possible. Apart from the contemporary classification and diagnostic criteria,
the article presents treatment goals and components requiring a multidisciplinary approach in detail. Specific attention is given to methods
of kinesitherapy, use of antibacterial drugs and enzyme replacement therapy, which primarily determine prognosis of the disease.
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PepKkue 6onesuHu

E84.8 KnctosHbih $prMbpo3 ¢ ApyruMu NposiBIEHUSMU.
E84.9 KnctosHbit GrMbpo3 HEYTOHYHEHHbIN.

SNMUAEMHUOJIOIUA

Yactota MB cpeau npeactaButenen esponeouaHomn
pacbl Konebnetcs oT 1:600 o 1:17 000 HOBOPOXKAEHHbIX.
B Poccuickon depepaumm (PP), no gaHHbim PIBY «Meau-
KO-FEHEeTUYECKMIA HaYYHbIW LIEHTP», YacTOTa MyKOBUCLIMAO3a
coctaBnsieT 1:10 000 HOBOPOXKAEHHbIX.

B MocKkBe MearaHa BbiXXMBaeMoCTH gocturaet 39,5 ner.

3TUOJIOUNA

[eH MyKoBuMcLMA03a 6bin M3oanpoBaH B 1989 r.: OH pac-
NOJIOXEH B cepeanHe ANMHHOrO naeYva 7-1 ayTocoMbl, CoOaep-
WUT 27 3K30HOB M oxBaTbiBaeT 250000 nap HyK1eoTuaos.
[eH KOHTPONUPYET CTPYKTYPY U GYHKLMIO 6e/Ka, Ha3BaHHOro
TpaHcMeMbpaHHbIM perynatopom MB (MBTP). Ha ceroga-
HSILLHWMIA OeHb BblaeneHo 6onee 2000 myTtaumi reHa MBTP,
OTBETCTBEHHbIX 3a pas3BuTMe cumntomoB MB. CornacHo
OaHHbIM POCCUMMCKOro HaUMOHaNbHOro peructpa, Hambonee
4acTo BCTPeYatoTCs CReaytoLlme U3 Hux:
°* F508del — 52,79%;
e CFTRdele — 2,3-6,32%;
° E92K — 2,65%;
o 2184insA — 2,02%;
o 3849+10kbC>T — 1,65%;
e 2143delT — 1,65%;
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o G542X — 1,33%;

e N1303K — 1,33%;
o W1282X — 1,11%;
* L138ins — 1,06%.

MATOrFEHE3

MBTP nokanuayetcsi B anuKaibHOW 4acTh MembpaHbl
ANUTENManbHbIX KIETOK, BbICTUNAIOLWMX BbIBOAHbIE MPOTO-
KW Xene3 BHELWHEeN CeKpeuuu (MOTOBbIX, CAOHHbIX, XKenes
B OpOHXax, MOAXKEeNnyoo4yHOW »Kenese, KULIEeYHWKe, ypore-
HUTaNbHOM TPaKTE), U PEryanpyet TPaHCNOPT 3NEKTPONU-
TOB (MMaBHbIM 06pa3oM X/opa) Mexay 3TUMW KieTKamu
N MEXKNETOYHOM XWAKOoCTblo. llocnegHne uccnenoBaHus
nokaszanu, 4to MBTP aBnsietcsds COOGCTBEHHO XI1OPUAHbIM
KaHanoMm. MyTtauuun reHa MB HapylatloT He TOJIbKO TpaHc-
MopT, HO M CEeKpeuuio MOHOB xsiopa. MNpu 3aTpyaHEHUU KX
NPOXOXAEHNS Yepe3 KNeTOYHY0 Mem6paHy yBenu4mMBaeTcs
peabcopbumnsa HaTPUS Kene3ncTbiIMU KNeTKamu, HapyluaeTcs
3NIEKTPUYECKMIN NOTEHLMAN NPOCBETA, YTO BbIi3biBAET N3Me-
HEHWEe 3NEKTPOIMTHOrO cocTaBa WM Aerngpatauuio cexkpeta
enes BHeWHen ceKkpeuuu. B pesynbtate Bblaensembin
CEKPET CTAHOBUTCS YPE3MEPHO FYCThbIM M BA3KKUM. [Npn aTOM
CTpadaloT NEerkune, KenyaoqyHO-KULIEYHbIN TPaKT, MeyeHb,
noaxxenyaoyHas xenesa, Mmoyenosiosas cucrema (tabn. 1).

[MporpeccrMpoBaHue Nero4yHon 1 cepaeyHon HegocTaToy-
HOCTU ABNSeTCa Hanbosiee 4acTom NPUYNHON CMepPTU 60Sib-
HbIX (95%). Cpeaun Apyrux NPUYNH B SKOHOMUYECKN Pa3BUTbIX

OpraHbl U CUCTEMbI Maronornyeckue npoweccobl KoHeuHbI pe3ynbTaTt
BpOHX006CTPYKLUMS, CHUKEHWUE TONEPAHTHOCTU K UHDEKLNH,
KOMOHMU3aLMA AbIxaTeNbHbIX NyTen P. aeruginosa v Apyrumu
[bixaTenbHasa HeJOCTaTOYHOCTb, SIeroyHas
Nerkue naTonorMyeCcKMMmn MUKPOOPraHM3MaMu, XpoHUYecKoe
. runepTeHsus, cepaeyHas HeoCcTaTo4HOCTb
BOCManeHue abixaTeNlbHbIX NyTen, 6GPOHX03KTa3bI,
[eCTPYKUMS NapeHXMMbl NErkunx
HapylweHue cTyna (4acTblvi, XXMPHbIN, 310BOHHbIN,
OG6CTPYKLMS NPOTOKOB Xeneabl, NOSABNEHUE KUCT, o
. 06WNbHbIN), CHUXKEHWE HYTPUTUBHOIO cTaTyca
MoaxenynovHas HEeOCTaTOYHOCTb MOAXKENYA0HHON Kenesbl .
(y ieTen — oTcTaBaHMe B Pa3BUTUW), aBUTAMUHO3bI,
enesa (BHYTPEHHSS 1M BHELWHECEKPETOPHAS), KULIEYHas . o
BbINaJeHWsa NPSMOM KULLKKW, caxapHbli AuabeT,
Manbabcopbums
HapylleHHas TONePaHTHOCTb K MoKo3e
MPPO3 NeYeHW, CUHAPOM NOPTaNbHOM FTUNEPTEH3UMH,
MeyeHb Xonecras, xonenutuas Lpp Ap P P
runepcnieHn3m, nevyeHovHas HeJoOCTaTO4YHOCTb
KuweyHunk YBenuyeHue BA3KOCTU/aAre3MBHOCTU KasloBbIX Macc KuweyHas HeNnpPoxoanMOoCTb, MEKOHWEBLIN UNeyC
PenpoayKkTnBHas O6CTPYKLMSA U Nocneayolwas aTpe3ns BbIHOCALLMX MPOTOKOB Becnnoave
cucTemMa (y My>4uH) | AnYeK, a3oocnepmuns
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XapaKTepucTuka 6pOHX0/1eroYHbIX U3MEHEHUH
®opma ®dasza ®DyHKLUMOHaANbHANA:
GonesHu W aKTUBHOCTb K BEHTUNALMOHHAsA OcnoxXHeHusn
npouecca JIMHUYeCcKas JHpocKoNMyecKasn HeAoCTaToOYHOCTb
Tun CteneHb
CwmelwaHHas | Pemuccusa BpoHXuT: ocTpbIn, OHOOBPOHXHUT: OG6CTPYKTUBHbIN | A6cLecchl, aTenekTasbl,
(nero4Ho- PELMANBUPYIOLLUIA, | KaTapaibHbIi, NMHEBMO-NNOMNHEBMOTOPAKC,
KuweyHas) | AKTUBHOCTb: XPOHUYECKUI KaTapanbHo- PecTpuUKTUBHbIN I NeroyHoe cepaue,
Manas, THOMHbIN KpoBOXapKaHue,
JNlero4yHas cpeaHss, [THeBMOHUS: Kom6uHunpo- 1 KpoBOTeYeHue (leroyHoe,
BbICOKas noBTOpHas, [HOMHbIV BaHHbIN eNyAoYHOE), CUHYCHT,
KuweyHas peuunansupyoLLas OTEYHbIV CUHAPOM, LIUPPO3
06ocTpeHue: OrpaHuyeHHbIN, neyeHun, 3KBUBANEHTI
GPOHXMT, pacnpoCTPaHEHHbIV MEKOHWaNbHOro uneyca,
NHEBMOHMSA BblNaZeHne NPSIMON KULLKMK,
oTCTaBaHWe B GU3NYECKOM
pasBuTUK




CTpaHax BblAENSIOT OCNOXKHEHWSA NMPW TPaHCNAaHTaumMm opra-
HOB (12%), 3a60neBaHUsA NEYEHU K NEYEHOYHY0 HEAOCTaTOY-
HoCTb (2,3%), TpaBMmbl (2,1%), cynumg (0,8%), apyrue (1,3%).

KJACCUOUKALIUA

BcemupHaa opraHu3auus 3apaBooxpaHeHus, Mexay-
HapoagHasi accouuauus MyKoBucuuMao3a, EBponenckas
TemaTu4ecKas ceTb no npobiemMam mMyKoBucuLMAo3a, EBpo-
newckas accoumaums MYKOBMCLMAO3a OpraHuM3oBanu Cco-
BMECTHYIO pabouyylo rpynny € Lefblo pa3paboTku HOBOW
Knaccuoukauuu.

B coBpeMeHHOW KIMHWYECKOW MNpPaKTUKe WCNONb3YHoT
KnaccuduKkauuio, npeactaBneHHyto B Tabn. 2. HecoMHeHHo,
B Oyaywem, no mepe yrnybneHus 3HaHWKM, aTa Knaccudpuka-
LMs TaKke noTpebyeT nepecMmoTpa.

KIMHUYECKASA KAPTUHA

Y 6onblUMHCTBA NauUMEHTOB nepBble cumnToMbl MB
BbISIBAAIOTCA YK€ Ha NEepPBOM 04y KMU3HW, XOTS M3BECTHbI
cnydaun 6onee no3gHero pa3BuTus 3aboneBaHus — BMIOTb
[10 3penioro Bo3pacta. Hannyme y 601bHOro psga CUMNTOMOB
TpebyeT npoBeaeHna anddepeHumanbHoro guarHosa ¢ MB
(tabn. 3). Heob6x0AMMO y4UTbIBaTb, YTO MEPEYHN CUMMATOMOB
COCTaBNEHbl B MPUMEPHOM COOTBETCTBMM KaxKAoOW U3 pac-
cMaTpMBaeMbIX BO3pacTHbIX rpynn 60nbHbiX MB. Jlilo6o#n
M3 YKa3aHHbIX CMMMTOMOB MOXET HabnwoaaTtbCsa y AeTen
MaALWero uan ctaplero BospacTta.

AUATHOCTUKA

OvarHo3 MB noarBepxgaeTca npu Hanuyum OOHOro
UNn 6onee xapaKTepHbIX GEHOTUMNYECKNX NposiBNeHnn MB
B COYETaHWM C JOKa3aTeNbCTBOM HaNWyMs MyTauMW reHa
MBTP: BbiiBNeH1e myTtauum reHa MBTP npu reHoTUnupoBa-
HUW UK YBENUYEHUE YPOBHS XJIOPUAOB B CEKPETE NOTOBbLIX
enes 60/1bHOro.

MeTtoa onpepeneHus 3NEKTPOJIMTHOrO cocTaBa
nora (xaopa uauM Hatpusa). Knaccuyeckun metod nuno-
KapnuHOoBOro anekTpodopesa no MbécoHy n Kyky (1959) —
«30/10TOW CTaHAapT» AMArHOCTUKWU, MPOBOAMTCS TPUXKAbI.
MorpaHuyHble 3HavyeHnsa xaopa — 40-59 mmonb/n, naTo-
norngs — = 60 MMonb/n (MpUM HaBeCcKe noTta He MeHee
100 wmr).

MOTOBbLIN TECT C MOMOLBIO CreLManbHbIX NOTOBbLIX aHa-
IM3aTOPOB MO3BOASET MONYYUTb Pe3ynbTaT 3NEKTPOIUTOB
B TeyeHne 30 MUH C MMHMMaASIbHON HaBecKon 3—10 MKT.

Mpn onpegeneHnn MNPOBOAMMOCTM MOSIOKUTENbHBIM
pe3ynbTaTtoM 418 MyKOBMCLMAO3a CYUTAETCs MoKasaTeNb
Bbilwe 80 MMonb/n, norpaHnuyHbiM — 50—-80 MMonb /A, HOp-
ManbHbiIM — Ao 50 mmonb/n. NokasaTtenu nNpoBoAUMOCTH
Bbilwe 170 MMOSb/N AONXKHbI 6bITb NOABEPIHYTbl COMHEHMUIO.

UccnepoBaHne pasHOCTU Ha3alibHbIX NOTEHUMUaA-
JIOB MCMOSb3yeTcs B KayecTBe [OMOJIHUTENbHOro TecTa.
B Hopme npegenbl pa3HOCTM MOTEHUMaNoB KonebnoTtca
oT -5 g0 -40 mV, y 60/bHbIX MYKOBMUCLMAO30M COCTaBASAOT
oT -40 go -90 mV.

Mpu oTcyTCcTBMM DEHOTUMNYECKUX MPOSBIEHUN AMArHO3
MB MOKeT cuMTaThCs YCTAHOBMAEHHbBIM B TEX CyyasXx, Korga:
e y obcneayemoro BbiiBAeHa mMyTtauus reHa MBTP n/vnu

NONOXKMUTENbHbIE pe3ysibTaTbl NOTOBOM MpPO6bLI, a y ero

POAHbIX 6paTbeB UK cecTep NOATBEPXKAEH AnarHos MB;
e MyTaumsa reHa MBTP 1/vnu NONOXKNUTENbHbIE pe3ynbTaThbl

NOTOBOM NPO6bLI 6bIIN BbIABIEHBI Y HOBOPOXKAEHHOrO.

[lvarHocTuyecKue KpuTepun MyKoBucLuao3a

Ons peweHus npobnem gnarHoctMkn MB, B Tom 4ucne
W ero atunuyHblx ¢opm, 6bIM paspaboTaHbl KpUTEPUH,
COrflacHoO KoTopbiM 0653aTenbHbiM Ans MB aBnsetca Hanu-

Ta6nuua 3. KnnHuyeckre nposeneHus, Tpebyolime
anddepeHUmanbHOro AMarHo3a ¢ MyKoBUCLMA030M

Bospact CMMNTOMBI U CUHAPOMbI

PeunanBupytoLme nim xpoHM4eckue
pecnuMpaTopHble CUMMNTOMbI, TAKME KaK Kallenb
MK OAblWKa

PeunanBupytowas nnvm XxpoHnyeckas nHEBMOHMS
OTcTaBaHue B GpUIMYECKOM pPasBUTUM
HeodopMneHHbIM, 06UNbHbIA, MaCISHUCTbIN

W 3N10BOHHbIV CTYN

XpoHU4ecKas anapes

BbinageHne NpsiMmon KULWKK

3aTaHas HeoHaTanbHas Xentyxa

ConeHblit BKYC KOXM

TennoBow yaap unun gernapataums npu *Kapkomu
noroae

XpOHMYECKas rmMnoaneKkTpoanTeMums

[laHHble CEMENHOro aHamHe3a 0 CMepPTU AeTen
Ha NepBOM rofly XM3HW UK Hannyne cmbcoB
CO CXOAHbIMU KIIMHUYECKMMM MPOSIBAEHUAMM
MnonpoTtenHeMusi /oTeKn

lpyaHon

CTOMKMI Kawenb ¢/6e3 rHOMHON MOKPOTbI
[MarHocTM4ecKmn HesicCHas peumManBmpyoLlLas unm
XpOHMYecKas ofblliKa

OTcTaBaHuWe B Bece U pocte

BbinageHve NpsiMon KULWKK

MHBarnHauus

XpoHuyeckas anapes

CumnTom «6apabaHHbIX NanoyeK»

KpucTannbl conu Ha Koxe

[MNoToHMYecKas aermapataums
MnoaneKTponnTeEMUS U MeTaboNNYECKUI anKano3
[enaTtomeranus Ux AMarHoCTUHECKU HESICHOE
HapyweHue GyHKLMKU NeveHn

[ouwKonbHbIN

XpOHUYECKME pecnupaTopHble CUMNTOMbI HEAICHOM
3TMONOrUK

P. aeruginosa B MOKpoTe

XPOHUYECKUI CUHYCUT

HasanbHbIM noanno3

BpoHxo3KTasbl

CumnToM «6apabaHHbIX NanoyeK»

XpoHu4yeckas anapes

CUHAPOM AUCTanbHOM UHTECTUHANBHOM 06CTPYKLMK
MNaHkpeaTut

BbinageHve NpsaMon KMWKK

CaxapHblit anabeT B CO4ETaHWM C PpecnUpaTopHbIMU
cumnToMamm

[enatomeranus

3aboneBaHne neyeHn HeFCHOM 3TUONOrun

LLIKONbHbIN

[HOMHOe 3a6oneBaHne Nerkux HEACHOM 3TUONOMUK
CumnTom «6apabaHHbIX NanoyeK»

MaHKkpeaTnt

CUHAPOM ANCTaNbHOM MHTECTUHANBHON 0GCTPYKLIMM
CaxapHblit iMabeT B co4YeTaHUMU C pecnmnpaTtopHbIMuU
cuMnToMamm

Mpr3HaKK LUMppPo3a NeyYeHn n NopTanbHON
rMNepTeH3nn

OTcTaBaHuWe B pocTe

3afepKa NosioBoro pasBuTuUs

MHbepTUNLHOCTL C a300CNEPMUEN Y UL, MYXKCKOTO
nona

CHUKeHMe GepTUNbHOCTH Y WL KEHCKOro nona

MOAPOCTKM U B3POCble

Yne XapaKTepPHOro KIMHWYECKOrO CMHAPOMA + AOKa3aTesb-
CTBO KaKoro-nMbo HapylleHns GyHKLMK XNOPHOro KaHana.

B HacToAlee BpemMs CyLWEeCTBYET HECKONIbKO BapWaH-
TOB AMarHoCTMYecKkux Kputepnes MB, KOTOPbIMKU MOJIb3YOT-
ca cneunanuctbl. B cnydyae AOCTYNMHOCTU CKPUHWMHIA HOBO-
POXAEHHBIX U METOAMKN U3MEPEHUS PA3HOCTM Ha3afbHbIX
NOTEHLMANOB aKTyalbHa CXxema, NpeacTaBfieHHas B Taon. 4.

e}
o
=z
~
N
~
=
(@]
—
>~
o]
-
o
N
~
x
=
—
=]
=
=]
x
<
=
o
<
©
®
<
x
O
w
T
=
&
<
=
=
w
=



PepKkue 6onesuHu

Ta6nuua 4. IMarHocTMieckme KpUtepmumn MyKoBmcLIMA03a

XapaKTepHble KIMHUYECKME NPOSiBIIEHUS MYKOBHCLIMA03a (NaToorMs opraHoB
AbIXaHWA U NPUAATOYHBIX Nadyx HOCA, MeNyA04HO-KULWEYHbIE HapyLleHUs!
W HapyLlEeHUs MUTaHUs, CUHAPOM MOTEepPH conei, 06CTPYKTUBHAA a300CnepMus)

[oNoXK1TENBHBIM NOTOBLIN TECT

MyKoBUCLMA03 y CBCOB

MonoxutenbHas pasHOCTb Ha3asbHbIX
noTeHunanoB

MoNoXUTENbHbLIA HEOHATaNbHbIN CKPUHUHT

[Be 3Ha4yMMble myTauuun B reHe MBTP

Ta6nuua 5. JuarHoctnyeckme Kputepuu, yTBepaeHHble EBponeicknumm ctaHaaptamu-2014 [no Smyth A.R., 2014]

MonoxutenbHas notosas Npoba

U/ unun
[Be mytaunn MBTP, Bbi3blBatoLLMe MyKOBMCLMAO3 (cornacHo 6a3e CFTR-2. URL: http://www.cftr2.org)

HeoHaTtanbHas runepTpuncuHoOreHeMus

06CTPYKTMBHAA a300CnepMus

XapaKTepHble KIMHUYEeCKNE NPOSIBNEHUS, TaKne KaK AMdPy3Hble GPOHX03KTa3bl, BbICEB M3 MOKPOTbI 3HA4YMMOW A1 MyKOBUCLIMA03a
naToreHHon MMKpPodNopbl (0CO6EHHO CUHErHOMHOM NanoYyKkK), IKZ30KPMHHANA NaHKpeaTUiecKkas HeaoCTaTOYHOCTb, CUHAPOM MOTEPU CONEN,

Ta6nuua 6. 3tanbl HeoHaTaNbHOro CKPUHKUHIA B Poccuitickon deaepauum

Artanbl NMocnepoBaTtenbHOCTb AENCTBUNA
| Ha 3-4-# aeHb y AOHOWEHHOrO (Ha 7—8-% — Y HeJOHOLWEHHOr0) HOBOPOXKAEHHOr0: onpeaeneHne UMMYHOPEaKTUBHOIo
TpuncuHa (UPT) B BbiCyLLEHHOWM Kanne KpoBM
1l Mpun nonoxutenbHoM pesynbrate (> 70 Hr/mn): Ha 21—-28-1 jeHb NOBTOPHbLIM TecT Ha UPT
1] Mpu nonoxkutenbHom pesynsrate (> 40 Hr/mn): notoBas npoba
\Y Mpu norpaHnyHom peaynbrate: HK-aMarHoctnka

[na noATBEPKAEHUS AMarHo3a LOCTaTOYHO UMETL ABa MNpu-
3HakKa, Mo 04HOMY M3 Kakaoro ctonbua.

[pyruM BapvaHTOM AMArHOCTUYECKUX KPUTEPUEB SABAS-
eTca KoMbuHauua npu3HakoB (Tabn. 5), pa3paboTaHHas
rpynnon eBponenckux akcneptos (Smyth A.R., 2014).

CKpPUHUHTI. [IpoBOAMTCS Yy BCEX HOBOPOXAEHHbIX. Ha
nepBoM 3Tane B BbICYWWEHHOM MATHE KPOBM OLEHWBAIOT
cofeprkaHMe UMMyHopeaKTMBHOro TpuncuHa (MPT). O6pasLbl
C MOBbIWEHHbIM coaepxaHneM WPT HanpasnsioT Ha AHK-
TUMMPOBAHMKE C LeNblo 06HapyKeHUa MyTauun B reHe MBTP.
Mpu BbiSBAEHMM 1 uan 2 MyTauun pesynbTaTbl CKPUHWUH-
ra CYMTalOTCS MOMOKMUTENbHLIMKU, U GOILHON HamnpaBaseTcs
B LleHTp MyKoBUcLMAO3a (MM60 npoduibHOE OTAeNeHUe Ang
[aHHOWN KaTeropmu nauMeHToB) 4na BepudurKaumm guarHosa.
Ecnu mytaumm He BbiiBNEHbl, a cogepxaHue UPT B KpoBu
BbICOKOE, MPOBOAAT MOTOBYIO MPo6Y. [MO3UTUBHLIM NOTOBbLIN
TECT y TaKWX NIML, TaKKe pacLeHUBAIOT KaK MOMOKUTENbHbIN
pes3ynbTaT CKPUHWMHIA, U B6oNbHble HanpaBasTca B LieHTp
MYKOBMCLUMAO03a (160 NpoduibHOE OTAENEHMUE).

MpoToKon ckpuHmHra Ha MB B Poccun BKioYaeT 4 atana
(Tabn. 6):

1) UPT,

2) noBTOpHbIN UPT;

3) noToBbIM TECT;

4) [AHK-anarHoCTuKy, Npy 3TOM TOJIbKO NepBble TPU ABSIOT-
csi 0693aTe/IbHbIMM.

NMPUMEPbLI ®OPMYJ/IUPOBKU AUATHO30B
Kuctodpunbpos noarkenyaovHom xeneabl (kog no MKB-10
E84.0 n E84.1) [reHotun: delF508/delF508], nerouy-
HO-KMULWeYHas dopma, CpefHeTsaenoe TedeHue. Xpo-
HUYECKUN OPOHXUT. [bixaTeNbHad HeJoCTaTO4YHOCTb,
2-9 cTeneHb. XpOHUYeCcKasa naHKpeaTuyeckas HepocTa-
TOYHOCTb, Nlerkast cteneHbl. OTcTaBaHWe B GU3MUECKOM
pa3BUTUMK.

MykoBucumnaos (kog no MKB-10 E84.0 n E84.1) [reHo-
TMN: retepo3urota no myrtauum 2143delT], nero4yHo-
Kule4vyHasa GopMa, TAXKENOE TeYeHHe.

XPpOHUYECKUN AndbY3HBIM GPOHXUT. PacnpocTpaHeHHble
LMIMHAPUYECKUEe BPOHX03KTa3bl 060Mx nerkmx. 06ocTpe-
HWe GPOHXONEero4HOro npouecca Mo GPOHXUTUHECKOMY
™™ny. JbixatenbHag HefoCTaToO4HOCTb Il cTeneHu.
XpoHU4YecKasn naHKpeaTuyecKkas HeJOCTaTOYHOCTb, TAXe-
nas CTeneHsb.

Lnppo3s neyvenn (F4 no wkane METAVIR — no gaHHbIM
bM6po3NacToMeTpum nevern?).

[JyopneHut. bynb6ut. HepoctaTo4HOCTb MNpMBPATHUKA.
[yoneHoractpanbHblt pednioKe. [acTput aHTpanbHOro
oTaena Xenyaka.

XPOHUYECKMM NOIUNO3HO-THOMHbIM NAHCUHYCUT. Ha3anb-
HbIW NONUMNO3 2-M CTENEHW.

HapylueHne TonepaHTHOCTH K MIOKO3€E.

Mnotpodus 2-i cteneHu.

Kone6aHusa akTMBHOCTM 3nacTtasbl-1 B ctyne ot 100 go 200 MKr/r Kana cBUAETENbCTBYIOT 06 YMEPEHHOM CTENEHN 3K30KPUHHOM HepjocTa-

TOYHOCTW NOMKENYAOYHOM Kenes3bl; CHUKEHWE NoKa3aTens akTMBHOCTU 3f1acTasbl-1 B cTyne meHee 100 MKr/r BbISBASET TAXKENYIO CTENEHb

naHKpeaTU4eCKON HeA0CTaTOYHOCTH.

Crtaamn umpposa no wkane METAVIR: F1 — $un6p0o3 ToNbKO NopTanbHbIX TPAKTOB, F2 — nopTanbHbin GUOPO3 C OANUHOYHLIMU CENTAMMU,

F3 — ¢d16po3 nopTanbHbIX TPAKTOB C MHOXECTBEHHbIMK cenTaMn 6e3 umppo3a, F4 — uuppos.



JIEMEHUE
Llenb neyeHusn

° 06€ecneynTb MaKCMMaNbHO BbICOKOE Ka4yecTBO KW3HM
nauueHTa;

° npeaynpexaatb UM Ne4uTb OBGOCTPEHMUA XPOHUYECKOro
MHObEKLIMOHHO-BOCNANMTENBHOMO NnpoLiecca B 6poHXone-
rOYHOWM CUCTEME;

* 06ecneynTb afleKBaTHbIN PaLIMOH U PEXUM NUTAHKUS.

0O6s3aTeNbHble COCTaBNAIOLLUE JIeHEHUA

1) MeTOAMKM [peHWpPOBaHWS OGPOHXMANbHOroO AepeBa M
neyebHas GU3KyNbTYpa;

2) avetoTepanus;

3) MyKOnuTU4YecKas Tepanus;

4) aHTMGaKTepuanbHas Tepanus;

5) 3amecTuTenbHas Tepanus HeAoCTaTOYHOCTU 3K30KPUH-
HOW QYHKLUMUW NOAXKENYAOYHOW XKenesbl;

6) BUTAMMUHOTEpanus.

1. METOQUKU APEHUPOBAHUSI BPOHXUAJIbHOIO

AEPEBA U JIEHEBHAS! ®U3KYJIbTYPA

KnHe3utepanua — oauH M3 BaXKHbIX KOMMOHEHTOB KOM-
NaeKcHoro nevyeHnsa MB. [haBHasa LeNb KMHE3UTEpPANUU —
oyuLLEeHNEe BGPOHXMaNbHOrO AepeBa OT CKOMIEHUN BSA3KOM
MOKPOTbI, 6/0KMpYIOLLE BPOHXM M Npeapacnonaralowen K
Pa3BUTUIO MHOEKLUMOHHbBIX 3ab60/1eBaHUIA GPOHXONErO4YHOM
cucteMbl. Hanbonee 4acto MCNOMb3YIOT cliedylolme MeToau-
KW KMHEe3uTepanuu:

° MOCTypasibHbIV ApPEeHax;

®  EPKYCCUOHHbIN Maccax rpyaHON KNeTKu;

® aKTMBHbIN LMK ObIXaHUS;

® KOHTpPOAMpPyeMmoe OTKalu/MBaHue.

KnHesntepanuns nokaszaHa BCEM HOBOPOXAEHHbIM U
JeTaM NepBbIX MECALEB XW3HU, 60/bHbIX MB. Y rpyaHbix
faeten 06bI4HO NMPUMEHSIOT NACCUBHYIO TEXHUKY KMHE3WUTepa-
MUK, BKIKOYaIOLLYHO:

° [ONIOXEHMS, B KOTOPbIX YylyyllaeTcs 3BaKyauus CIv3u
U3 NErkux;

® KOHTaKTHOE [AbIXxaHHe;

® Maccax C IeErkon BubpaLnen u nornaxkKMBaHuew;

® 3aHATUSA Ha MAYeE;

° [JpeHa) C MNOMOLLbi0 CheuuanbHOro BUMOPALMOHHOIO
Xunerta: y NnauMeHToB ¢ MyKOBMCLMAO30M B I060OM BO3-
pacTe (0T HOBOPOXKAEHHOI0 A0 B3POCNOro).
ODPEKTUBHOCTb TEX MAM UHbIX METOAOB BapbUpPyeT B

3aBMCMMOCTHM OT UHAMBKOYaNbHbIX 0COGEHHOCTEN NAaLMEHTOB

¢ MB. Yem Mnaglie pe6eHoK, TeM 60/1ee NacCUBHbIE METOAN-

KW ApEeHNpOoBaHUS cneayeT ncnosib30BaTb. HOBOPOXKAEHHbBIM

BbIMOJIHAIOT TOIbKO NMEPKYCCHIO U KOMIMPECCHIO TPYAHOM KNeT-

Kn. No Mepe pocta pebeHKa cnefyet NocTeneHHo BBOAWUTL

6onee aKTMBHble METOAMKM, 00yvyasi NauMeHTOB TEeXHUKe

KOHTPOIMPYEMOIO OTKaLWIMBaHMS.

PerynsipHble 3aHATUSA Ne4ebHON GU3KYNbTYPON NO3BONSIOT:
°  3QPEKTUBHO Ne4nTb 1 Npeaynpexaarb 060CTPEHNSA XPOo-

HMYeCKOoro 6POHX0NErOYHONO NpoLecca;

° ¢dopMMpoBaTb NPaBUIbHOE [bIXaHUE;

° TpPEeHWpOoBaTb AblXxaTeNbHY MyCKynaTypy;

°  yayylwaTb BEHTUAALMIO NErKMX;

° MOBbIWAaTb 3MOLIMOHaNbHbIN CcTaTyC pebeHkKa.

C paHHero pgetctBa Heo6XoAMMO MOOLWPATb XKenaHue
nauneHToB 3aHUMaTbCS NO6LIMU AMHAMUYECKUMU BUAAMM
crnopTa, CBA3aHHbIMKU C AIUTENbHBIMU Harpyskamu cpegHen
WHTEHCUBHOCTU, OCOGEHHO COMPSKEHHBIMK C NPebblBaHUEM
Ha CBEXeM Bo3ayxe. Duanyeckune ynparkHeHus obneryaot
OYMLLEHME BPOHXOB OT BA3KOM MOKPOTbI M pa3BMBatoT Ablxa-
TeNbHYIO MycKynaTtypy. HekoTopble ynpaxKHeHUs yKpennsoT
FPYAHYIO KNETKY M MCMPaBASIOT OCaHKy. PerynspHble ¢usn-
YeCKMe HarpysKu ynyywaroT camo4vyBCTBME GONbHbIX AeTen
1 obneryatoT 06LLEHNE CO CBEPCTHUKaMK. B peakux cnydaax
TSMKECTb COCTOSIHUS GO/IbHOTO MOMHOCTbIO MCKIIOYaeT BO3-
MOXHOCTb 3aHATUS GUBNYECKUMM YNIPArKHEHUAMMU.

Hdetam ¢ MB He cneagyeT 3aHMMaTbCsi OCOGEHHO TpaB-
MaTU4YHBIMWU BuAamMu criopTta (TsaKenas atneTtuka, ¢ytoon,
XOKKEN W ap.), NOCKOJbKY ANUTENbHOE OrpaHuvyeHne Gpusn-
YeCKOM aKTMBHOCTU, CBA3AHHOE C BOCCTAHOBMAEHWEM Nocne
TpaBMbl, He6MaronpusaTHO CKa3blBAE€TCH Ha ApEeHaXHoWM
QYHKUMM NETKMX.

2. AUETOTEPAINUA

[unetoTepanns COCTaBASET BaxHYy0 YaCTb KOMIMIEKCHOM
Tepanun npn MB. MNauneHtam ¢ MB Heobxoanma paHHSAS
M «@rpeccvMBHasi» HYTPUTMBHas MNOAAEpKKa. YcTaHOBMEHa
HenocpeCcTBEHHAs CBA3b MEXAy COCTOSHMEM MWUTaHWSA U
dyHKUMEN nerkmx. CywecTByeT npsimas KOppensauus mexay
nokasatenem mHaeKkca maccol Tena (MMT), pyHKUMEN nerkmx
W NPOAOIKUTENBHOCTbIO KU3HKU. [pn UMT > 50-ro nepueH-
TUAS 3apPErMcTPMPOBaHO CyLLECTBEHHOE yNydlleHWe Nnokasa-
Tens o6bema GoOpPCMPOBAHHOIO BblgoXa 3a MEPBYI CEKYHOY
(O®PB,). Bbicokui nepLeHTUNb NoKasaTens mMacca Tena,/Bo3-
pacT accoummnpyeTcs ¢ nydwmmMun nokasatenamu OPB,, nuHen-
HOro POCTa, a TaKKe CO CHUMXEHMEM CPOKOB rocnuTanmn3aLmm,
KosinyectBa GPOHXONEroYHbIX 060CTPEHUN U, COOTBETCTBEH-
HO, yBEIMYEHWEM MPOAOTIKNTENBHOCTU KUBHHU.

HepoctaTo4yHOCTb NUTAHUA. HeJOCTaTOYHOCTb NUTAHKUS
cnefyeT KOHCTaTMpoBaTb Yy NauMEHTOB AETCKOro BO3pacTa,
€ecnn COOTBETCTBME MacChbl MO POCTY W MOfy, WAKM Macco-
poctoBon umHaekc (MPWU: daKtnyeckas macca/vaeanbHas
Macca no pocty u nony X 100%) meHblwe 90%, a y noa-
POCTKOB M B3pocnblx — ecnn UMT < 18,5 kr/m2. Begenve
nauuneHToB ¢ MB ocyLecTBnatoT B 3aBUCUMOCTH OT UX GU3U-
yeckoro craTtyca (Tabn. 7). Npu nokasaHusax Z-score no UMT
oT -1 00 -2 cneagyeT AMarHoCTMpoBaTb CPeaHETKENY0 Heao-
CTaTOYHOCTb MWUTaHMA, NPU > -2 — TAXKENYI HeaocTaTou-
HOCTb MUTaHUS.

Ta6nuua 7. luetonornyeckne pekoMeHaaumnmn no BeeHuto 60/bHbIX MyKOBUCLIMAO30M B 3aBMCMMOCTH OT GU3MYECKOro cTaTyca

Bospacr, ner

PeKkomeHpaauun

MeHblue 2

HopmanbHoe cocTosHUE NUTaHUS:
npodunakTM4ecKoe KOHCYNbTUPOBaHWe

Macco-poctoBoW nHaekc (MPK)
90-110%

MPW 90-110%

[ocne nepecmoTpa pexnma nuTaHnug
paccMoTpeTb HEO6XOAMMOCTb BBEAEHUS
cneuuanbHbIX cMecen

JTlo60e CHUKEeHWe TEMMOB YBENUYeHNs
Maccbl Tena

MPU 85-89%, nnu noteps maccbl Tena

B nocnegHue 4—6 Mec HabMoAEeHNS, UK OTCYTCTBUE

ero HapacTaHus Yepes 6 Mec HabnoaeH!s

ArpeccuBHOe NUTaHWe: Yepes
racTpoCTOMY WM Ha30racTpabHbIN
30HA; NapeHTepanbHoe N1UTaHne

HeBO3MOXHOCTb YNy4LWUTb HYTPUTUBHbIM
cTaTyc Ha GpoHe NpPUMEHEHNs
[IONONIHUTE/IbHOTO 3HTEPAbHOIO NMUTaHUS

MPU < 85%, unn nageHne macchbl Tefa HUxKe

2-ro NepueHTUns Ha GoHe NPUMEHEHNs
[OMNONHUTENBLHOTO 3HTEPasIbHOTO NMUTaHUS
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PepKkue 6onesuHu

Ta6nuua 8. PekomeHayemble BeMYMUHbI NOTPEBNEeHUs 6eflka 1 aHeprum

JHeprusa, KKan/Kr B cyT

Bo3spacr, ner Benok, r/Kr B cyt
MuH. Makc.
0-1 3-4 (po 6) 130 200
1-3 4-3 90-100 150
3-10 3-25 70-80 100
11-14 2,5-15 45-70 90

AHeprusa. NoTpe6HOCTb B 3Hepruun y aeten ¢ MB, no aaH-
HbIM Pa3MYHbIX UCTOYHWMKOB, AOMKHA OblTb MOBbIWEHA A0
120-200% no cpaBHEHWIO C TEOPETUYECKUMMU pacyeTamu
Ha GaKTMYeCKU BeC B 3aBMCUMOCTM OT BO3pacTa U HyTpu-
TMBHOroO cTatyca 60/bHOro (1Tabn. 8). KanopnnHoCTb CyTOM-
HOro paunoHa JOMKHA paccymTbiBaTbCs HE Ha PaKTUHECKUNA,
a Ha JOMIKEHCTBYIOLWMI BeC.

[veTa 605bHbIX MB fonKHa 6bITb MAKCUMasibHO NPUG/IU-
¥eHa K HopmasibHoW, 6oraton 6enkamu n Kanopusmu, 6es
OrpaHU4YEeHUI B KONMYECTBE XKNUPOB.

CumnTaeTcs, YTo KOIMYEeCTBO Kalopui B pauuoHe 601bHO-
ro MB gonHo cocTtaBnatb 120-200% oT Kanopaxka, peko-
MeHyemMoro 340p0BbIM AETSAM TOro e Bo3dpacta, 35-45%
BCEW 3HEepPreTnyeckon NoTpedbHOCTU AOMIKHO obecneymBaTh-
cs Xupamu, 15% — 6enkamun n 45-50% — yrnesogamu.

CyLLeCcTBYIOT AOBOJ/IbHO CNOXHble GOPMYyNbl AN pacyeTa
Heo6X0AMMbIX JOMONHUTENbBHBIX Kanopui, oAHaKo B nosces-
HEBHOMN MPaKTUKE MOXHO MOAb30BaTbCA CneaylowuMu opu-
EeHTUpamu:

e 1-2ropga — 200 KKan,

e 3-5ner — 400 KKan,

e 6-11 net — 600 KKan;

e crapuwe 12 net — 800 KKan B CyT.

Benku. bonbHble MB Hyx[aloTcA B NOBbILEHHOM KOJU-
yecTBe 6efika U3-3a ero notepb (Masbabcopbumm) U AONoJ-
HUTENbHOM MOCTYNJIEHUMU €ro B nepuog Katabonuama npu
NerovyHbIXx 060CTpeHunsx. MCTOYHMKOM MONHOLEHHOro 6en-
Ka SBASI0TCA HaTypanbHble NPOAYKTbl (MSICO, NTuua, pbi6a,
MOPENPOAYKTbI, MOIOKO, KUCIIOMOJI0YHbIE MPOAYKTbI, TBOPOT,
Cbipbl, 9Mua). etam ctapwe 1 roga peKoMmeHayeTcs BKIO-
yaTb B pauMOH BbICOKOGENKOBbIE MPOAYKThl (hua, pbliba,
TBOPOT, CbIp) HE pexe 3 pa3 B AeHb, MONOKO M KUC/IOMOSIOY-
Hble NpoayKTbl — He MeHee 500-800 Mn B AeHb.

B KavecTBe AOMOMHWUTENBHOIMO UCTOYHUKa 6enka peKo-
MeHayeTcs Mcnonb3oBaHWe NeyebHbIXx cmecen Ans aHTe-
panbHOro M AOMOMHWUTENBHOIO MNUTaHusa. [JononHWTenbHoe
nuTaHue HazHa4vatot no 150-200-250 mn 1-3 pasa B [ieHb
(Hanpumep, Ha BTOPOW 3aBTpaK, Ha MOAAHWMK WM MNepea
CHOM, BO3MOHO B COYeTaHMU C GPYKTOBLIM Miope, neve-
HbeM, XNoMnbAMMK U T.N.). O6beEM LONOAHUTENBHOIO NUTaHKS
onpeaensietcs CTENeHbo HYTPUTUBHOM HEAOCTaTOYHOCTU
n annetutom pebeHKa.

Hupbl. YpesBbl4alHO BaXXHO COXpaHEHWEe BbICOKO-
ro noTpebsieHnsa XnpoB 60nbHbIMKM MB. Hupbl aBastoTcs
Hanbonee 3IHEPreTUYEeCKU «MNOTHbIM» IHEPrOHOCUTENEM
(9 KKan/r); ypennyeHne KBOTbl }Kpa B aHeproobecneyeHunu
CHUXaeT obpasoBaHue CO,, MUHUMUIUPYET €ro 3afepKKy
B OpraHvM3me, NOMOXUTENbHO BAMUSET Ha ra3006MeH B ner-
KuX. BO3MOXHOCTb BbICOKOrO noTpebneHus upa obe-
cne4ynBaeTcs ajeKBaTHOWM 3aMecTUTEeNbHOW GepMeHTHON
Tepanuen.

XOTS KONIMYECTBO upa B anete 605bHbix MB He orpaHu-
4yMBaeTCs, BarKHOE 3Ha4YeHWe NpUMobpeTaeT ero KayecTBeH-
HbI cocTaB. B CBA3KU ¢ HapylleHUs MU B renatobunnapHom
chepe KONMMYECTBO HACbLILWEHHbIX M TPAHCHKUPOB (HKMBOT-

Hble YKUPbl, COAepXKalLLMecs B XapeHblx NpodyKrax, Konéac-
HbIX U3JENUNAX, KOXKe NTULLbI, KYSIMHApHbIE XWPbl, MaprapuH)
HeobXoAMMO OrpaHuynBaTh, OTAaBas NpeanovTeHUe Xupam,
60raTblM MOMIMHEHACLILEHHBIMWU XUPHBIMU KUCIOTaMu ome-
ra-3 (cogepxarcs B pacTuTeNlbHbIX Macnax 6e3 TepMrUyYecKon
06paboTKU, KUPE MOPCKMUX PbIB). YNYYWHUTb KUPHOKUCNOT-
HbIM NPObUIb NOMOraeT BKIOYEHWE B PaALMOH TaKMUX NPOLYK-
TOB, KaK JIbHAHOE, pancoBoe, cadsiopoBoe, NOACOIHEYHOE
Macro, rpeLKmue opexm, MAco TyHLa.

OHepreTMyecKyto MI0THOCTb pPaLMOHOB NO3BONSET yBe-
JINYUTb OOMONHUTENbHOE NMUTAHUE CMECAMU C BKIIOYEHUEM
B YXMPOBOW KOMMOHEHT CpefHeLenoYyeyHbiXx TPUMULepu-
fos (CUT). Tpurnuuepuibl co cpeaHen AJIMHON YrnepoaHOM
uenn (Cs—Cy,) ABNAIOTCA NErKOAOCTYMHLIM WUCTOYHUKOM
3HEPIMU, TaK KaK HE HYXKAaloTCH B aMyJibralnn XenyHbIMU
CONSIMW W TUAPOSIU3E MaHKpeaTU4YEeCKOW NUNas3on, u ner-
KO BCacbIBalOTCH, MUHYA NUMATUYECKYIO CUCTEMY, Hemo-
CPEACTBEHHO B KPOBEHOCHbIE COCYAbl CUCTEMbI BOPOTHOM
BeHbl. CopeprkaHne CLUT B cneunann3vpoBaHHbLIX CMeCHX
coctaBnser 40-70% XWPOBOro KOMMOHEHTa, OCTajlbHble
XUPbI NPEACTaBAEHbI MNUAAMU C BbICOKMM COAEPXKAHUEM
3CCeHUManbHbIX (MONMHEHACHILWEHHbIX) XXUPHbIX KUCNOT. Mpu
HEBO3MOXHOCTU KOMMEHCUPOBaTb CTeaTopetd C MOMOLLbIO
afileKBaTHbIX 03 MUKpocdhepuyecknx GepMeHTOB, BO3HMK-
HOBEHUMW OC/IOXXHEHWI (BbiNaeHWe NPSAMON KULLKK), Bbipa-
YEHHOW CTEeNneHU HYTPUTUBHOM HELOCTaTOYHOCTU BO3MOXHO
oboralleHne XMPOoBOro KOMMOHEHTa pauuoHa crnelualbHbl-
MU npenapatamu CLT.

YrneBopabl. JHepreTM4eckMn aeduunT BOCMONHAETCH
TaKXe 3a cYyeT yreBooB. [Aucaxapuabl, B TOM 4ucCie caxap,
B OONbLUMHCTBE CcllydaeB nepeHocaTcs xopowo. B aguety
no anneTuty BKIOYAIOT caxap, GPYKTbl, CNajKue HarnuTKu,
Me[, BapeHbe, KOoHbeTbl. B paunoHe nutaHusa npocTble
yrneBo/bl HE OrpaHU4MBalOTCS, OJHAKO B CBSA3WM C BO3pac-
TaloLWUM PUCKOM BO3HWKHOBEHUSA accoLunMpoBaHHoro ¢ MB
caxapHoro guaberta Ux peKoMeHayeTcs ynoTpebnsaTb TONbKO
nocfie OCHOBHbIX MPUEMOB MULLU BO U3OEKAHUE PE3KMX
Koneb6aHUM yPOBHS MMUKEMUM.

Heo6xoanMo MOMHUTb, YTO Y 91% 60NbHbLIX OTMEYaeTcs
Kapuo3Hoe nopaxeHue 3y60B, 4TO TpebyeT TwaTenbHowm
FMrMeHbl NOMOCTU PTa U peryasapHoro HabnioaeHns y ctoma-
Tosora.

OrpaHu4yeHuns NaKkTo3bl y 60/bLUMHCTBA 6O/bHbIX HE Tpe-
OyeTcs, TaK KaK naKTa3Has HeLoCTaTO4YHOCTb, NO-BUAMMOMY,
BCTpeYaeTcs He Halle, YeM B 06LLen NONyNALUK.

B aurectun nonMMepoB rOKO3bl — MasIbTOAEKCTPUHOB
C HEGONbLLIMM YUCIOM [IOKO3HbIX OCTATKOB (5—8) — B 60/1b-
e CTENEHU NPUHUMAIOT y4acTue rKoamMmuiasa u masnbsra-
3a (PpepMeHTbl KULLIEYHOTo MPUCTEHOYHOIO MULLEeBapeHUs),
4yeM naHKpeaTuMyeckas amunasa. ManbTo4eKCTPUHbI UMEIOT
60siee HU3KYID OCMOJIAPHOCTb, YEM MOHO- U [ucaxapujbl,
NMo3TOMYy WX UCMONb30BaHWE B COCTaBe CreLuann3mpoBaH-
HbIX CMeceW ANS 3HTepanbHOro U AOMOMHUTENBHOMO NUTaHUA
NO3BOJIAET CYLLECTBEHHO YBENNYUTL KaNOPUNHOCTL 63 yBe-
JINYEHNSA OCMOTUHECKON HArpy3K1 Ha KULLKY.




PacuienneHne Kpaxmana 3aBUCUT OT MaHKpeaTU4eCKon
amunasbl, NO3TOMY OH YCBaMBAETCH XYyXe, YeM AW- U MOHO-
caxapmabl. AMWUIOpes, TaK e Kak KpeaTtopes u cTeaTtopes,
HY)KAAEeTCS B KOPPEKUMKU MaHKpeaTUYECKUMU 3aMeHUTens -
MU. N3AULWKK HepacLuennieHHoro Kpaxmana, noctynas B To-
CTYIO KHWLLUKY, FMAPONU3UPYIOTCH KULEYHON MUKPOPIOpoH,
4YTO MPMBOAMT K NOBbILLEHHOMY ra3006pa30BaHuio, B3AyTUIO
1 60M15IM B XUBOTE.

bonbHbiIM MB He orpaHuunBaloTcs NpPOAyKTbl U 61t0Aaa,
6oratble pacTBOPMMbIMWU MULLEBLIMX BOJIOKHAMM (MEKTU-
Hbl, KaMeaun), KoTopble Crnoco6CTBYIOT NpoduUnakTMke 3ano-
poOB W CcUMHApPOMAa AUCTaNbHOWM WHTECTMHANbHOM OBCTPYK-
umn. OgHaKo, MPU COXPaHEHWW AMCMNENTUYECKMX SBMEHUN
He peKoMeHayeTcs B 60/blUMX KOMMYecTBax nulla, 6oratas
rpybon KnetyaTKoM M BOSIOKHaMu (6060Bble, Kaln U3 Lefb-
HOroO 3epHa, LEeNIbHO3EPHOBOW M pPXKaHoW Xxneb, OoTpyow,
KOCTOYKM, KOXKNLE OT GPYKTOB M OBOLLEN, CYXOPPYKTbI, HN3-
KOCOPTHOE MSCO C BO/bLUMM COAEPKAHUEM COEANHUTENIbHON
TKaHW), KOTOpble yBeNNYMBaAIOT 06bEM KanoBbIX MaccC U yCu-
NIMBAIOT METEOPU3M.

3. MYKOJIUTUYECKAS TEPANUSA

Bbl6op NneKapcTBEHHbIX CPEACTB onpeaensercs MHANBU-
[yanbHO. B KIMHUYECKON NpaKTUKE NPUMEHSETCSH HECKONbKO
KNnaccoB MYKOIMTUYECKMX NpenapaToB:

1) popHasa anbda (kog ATX: RO5CB13): pa3pbiBaeT BOAO-
poaHble cBaA3u moneKkyn [AHK, KoTopblie ABNSKOTCA OCHO-
BOW THOMHOW MOKPOTbI; MPUMEHAETCH WMHransguMOHHO
B A03e 2,5 Mr B CyT;

2) TWonbl: aueTunumuctenH (kog ATX: RO5CB01): ucnonb3ay-
€TCA MHransuMoOHHO, BHYTPb, BHYTPUBEHHO (B/B) U peEK-
TanbHO; BbIMyCKaeTca B BMAE rpaHy, TabaeToK, NopoL-
KOB, pacTBOpPOB; NpuMeHsieTcsa ns pacyeta 30 Mr/Kr B cyT
B 2—3 npuema;

3) cTMMynsaTopbl BbIpaBOTKM NIeroYyHoro cypdakraHTa:
ambpokcon (kog ATX: RO5CB): wncnonb3yeTcss BHYTPb
no 5 Mr/Kr B cyT 2—3 pa3a B [eHb; BbiNyCKaeTcs B BUAE
cupona, TabneToK, pacTBOpoB AN B/B BBeAeHWUS U
MHranauum;

4) 7% runepToOHUYECKUM pacTtBop (kog ATX A12CAO01): npwu-
MEHSIETCS UHTaNSLUMOHHO Yepe3 Hebynansep no 4—5 mn
2 pasa B [ieHb; yNyylWaeT KIMPEHC AblXaTeNbHbIX NyTEWn.
BbiGOp nyTM BBeAEHUS: NpeanoyYTeHEe OTAAEeTCS UHra-

NAUMOHHOMY BBEAEHMIO MYKOSIMTUKOB.

OueHka 3pPEeKTUBHOCTU JIEYEHUNA: KIIMHUYECKH (OLIEH-
Ka CyTO4YHOro ge6eta MOKPOTbl, MIBMEHEHUS €€ KOHCUCTEH-
LMK, OLEHKa CTeNneHu ablxaTe/lbHOW HEAOCTAaTOYHOCTH).

OueHKa 6e30nacHOCTU NIeYEeHUSN: KIIMHUYECKM (crieuu-
anbHbIX NpoLeayp OLEHKN 6e30MacHOCTU 3TUX NEKAPCTBEH-
HbIX CPEACTB He CyLLecTBYET).

JononHuTenbHble 3ame4vaHuss. Bce cnocobbl pas-
HUKEHUA MOKPOTbl HEOBXO0AMMO KOMOBUHUPOBATL C yaase-
HWEM ee U3 [bIXxaTeNbHblX MyTEN, UCNOAb3YS METOAbl KMHE-
3uTepanun. UHrangaumMam MyKONIMTUKOB (nepen ceaHcom
KMHEe3uUTepanuu xenatelbHo, a NpuU Haanuynum BGPOHX006-
CTPYKLMM 06513aTeNbHO) AOMKHbI NpeawecTBOBaTb MHrans-
LMW BPOHXOSIUTUKOB.

BpPOHXONUTUKHM

Moka3aHua: 60/bHbIM C Nerkum TedyeHnem MB, y KoTo-
pbIX NPV NPOBELEHUN CMMPOMETPUM BbisiBieHa G6POHX006-
CTPYKUMS (OAbILLKA, CYyXMe XPUMbl NMPKU ayCKyabTaluK, CHUMKeE-
Hue BennynHbl OPB,; MeHee 85% OT AOMKHOr0 3HaYEHUS).

3

MpoTuBONOKa3aHUA: MHANBWAYaA/IbHAs HENEPEHOCMMOCTb.

BbiGoOp NeKapCTBEHHbIX CPEACTB: MNPy BO3SHUKHOBEHWM
3aTPYAHEHHOrO AbIXaHUS M OAblWKW Ha3HavyaeTcs canbby-
Tamon (Kog ATX: RO3CC02) B pexume «no TpeboBaHMIo»;
nepen nNpoBeAeHWEM KUHE3WTepanuu TaKKe Hal3HavaeTcs
canbbyTamMon; Npu HaaMdnumn obpaTuMon GPOHXO0BCTPYKLUK
(npupoct ypoBHa OPB; nocne uHranaumMm OGPOHXONUTUKE
> 15%) Ha3HavyaeTcs P,-afpeHOCTUMYNATOP (canbbyTamor)
B co4yeTaHun ¢ M-XOSIMHOAUTUKOM MnpaTponus 6poMuaoMm
(Kog ATX: RO3BB01) vnn NponoHrnMpoBaHHble Mnpenapa-
Tl canmeTtepon (Kog ATX: RO3AKO06), ¢dopmotepon (Kog
ATX: RO3AC13), TvoTponus 6pomug3 (Kog ATX: RO3BB04);
y 60/1bHbIX C HOYHbIMM 3NN304aMM YAYLWbSA U NPU HEBO3MOX-
HOCTW PEerynsipHon WMHransiuMOHHOWM Tepanuu Ha3Ha4vatoTcs
NPOSIOHTMPOBAHHbIE TEOPUNTUHBI BHYTPb.

BbiGop Nyt BBeAEHUA: NPeAnoYTEHNE OTAAETCA UHra-
NAUMOHHOMY BBELAEHMIO.

OueHKa 3P PEKTUBHOCTU JIEYEHUS: KITMHUYECKU (CUMIM-
TOMbl 6POHXO0BCTPYKLIMM) M MO AaHHBIM CIMPOMETPUM.

OueHKa 6e30MacHOCTU JIe4YEHUA: KIIMHWYECKM U Mo
pesynbrataM OObEKTMBHOIO OCMOTPa (4MCNO CepAeYHbIX
COKpalLLEeHW, CEPAEYHBIN PUTM).

[ononHuTenbHblie 3amMeYaHUs: Npy Ha3Ha4YeHun 6pPoH-
XONUTMKOB AeTsaM Ao 10 net v 60/bHbIM C TSXENOoN GPOH-
X006CTpyKuMen (OPB; < 30% OT JOMKHOrO) WHransauuu
[JOMKHbI NPOBOANUTLCA MPK NOMOLWM Hebynansepa unn Yyepes
cnencep, OCHaLWEHHbIN NTMLIEBON MACKON.

4. AHTUBAKTEPUAJIbHAS TEPAINUA

MoKa3saHus: Bce 60/1bHbIE C TErOYHBIMU NPOABIEHUAMM
MB, y KOTOpbIXx OoTMevaeTcsi o6ocTpeHne MB, unu BbiSB-
NnaTCa BO36YAUTENN PecnupaTopHOW MHOEKUMU B KOMK-
yecTBe Gonee 103~% KONOHWMEOGPA3YIOWMX eAUHWL, MpU
NJaHOBOM MMWKPOOGMONIOrMYECKOM WMCCNeaOoBaHWU, UK MNpu
XPOHMYECKOM BbiceBE Pseudomonas aeruginosa (nnaHoBble
KypCbl — Kaable 3 Mec He3aBUCMMO OT HaIMYUSA UIKN OTCYT-
CTBUS 060CTPEHMS).

MpoTuBONOKa3aHuUsA: onpeaensioTcs WHAUBUAYaNbHO
W 3aBUCAT OT HEMEPEHOCMMOCTHU (B TOM 4ucne anneprum),
XapaKTepa CconyTcTBylOWMX 3aboneBaHuni (rnaBHbIM obpa-
30M 3a60/1EBaHMS NEYEHU M NOYEK) 1 BOo3pacTa 60/1IbHOrO.

BbiGoOp IeKapCTBEHHbIX CPEACTB onpeaenseTcs BUaoM
B0306yauTens (tabsn. 9), BbISBIEHHOIO y 60/IbHOM0; YyBCTBU-
TeNIbHOCTbIO BO36yauTens (in vitro) K JaHHOMY aHTUbGaKTepu-
anoHomy npenaparty (ABI); das3on 3abonesaHua (o6ocTpe-
HUA/pPeEMUCCHUN); MPOAOCSIIKUTENbHOCTbIO WHOEKLMOHHOTO
npouecca (XpoHnyeckas MHPEKUMs/BNepBble BbISBIEHHbIN
BO306yaAMUTENDb).

BbiGop nyTM BBeAEeHUA ornpeaensercs BMAOM BO3Oy-
AWTEeNs, BbIABAEHHOro y 60nbHOro; ¢as3on 3aboneBaHus
(0bocTpeHune/pemuccust); NPOAOIKUTENbHOCTbIO MHOEKLM-
OHHOrO npoLecca (XpPoOHU4YecKas MHPEeKLMs/BnepBble BbIsiB-
NIEeHHbIW BO36yauTesNb); MECTOM OKa3aHWs MeaWLMHCKOWM
nomMoun (ambynatopHasi/crtaymMoHapHas); 3QPEeKTUBHOCTbIO
npeawecTByloLLer aHTMbGaKTepHaabHON Tepanuu.

OueHKa 3¢GPEeKTUBHOCTU JIEYEHUA: KIMHUYECKHU
(cMMNTOMbI MHPEKLMOHHOIO Mpouecca: TMXopagKka, Xpunbl
B JIErKKX), MO AaHHbIM NTabopaTopHbIX MeTo4oB o6cnenoBa-
HUA (NeNKoLMTO3, ypoBeHb C-peakTBHOro 6enka), no aaH-
HbIM MMKPOOWONOIrMYECKOro MUCCNefoBaHUsA (3paanKauus
BO306yAUTENS, MEPCUCTUPOBAHKE, CYNEPUHDEKLINSA, CHUXKE-
HWe Bblenenns Bo36yautens < 10% konoHneo6pa3yloLmx
eAVHUL U T. 4.).

MpumeHeHue npenaparta y aeten off label: BHe 3aperucTpMpoBaHHbIX B MHCTPYKLIMM TIEKAPCTBEHHOIO CPeACcTBa NoKasaHwui, ¢ pas3pelleHns

JloKasbHOrO 3TUYECKOro KOMUTETA MEAMUMHCKON OpraHu3aunu, Npu Hanuyum noanucaHHoro MHGOPMMPOBAHHOTO COMNlacus poauTenen
(onekyHa) v pe6eHKa B Bo3pacTe cTaplue 14 neT, B yCNoBHSX CreLnaniavpoBaHHoro ctaumoHapa.
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PepKkue 6onesuHu

Ta6nuua 9. AHTUGUOTUKM, MPUMEHAEMbIE Y 60/TbHbIX MYKOBMCLIMA030M NpK BbicEBE U3 BPOHXMUanibHOro cekperta Staphylococcus aureus

n Haemophilus influenzae (2C)

AHTUGUOTUK

CyTOo4Hble J03bl
ANA aeten

CyTO4HbIe 03bl
ANSA B3POC/bIX

MyTb BBegeHus

KpatHocTb
npuema B A€Hb

AMOKCULMNINH +
KnaBynaHoBas kKucnota

40-100 mr/Kr 1,5-2r BHyTpb 2-3
(pacyeT Mo aMOKCULMAIUHY)
Koa ATX: JO1CA04
OKcauuniunH
Kon ATX: JO1CFO4 100 wr/kr 2r BryTpb 4
[etu ctaple 8 neT ¢ Maccow Tena o 45 Kr:
1-1 AeHb neYeHuns no 2,2 Mr/Kr
[IOKCHLMKANH 2 pa3sa B [eHb, a 3aTem 1-1 geHb: 200 wmr,
LL, 2,2—4,4 Mr/Kr B 04HOW f03e, Unu 3arem no 100 mr BHyTpb 1-2
Kog ATX: AO1AB22
1,1-2,2 Mr/Kr macchl Tena 2 pasa B AeHb 1 pas/cyt
[eTtam ¢ maccon Tena 6onee 45 Kr (¢ 12 neT)
[OKCULIMK/IMH Ha3Ha4aloT, KaK B3pOC/bIM
LledbanekcuH
Kon ATX: JO1DBO1 25-50-100 mr/Kr - BHyTpb 3-4
20-40 mr/Kr
Ledaknop no1ropa — 375 mr
Koa ATX: J01DC04 1-7 net — 500 mr 1.5r Bhyrpe 3
>7ner—15r
8 Mr/Kr
Liedmkcnm 6 Mec — 1rog— 75 mr
. 1-4 ropa — 100 mr 400 mr BHyTpb 1-2
Koa ATX: JO1DDO08 5-10 5167 — 200 Mr
11-12 net — 300 mr
> 6 mec — 10 Mr/Kr B aeHb
A3UTPOMMLMH 15-25 kr — 200 mr 1 Kypc
Koa ATX: JO1FA10 26-35 Kr — 300 Mr 500 mr Bhyrpe 7-10 areit
36-45 kr — 400 mr
15 mr/Kr
KnapuTpoMuLMH 1-2ropa — 125 mr
] 3-6 netr — 250 mr ir BHyTpb 2
Koa ATX: JO1FA09 7-9 neT — 375 mr
> 10 net — 500 mr
[xo3amMuuUuH
Kon ATX: JO1FAO7 40-50 mr/Kkr 1-3r BHyTpb 2-3
KnuHaamuumH
Koa ATX: JO1FFO1 20-40 mr/Kr 1,8-2,4r BHyTpb 3-4
LledbonepasoH + Oetn ot 1 mec o 12 net — 80 Mr/Kr
2-4r
Cynbb6aKkTam no uedonepasoHy (MaKCManbHO 8 1) BHyTpMBEHHO 2(4)
Kog ATX: JO1DD62 [na Tsxenbix uHGeKkumn — fo 160 mr/Kr
6-10 Mr/Kr no TpumMeTonpumy
0o 5 mec — 240 mr 320 mr
KO-TOMMOKCA30/ 6 mec — 5 net — 480 mr no TpumeTonpumy
Ko E\TX' JO1EEO1L 6-12 net — 480-960 mr 1600 mr BHyTpb 2-3
A ’ ctapwe 12 net — 1920 mr no
Mpu TsXKenov MHOEKLMM BOZMOXKHO cynbdOMeTOKCa30y
yBenunyeHune ao3bl Ha 50%
PudamnunuymH
Kon ATX: JO4ABO2 10-20 mr/Kr 0,6-12r BHyTpb 2-4
dysungosas kucnota
Kon ATX: JO1XCO1 40-60 mr/Kkr 2,25r1 BHyTpb 3
XnopamdeHuKon
Kon ATX: JO1BAO1 50-100 mr/kr 2-4r BHyTpb 3-4
dnyknokcauunanH
Kon ATX: JO1CFO5 100 mr/Kr 4-8r1 BHyTpMBEHHO 3-4
LledTprnakcoH _ BHyTpMBEHHO _
Kog ATX: JO1DDO04 50-80 mr/kr ar BHyTpUMbILIEYHO 1-2
Lledbypokcnm
Kopg ATX: JO1DCO2
Lledypokcrm akcetun 20-30 mr 0,5-1r BHyTpb 2
Lledbypokecnm HaTpms 150-200 mr/Kr 3-9r BHyTpMBEHHO 3-4




OueHKa 6e30MacHOCTH JIEYEeHUSA 3aBUCUT OT NMPUMEHS-
€eMOoro neKapcTtBeHHoro cpeactsa (/1C) n npoBoauTes € yye-
TOM BO3MOMHbIX HEMXENaTeNbHbIX NEeKAaPCTBEHHbIX PeaKL M.

[ononHuTtenbHblie 3ame4YyaHUst

Mpu HasHa4veHun ABI1 cnegyeT Ucnonb30BaTb KOMOUHA-
ummn JIC ¢ pas3nnyHbiM MEXaHU3MOM AENCTBUS (Hanpumep,
[3-naktamHble aHTUOUOTUKM B KOMOUHALUKU C aMUHOIIN-
Ko3uaamu). Npun BbligeneHn B MOKpoTe 60/IbHOr0 O4HO-
BPEMEHHO ABYX MUKPOOPraHM3amMoB Bbi6op ABI 3aBucut
OT CBOWMCTB 60/1€ee Pe3UCTEHTHOrO BO36yAUTENS.

2. lNpumeHeHnune ABI B BUAE MHransaunmn Yyepes Hebynamnaep:

MOXET MPOBOAUTLCA KaK B CTauMoHape, Tak M B
JOMalLHWUX YCNOBMSX (MpWM HanuMyium Hebynamnsepa
MU COOTBETCTBYIOLMX HABbIKOB Y OGONbHOrO MW ero
GNU3KKX);

AN pelleHns Bonpoca O Ha3HaYeHUM WHranauu-
OHHOW Tepanuu cnegyet MNPOBECTU CNUPOMETPUIO
10 NepBON WMHransaumm aHTMOMOTMKA M 4epe3 Hec-
KOMIbKO MMHYT nocne WHransumm (AN BbISBNEHWS
BO3MOXHOro 6poHxocnasma). Y geten go 6 net 6e3o-
NacHOCTb Tepanunn OLEHNBAETCS, UCXOAA U3 HanU4us
CUMMNTOMOB OGpPOHXOOOCTPYKLMK (MOSIBAEHUE KaLLNg
WU XPUMOB B JIETKMX);

nepepg nHransaunen AbIN Heo6xoaAMMO NPOBECTU UHra-
NAUMI0 BPOHXOUTUKOB (canbbyTtamon B gose 2,5 Mr
yepe3 Hebynanzep 3a 15-30 MUH OO0 WMHranaumu
aHTMONOTMKA), MYKOIUTUKOB, a TaKxKe NoCTypasbHbIn
ApeHax;

npu wnHranaumn ABI B gOMalUHMX YCNOBWSX, €Ciu
B OAHOM MOMELLEHMMN C BOMbHBLIM MPOXKMBAIOT AETH,
HeobxoaAMMO UCMOSb30BaTb Hebynan3ep, OCHAaLlEeH-
Hbl GUNBTPOM A/ BblAblXaeMOro BO34yXa;

npu wHranauun ABIT nydwe nNpPUMEHSATb MYHAOLWTYK
(3ary6HMK), 4emM MackKy, 3a UCK/ItoYeHUeM aeTen Mmnag-
wero Bo3pacTa (06bl4HO A0 3 neT). BabixaHne npenapa-
Ta Nyylle OCYLLEeCTBASTb Yepes PoT, BbIAOX — YePes HOC;
60/bHble JOMKHbI MNONb30BaTbCSA TONbKO WMHAMBUAY-
anbHbIMW HEeByNnansepamu.

3. TlpumeHeHne ABI BHyTpb UCMONb3yeTcs AN Tepanuu
o6ocTpeHnrt MB B gomallHMX YCNOBWSIX MAW AnS Mpo-
PUNaKTU4eCcKoro nevyeHns 60MbHbIX, UHOULMPOBAHHbLIX
P. aeruginosa.

4. TlpumeHeHue ABI BHYTpMBEHHO NoKa3aHo:

npu Taxenbix 060cTpeHnsax MB (neyeHne B YCIOBUAX
N1e4eBHO-NMPOPUNAKTUYECKOTO YUPEXAEHUS);

ana npodUNaKkTMYeCcKoro nevYeHuns 60MbHbIX, MHOULIK-
poBaHHbIX P. aeruginosa, B Tex ciny4asx, Korga npu-

Ta6nuua 10. AHTUOUOTUKMK, NPUMEHSEMble Y 60/bHBIX MYKOBUCLMAO30M, NPpU BbiCEBE N3 BPOHXMANbHOIO cekpeta Pseudomonas aeruginosa

AHTHEHMOTHK CyTO'-IHvae AO3bl CyTOY4HbIe 403bl My, BBeACHHA Yucno npuemos 0
ANA aeten, Mr/Kr ANA B3POC/bIX B i€Hb 2
AMUKaLMH 15-20 700-1000 mr BHyTpMBEHHO 1-2 S
Kog ATX: JO1GBO6 KoHueHTpauma nepea BBeEAEHWEM criefylollen 403kl npenapaTa < 3 mr/n g
[
[eHTaMUUMH 10 10 mr/Kr BHyTpMBEHHO 1-2 >
Koa ATX: JO1GBO3 b
To6pamMuLMH MMKOBas KOHLEHTPaLIMA B CbIBOPOTKE KPoBHM Yepes 1 4 nocne BBeaeHns 3—4-i osbl — > 10 mr/n, N
Kog ATX: JO1GBO1 MUHUManbHas (nepej BBEAeHUEM Crieaylollen 103kl npenaparta) — < 1 mr/n ;
=
[
LI,MHpoq)nor(cau,MH“ 15-40 1,5-2,25r BHyTpb 2-3 g
Koa ATX: JOIMAO2 10 800 mMr BHYTPUBEHHO 2 g
<
LledTasnamnm B _ B E
Ko ATX: JO1DDO2 150-250 6-9r1 BHyTpUBEHHO 2-3 g
Ledenum _ _ _ 5‘
Kog ATX: JO1DDO8 100-150 4-6r1 BHyTpMBEHHO 2-3 5
w
MunepaunninH + Tasobaktam T
Kog ATX: JO1CRO5 270-360 13,51 BHyTpMBEHHO 3-4 E
<
TukapunnnuH+KnasynaHoBas §:
Kucnota 320-400 9-18r BHYTpUBEHHO 4 E
Koa ATX: JO1CRO3
LledonepasoH + CynbbaKktam
Kog ATX: JO1DD62 150-200 8r BHyTpMBEHHO 2
A310UMUINKUH
Ko ATX: JO1CAO9 300 15r BHyTpMBEHHO 3-4
A3TpeoHaMm
Kon ATX: JO1DFO1 150-250 8r BHyTpMBEHHO 4
Mmunexem + LiunactaTtuH 50-100 mr/Kr
Koa ATX: JO1DH51 B [leHb N0 UMUNEHEMY 2-4r BryTpuBeHHO 3-4
MeponeHem
Ko ATX: JO1DHO2 60-120 3-6T1 BHyTpMBEHHO 3
Konuctumertar Hatpms 50 Tbic. — 75 TbIC.
Kon ATX: JO1XBO1 EL/Kr 6 maH ELL BryTpuBeHHo 3

4 MpumeHenne npenapata y geteil off label: BHe 3aper1cTpUpOBaHHbIX B MHCTPYKLIMM TEKAPCTBEHHOTO CPEACTBA NOKA3aHHiA, C paspeLLeHms

JloKanbHOTO 3TUYECKOro KOMUTETA MEAMUMHCKON OpraHu3aunu, Npu HanuyumM NoanMcaHHoOro MHGOPMMUPOBAHHOTO COMNIacus poauTenen
(onekyHa) v pe6eHKa B Bo3pacTe cTaplie 14 neT, B yCNoBHsX creLnanuavpoBaHHoro ctaumoHapa.



PepKkue 6onesuHu

Ta6nuuya 11. Cxema aHTUGaKTEpPUaNbHOM Tepanmu Npu XpOHUYECKOM CUHErHOMHON MHDEKLMK

MHransumnm To6pammnumHa B pactesope no 300 mr, unmn TobpamuumHa B nyape no 112 mr (4 Kancynbl) ABabl B CYTKM
MHTEPMUTTUPYIOWMMM Kypcamu: 28 fHen npuema, 28 aHeil nepepbiB, Bcero 6 Kypcos B rog (1A)

[ETAM C XPOHUYECKOM KONOHU3aLMen CUHErHOMHOM nanovku (2C)

PacTtBop Konuctumetata Hatpus no 1—-4 maH EA/24 4 noctosiHHO (1B unu 1C), nnun Apyron aHTMOUOTUK B MHTaNsLMAX: NOCTOSAHHO, BCEM

Tepanuu Kaxgible 3 Mec

Y 60/bHbIX C NPOrPECCUpPYIOLLUM CHUXEHNEM PYHKLIMU NNETKUX U YaCTbIMK 060CTPEHUAMM, a TaKKe NpU HeJoCcTaTo4HOM apdeKTe
OT MHFaNILUMOHHOM aHTMGaKTEPHUANbHOM Tepanumn OCHOBHON PEXMUM Tepanuu BKIOYaET 2-HefeNbHbI KypC BHYTPUBEHHOW aHTUMUKPOOGHOM

MpenapaTbl AN BHYTPMBEHHOIO BBEAEHWUS: TOGpamMuLmMH no 10 Mr/Kr, uan amukaumH no 20 mr/kr 1 pa3 B AieHb, UM ToOGpaMuLIMH
no 10-12 Mr/Kr B AeHb (00 JOCTUKEHUSI B CbIBOPOTKE KPOBMU KOHLIEHTpaLmn 1—2 MKr/mn) + uedTtaznamm no 150-200 Mr/Kr B AeHb
B/B, WK + meponeHem no 60-120 Mr/Kkr/24 4 B/B, UK + APYron aHTUOUOTUK, aKTUBHbIN NPOTUB CUHErHOMHOM Nano4vku (2C)

N KOIMCTUMETATOM HaTpuqa

Mpn KAMHUYECKOW HECTABUNbHOCTH: YBENNYEHUE NMPOAOIKUTENIbHOCTU KYPCOB B/B aHTUOaKTepuanbHOW Tepanuun o 3 Hed, u/wnun
COKpalleHne MHTEPBaNoB MEeXAy KypcaMmu, u/uam npuem uunpodrokcalmHa/odpnokcaymHa no 20—40 Mr/Kr/cyT BHYTPb MEXAY Kypcamu
B/B aHTMOaKTepranbHOM Tepanuu, a TakKe HenpepbIBHas MHransauMoHHas KypcoBas aHTubaKTepuanbHas Tepanusa To6pamMmuLLMHOM

MeHeHue ABIl BHYTpb OKasanocb He3ahdEKTUBHLIM
(BHYTpUBEHHAsA Tepanus B JOMaLIHUX YCI0BUSAX);

° MNpU yXyOWEHUU TevyeHus 3aboneBaHus U nossle-
HUM HOBBLIX CMMNTOMOB Y 6O0JbHbIX, MONyYaloLWmX
ABI1 BHYTpb (BHYTpMBEHHasa Tepanua B LOMalUHUX
YCJIOBUSX).

AHTHOaKTepuanabHasa Tepanua nNpPU BbiISBJIEHUU
B MOKpoTe P. aeruginosa. OLHOBPEMEHHO Ha3HayaloT
2-3 NpoTMBOMUKPOOBHbLIX NpenapaTta u3 pasHblX rpymnn, 4To
npegoTBpallaeT pasBuTUe ycTonmymsocTM P. aeruginosa
M CNOCOBCTBYET LOCTUMEHUIO MaKCUMaIbHOMO KIMHUYECKO-
ro adpdekra (tabn. 10). Hanbonee 4acTo NPUMEHSIOT KOM-
O61HaUMK aMUHOIMMKO3MAOB C uedanocnopnHamu 3—4-ro
nokoneHus. Llenecoobpa3Ho MepUoan4ECKU MEHATb KOM-
OUHaUMKN aHTUOUOTUKOB, 3DGDEKTUBHBIX B OTHOLIEHUWU CUHE-
FHOMHOW nano4yku. Cnegyer MOMHWUTbL, 4YTO nabopaTopHoe
ornpeaesieHne YyBCTBUTENIbHOCTU MUKPOOPraHnama K aHTu-
OMOTUKaM He BCerga NosIHOCTbIO COBMNaAaeT € KIIMHUYECKUM
OTBETOM Ha NPOBOAMMYIO Teparnuio.

MpodunakTuyeckue Kypcbl aHTUGaAKTepuaabHOWN
Tepanuu npu XPOHUYECKOW KOJIOHWU3ALMU HUMKHWUX [blXa-
TenbHbIX NyTen P. aeruginosa yBeNM4YMBAIOT MPOAOIIKK-
TENIbHOCTb W3HKW MauuneHToB. Bmecte C¢ TeM nposeaeHue
NPOPUNAKTUYECKMX KYpPCOB aHTUGaKTepuanbHOW Tepanuu
NPaKTUYECKMU HE CKa3blBaeTCd Ha YCTOMYMBOCTU LUTaMMOB
MUKPOOPraHM3MOB, HO TOJIbKO MPU CBOEBPEMEHHON CMeHe
npUMeHseMbIX NpenapaTos.

[Mpn 4vacTbix 060CTPEHUAX MHDEKLMOHHO-BOCNANUTESb-
HOro npolecca B OPOHXONErOYHOWM cUCTeMe cnefyeT yBe-
NM4MBaTbh NPOAOMKUTENBHOCTL KYPCOB aHTMOaKTepuanbHOM
Tepanuu Jo 3 Hef, UCNOoMb3Yys BHYTPUBEHHbIM cnocob BBeje-
HUA, /WKW COKpaLaTb MHTEPBabl MeXy Kypcamu, u/uvnm
MEeXAy Kypcamu NpuHMMaTh BHYTPb LUNPOPIOKCaLINH.

Ctpaterus aHTM6MoTMKoTepanuu uHekuum P. aeru-
ginosa npun MB. [pu wuHTepmuTTMpYOLWEN WHDEKLMHU
P. aeruginosa BO3MOXHOCTb CaHalLuWM MOKPOTbl 60/bHbIX
MB 3HayuTenbHO Bbille, YEM MNpPU XPOHWYECKoW dopme.
B MHOronertHux wuccnefoBaHMAX MOKas3aHO, YTO aKTUBHas
aHTUMUKPOOGHas Tepanusa Nno3BofseT npesynpeauTs uau
OTCPOYUTb Pa3BUTUE XPOHUYECKON UHDEKLMKU, 0BYCNOBNEH-
How P. aeruginosa, 6onee 4em y 80% 60nbHbIx MB. Ecnu apa-
avKkauma P. aeruginosa nocne npoBefeHHOro Kypca aHTu-
OGMOTUKOTEPANUKU He npousowna, U y 60MbHOM0 pa3Bunach
XpOHWYecKast CUHErHoMHas MHbEKLMSA, TO Ha3Ha4YeHue nHra-
NALMOHHOM MPOTUBOCUHErHOMHOM Tepanuu (To6pamMuLLMH
B MyApe U pacTBope) NO3BOJIAET YMEHbLLUUTL PUCK PA3BUTUSA
060CTpEeHNI GPOHXONEroYHOro npoLecca, CTeneHb Bblipa-

YEHHOCTU pecnupaTopHbIX MPOABIEHUW, COKPaTUTL 4YUCIIO
KypCcOB aHTWGaKTepuanbHOM Tepanuum 1 ynyylwnTs NokasaTe-
M GYHKLMKW BHELWHErOo AblxaHus (Tabn. 11).

AHTHOaKTepuasibHasa Tepanua nNpPU BbiIABJIEHUU
B MOKpoTte Burkholderia cepacia (2C). VIHbuunpoBaHue
B. cepacia LOCTOBEPHO YyXyAlaeT KIWHUYEeCKoe COCTOAHWe
60/1bHOr0 M NPOrHo3. Bbicokas BUpyneHTHOCTb B. cepacia
complex TpebyeT HeMeaNeHHOro TepaneBTUYECKOro BMeLLa-
TenbcTBa. ECTb oTaenbHble coobuieHns 06 ycrnewHon apa-
OVMKaLMKM HEKOTOPLIX M30NATOB B. cepacia ¢ npumeHeHnem
paHHen arpeccuBHOM aHTMOGaKTEpUanbHOM Tepanum Ao dop-
MUPOBaHWS XPOHNUYECKON MHDEKLMN.

Mpu BbIGOPE aHTUOUOTUKA KaK Npu NEepPBUYHOM BbICEBE,
TaK 1 ans neveHuns o60cTpeHns GPOHX0NIEro4HOro npouecca
HeobX04AMMO PYKOBOACTBOBATLCH CNeAYIOWNM:

° KoMmOMHauua W3 Tpex npenapatoB aBAgeTca 6Gonee
3OPEKTUBHON; Kypc OT 3 Hep 1 6onee;

® LlenecoobpasHbiM ABASETCS KOMOUHALMA BHYTPUBEHHO-
ro U MHransaLMOHHOIo U/1au NepopanbHOro Nyt Beeje-
HWS aHTMOaKTEpPUanbHbIX NpenapaTos;

°  HaubOoNbluyld aKTUBHOCTb in Vvitro coxpaHsaloT uedTa-
3UAUM, NunepauunnvH + Ta3obaKTam, MeponeHeM,
UMHUNEHEM, KO-TPUMOKCa30/1 U TeTpauuKIuHbl. B Knu-
HWYECKMX uccnegoBaHnax Haubonee 3dbEKTUBHDI
MeponeHeMm, To6pamMULIMH, KO-TPUMOKCa3o/, nunepa-
UMAWH + TadobaKTaM, AOKCULMKIMH K uedbTasugum.
Ona onTumMu3auumM UCXOLOB cepacia syndrome peko-
MeHAyeTCcs 0693aTeNlbHOe BK/IOYEHWE B CXEMY JieYeHHUs
KO-TpUMOKca3ona. AGHEKTUBHO NPUMEHEHNE TPEXKOM-
NMOHEHTHOW CXeMbl BHYTPMBEHHOIO BBELEHWUS Meporne-
Hema, To6paMuLMHa ¢ LedTa3nammom B TeyeHue 2 Heq
n 6onee (Tabn. 12);

° addeKTMBHa anmTenbHasa (o1 3 go 12 Hepa) Tepanus nepo-
pasibHbIMKU NpenapaTaMmn KO-TPUMaKCO30/1, U/UNKN JOKCK-
LUMKIIWH, n/nnn xnopaMmpeHnKon (Ha GoHe BHYTPUBEHHOM
Tepanuu unu nocsne Hee). Npu XpoHMYECKON MHDEKL MU
B. cepacia pekomeHayeTca npuem TabneTMpoBaHHbIX
GOopM KO-TPUMOKCa30na;

° OOJIbLUMHCTBO MWKPOOPraHMamMoB B. cepacia AeMOH-
CTPUPYIOT PE3UCTEHTHOCTb K aHTUMCEBLOMOHAAHbIM aH-
TMOMOTUKaM, BKJOYas MPUPOAHYID PE3UCTEHTHOCTb K
KONIMCTUMETaTy HaTpus U aMUHOruMKo3ugam. B 1o ke
BpeMs HaKkonneHa nHdopmauns 06 abOEKTUBHOCTU NPU-
MeHeHWsa TO6paMULnHa;

° B psAge ciny4aeB Npu KpawHe TAXeNom Te4eHun 60ne3Hu
[LONYyCTUMO COYeTaHue [BYX NlaKTaMHbIX aHTMOMOTUKOB
(BHYTPUBEHHO Y UHraNALMOHHO).




Ta6nuua 12. AHTUGMOTUKK, NPUMEHsiEMble Npu BbiceBe Burkholderia cepacia complex, Achromobacter xylosoxidans

HasBaHue npenapata | Cyto4yHas po3ay aeteit | CyToyHasi fo3a y B3pOC/bIX Cnoco6 BBeeHus KpaTtHocTb BBeieHUs

LledTazmanm

Koz ATX: JO1DDO2 300 mr/Kr 9-12r BHyTp1BEHHO 3
B Bo3pacTe o 2 mec:

LedTasngnm 25-50 Mr/Kr B cyT,

Kog ATX: J01DDO2 cTaple 2 mec — ar MHranaumu 2
50-100 mr/Kr B cyT

MeponeHem

Kog ATX: JO1DHO2 120 ™mr/Kr 6r BHyTp“BEHHO 3

MeponexHem

Koz ATX: JO1DHO2 250-500 mr MHransuum 2

MunepaunnnuH +

Taszo6akTam 400-500 mr/Kr 1351 BHyTpMBEHHO 3

Koa ATX: JO1CRO5

Ko-TpumoKcazon 20 mr/Kr _ BHyTp“BEHHO

Kog ATX: JO1EEO1 no TpUmMeTonpumy 80-160 mr 1 BHYTPb 3

[OKCUUMKIWH .

(cTaplwe 12 ner) 100-200 mr 1-% nexie ;onfo(Q)ther’ sarem BHyTpb 1

Kog ATX: AO1AB22

XnopamdeHuKkon B _ BHyTpb B

Kon ATX: JO1BAO1 50-100 mr/kr 2-4r BHYTPHBEHHO 3-4

TnamdeHnKona ruunHaT

aueTunumcTemHar 500-1000 mr 1000 mr MHranauumn 2

Koa ATX: JO1BAO2

Konuctumetart Hatpus®

Ko ATX: JO1XBO1 2-4 mnH EQL 2-4 mnH E[, MHranauuu 2

Onsa peten ctapwe 12 neTt v B3POC/bIX PEKOMEHAOBA-
HO MHransiUMOHHOE NPMMEHEHNE TOBPAMULMHA, MEPOHEMA
n uedtasmamMma, npefHasHayYeHHbIX AN BHYTPUBEHHOIO
ncnonb3oBaHus (2C).

06 apagnKaumun B. cepacia MOXHO CyAUTb TONIbKO Yepes
1 roa OT mocneaHero BbiCEBA MPU YCNOBWUWM KaK MWHM-
MyM TPex OoTpuuaTesbHbiX 6aKTEPUONOrMYECKUX aHaIn3oB
MOKpPOThI. B oTHOLWEHMK 6ONbHbLIX, BbiCEBaOWMX B. cepacia,
NPOBOAMUTCS NONIUTUKA CTPOXKAMWEro MHHEKLMOHHOIO KOH-
TPOIS ¥ TUTMEHNYECKUX MEP.

AHTHMGaKTepuanbHasa Tepanua npu BbiceBe U3 GPOH-
XuanbHoro cekpera Achromobacter xylosoxidans (2C).
Ponb A. xylosoxidans npn MB oKoOH4YaTe/NbHO He onpejene-
Ha, B CBSI3M C YEM YETKOW CTpaTernn OTHOCUTENbHO CPOKOB
M obbema nevyeHuss He pas3paboTaHo. [MOBTOPHbLIN BbICEB
A. xylosoxidans, cONpoBOXAalOWMNCS yBEIUYEHUEM Mpo-
AYKUMK cneundUyYecKmx NpeLunmuTUpyroLMx aHTUTeN, acco-
ummpyetcs ¢ 6onee 6bICTPbIM NaAEHUEM TErOHHON BYHKLUMMU,
COMOCTaBMMbIM C TaKOBbIM MPWU XPOHWUYECKON CUMHETHOMHOM
nHoekumn. K 3abonesaHuio npegpacnonaraer MMMyHoze-
drunT.

O6wuMe NnpaBuia aHTUMUKPOOHOM Tepanuu

Mpn nepBom BbicEBE MMUKpPOOa U/WUK CBA3KU €ro ¢ 060-
CTPEHMEM BPOHXOJIErOYHOM0 NPOoLLecca UCMOb3YIOT BHYTPU-
BEHHbl€ aHTUOUOTUKM KYPCOM ANUTENbHOCTbIO 14—21 feHb.
Ha3HavaeTcs KonmctumeTat HaTpus Ha 3 Mec (BHYTPUBEH-
Has Tepanusa W MHransuMOHHO), BO3MOXKHO C Mepopanb-
HbIMM @HTMOGUOTMKAMU. MOXKHO MCMONb30BaTb aMOKCH-
UMAMH + KNaBynaHoBas KUcnoTa (MaM KO-TPUMOKca30:)
B TeyeHMe 1 MeC W MHransiuMu KoJaucTumeTaTa HaTpus
B TeyeHue 3 mMec.

5 [Ons Achromobacter xylosoxidans.

MpK XPOHMYECKON WHOEKLMM UCNONAbIYIOTCA ASUTENb-
HO MHranauuu KonuctumeTaTa Hatpus (1-9 AuHMS), npu
OTCYTCTBUKU 3addeKTa HalzHavaloT MHransumm meporneHema
(2-9 nuHKg). A. xylosoxidans xapaKTepu3yeTcs MynbTMpesu-
CTEHTHOCTbIO, CMOCOBHOCTBIO GopMMPOBaTb GMODUIBM, YTO
0ObSACHSET Heydayn aHTMbaKTepuanbHOW 3pagnKalMOHHOM
Tepanuu MUKpoopraHMamMa npu XpoOHUYECKOM MHOEKLNK.

CornacHo MexayHapoaHbIM peKoMeHAaumam, ans nede-
HUSA 0BOCTPEHMI, 0BYCNOBMEHHbIX A. Xylosoxidans, ncnosnb-
3yl0T KOMOGMHAUMIO ABYX @HTUCUHErHOMHbIX aHTMOUOTUKOB
pPas3nYHbIX KNaccoB (CM. Tabn. 12).

Mpenapatbl Apyrux rpynn

Ona Ttepanun MB npumeHsieTcs pag npenapaTtoB Apy-
rux dapmaKkonornyeckux rpynn. Kak npaBwno, peweHue
0 Ha3HayeHuu 3Tmx JIC JOMKHO MPUHUMATLCS cneunanu-
cTamu ne4yebHo-npodunakTM4ecKoro yupexxaeHus Il yposHsa
Ha OCHOBaHWW MHAMBWAYasbHbIX MOKA3aHMWM.

CuctemHble ITIOKOKOPTUKOUABI B Masibix A03ax MOMO-
raloT He TO/IbKO CTabWnM3nMpoBaTb COCTOSIHWE MaLMEHTa,
HO W yNyYWmnTb GYHKUMOHANbHBIE U KIIMHUYECKUE NMOKa3aTenu.
Yawe Bcero nna noadeprvMBalolWen Tepanuu Has3HavaloT
npeaHusonoH (Kog ATX: HO2ABO06) no 0,3-0,5 Mr/Kr macchl
Tena nauueHTa B CyT afbTEPHUPYIOLWMM KypcoMm. Ero cneayet
NPUHUMATb BHYTPb Yepe3d 1 cyT (NOCTOSHHO). Mpn Mcnonb3o-
BaHWMW MHIaNAUMOHHbIX GOPM MIOKOKOPTUKOMAOB Me/IEHHEee
1 B MEHbLLUEM KOMIMYECTBE pa3BmnBatoTCd NOOBOYHbIE 3PDEKTHI.

lNoKkasaHua AN Ha3Ha4YeHUs MMIOKOKOPTUKOCTEPOUIHON
Tepanuu:

°  TSXenoe TevyeHue, 0OYCNOBIEHHOE YacTbiMU 06OCTpe-

HUSIMWU C SIBJIEHWSMMW BblPayKEHHOW AblXxaTeNbHON Heao-

CTaTO4YHOCTH;
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PepKkue 6onesuHu

Ta6nuua 13. PekomeHaauun no noabopy Ao3 (EA nunasbl) MUKpochepryYecKmx NaHkpeatuyecknx GepmMeHToB AN1a 60JbHbIX

MYKOBMCLMAO30M (OMbIT POCCUMCKOro LIeHTpa MyKOBUCLMA03a)

[leTu rpyaHoro Bo3pacra

[eTtn ctapwe 1 roaa

Okono 2500-3300 E/Zl Ha 120 Mn MonoKa (MOJIOYHOM CMEeCH),
41O NpumMepHo paBHO 400-800 EJ] nunasbl Ha 1 I Mpa B NMUTaHUK

2000-6000 EA/Kr B cyT, 4To paBHoLEeHHO 500-4000 EZ nunasbl
Ha 1 I }upa B cbeaeMon nuiie

500-1000 E/l/Kr Ha OCHOBHOW MpUeM MUK

250-500 E[l/Kr Ha AONONHUTENbHbIA NPUEM MULLK

KULWEeYHOro TpakTa y 60/1bHOro MyKOBUCLMAO30M

[o3bl Bbiwe 3000 EA/Kr B eqy unv 10000 E[l/Kr B CyT roBOpAT O HEOGXOAUMMOCTH AOMNOSIHUTENBHOIO 06CNeA0BaHUSA KeNyA0UHO-

[o3bl Bbiwe 6000 EA/Kr B ey nnn 18 000-20000 E/Zl/Kr B cyT yrpoxatoT pa3suteM Gnbpo3HOM KooHoNaThu

°  [AUTENbHbIM BOCMNAIUTENbHbBIA MPOLECC, OCMOXHEHHbIN
06pa30BaHMEM aTeNEeKTaTUHECKUX UBMEHEHUI B NIETKHUX;

® BblpaXK€HHbIN U CTOMKWUI OOCTPYKTUBHbIN CUHAPOM, ped-
paKTEPHbIN K AENCTBUIO B,-arOHUCTOB.

Makponuabl (KN1apuUTpPOMMULMH, a3UTPOMULMH) Ha3Ha-
YyatoTcs 60/bHbIM C XPOHWUYECKOW CUHETHOMHOM MHbEKUMen
KaK NpoTMBOBOCNANUTENbHbIE U UMMYHOMOAYAUpytowme J1C,
a TaKXXe B Ka4eCTBe aHTUOKCHAaHTa.

HectepougHbie NpoTUBOBOCMAaNUTENIbHbIE Npenapa-
Tl (HIMBI) oKa3biBalOT AOCTATOYHO BbIPaXEHHbIV MPOTU-
BOBOCMANUTENbHbIN 3QMEKT, HO NPU KX AIUTENbHOM MpU-
MEHEHUN YacTO Pa3BMBAIOTCH CEPbE3HbIE OCMOXHEHUS.
O6¢cyaaeTcsi BO3MOXHOCTb AJIUTENIbHOrO NMPUMEHEHMSA NPU
MB npenapatoB, CENEKTUBHO MHIMOMPYIOLMX LUKITOOKCH-
reHasy-2, olHaKo WX NMPOTUBOBOCNANMUTENbHAA aKTUBHOCTb
HUXKe, Yem y 60nee paHHUX aHaNoroB.

0Cc06EeHHOCTU Tepanum 60JIbHbIX C MOPaXKeHuem

nevyeHun

B HacTosilee Bpems HET 3PpDEKTUBHOIO IeHeHHMS, KOTOPOE
MOrno 6bl NPefoTBPaTUTb MPOrpPeccMpoBaHUE MOParKEHUS
neyeHun y 6onbHbIx MB. B nocnegHee aecatuneTtve ang repanum
O0NIbHbIX C MOPaXeHMemM MNevYeHU MPUMEHSATCS npenapaTbl
ypcoae3oKeuxoneBon Kucnotbl (Kog ATX: AO5AAQ2). Hapsagy
C npenapataMn YpCOAE30KCUXONEBOW KUCNOTbl 6GO/bHbIE
C LMPPO30M NeYeH JOMKHbI NoayyaTh aKTynosy u apyrue JiIC
B COOTBETCTBMM CO CTaHAAPTaMM JieHeHns 3TOoro 3abosieBaHus.

MokasaHusa: Bce 60MbHblIE C renatoMeraamMen, CUHAPO-
MOM Xxo0Jiectasa, LMppo30M NevyeHn, USMEHEHUSIMMN NapEHXM-
Mbl MEYEHN U KeNYHbIX MPOTOKOB MO AAHHbLIM Y1bTPa3BYKO-
BOro MeToJa McCiefoBaHus.

MpoTuBONOKa3aHUA: MHAMBUIYyabHas HENEPEHOCUMOCTb,
OCTpble BoCManuTeNnbHble 3a601eBaHus KENYHOro Nny3bips.

BblGOp NeKapCTBEHHbIX CPEeACTB: npenapartbl, BbiMy-
CKaeMmble B BuAe Kancyn u cupona; no 20—30 Mr/Kr B CyT.

OueHKa 3pPEeKTUBHOCTU JIEHEHURA: KIIMHUYECKU U NO
[aHHbIM YNbTPa3BYKOBOro MCCnegoBaHusa M Gubpoanacto-
rpadum (1 pas B 6 Mec).

OueHKa 6e30nacHOCTU NieYeHusi: HeobxoauM nepwmo-
avyecknn (1 pa3 B roj) KOHTPOJSib YPOBHS TpaHCaMWHa3,
LLenoyYHom pocdaTasbl KPOBU.

TpaHcnaaHTauua neyYyeHU. PagvKanbHbI MeToA Neye-
HUS, NOKa3aH NnauueHTaM B TEePMWHaNbHOM CTaguu, HO C
OTHOCMUTE/IbHO COXPaHHOW (YHKLMEN BHELIHEro [AbIXxaHus.
MNMepBas onepaunsa B PO npoBeaeHa tonbko B 2013 .

5. BAMECTUTEJIbHAS TEPAINUSA HE4OCTATO4YHOCTH

3K30KPUHHOH ®YHKLIUU NOAMENYOYHOMH

JKEJIE3bI

MaHKkpeaTnyeckue pepmeHTbI

B cootBeTctBMM ¢ MexayHapoaHbIMKM peKoMeHAaLu-
AMWU NO 3aMeCTUTENIbHON Tepanuu NaHKpeaTU4eCKUMMU

depmeHTaMn npu myKkoBucunao3se [Sinaasappel, 2002;
Smyth, 2014] cnegyeT NpUMEHATb TOJbKO COBPEMEHHbIE
npenapartbl NaHKpeaTMHa B MuKpocdepuyeckon dopme
(MMHUMUKpOChEPLI, MUKPOrpaHyabl U T.4.), NOMELEHHbIE
B Kancynbl. AleKBaTHOCTb 3amellatolen naHkpeaTnyeckme
GepMeHTbl Tepanuu onpeaenstoT KIMHUYECKHU, Habnogas
aNMMeHTapHbIK CcTaTyc, NMPU3HAKWM M CUMNTOMbI Hapylle-
HWS BCacCbiBaHMS M Ype3MepPHbIA anneTuT Npu MeaeHHOM
Habope Beca.

[o3a naHKkpeaTMHa MHAMBUAYaNbHA ANS Kagoro 60/b-
Horo (Ta6n. 13). Mog6op [03bl MOXHO Ha4yaTb B 3aBWUCH-
MOCTM OT MaccCbl Tena, YTO COCTaBASET B Hayane feyeHus
1000 nunasHbix eanHuLL/Kr (E[/Kr) Ha Kaxabli Npruem nuiim
oansa geten mnagwe 4 net n 500 nunasHbix EL/Kr BO Bpems
npuemMa nuuu ans aeten ctaplie 4 neT n B3pochnbix. B ganb-
Henwem [03a MOXET MOCTEeNeHHO MOBbIWAaTbCs A0 HOopMa-
M3aumm cMMNTOMOB cTeaTopewn. [lo3dy cneayet onpenensito
TaKXXe B 3aBMCMMOCTM OT BbIPaXKEHHOCTU CUMMNTOMOB 3a60-
NleBaHusA, pes3ynbTaToB KOHTPOJIA 3a cTeaTopeen u noagep-
YaHWs afleKBaTHOrO HYTPUTUBHOIO cTaTyca.

Y 6onblWKMHCTBa MaUMEHTOB [03a [O/IKHA OcCTaBaTbCs
MeHbLle nnu He npeBbiwaTe 10 000 nunasHbix E/Kr maccehbl
Tena B ¢yT, unn 4000 nunasHbix EL/r noTpebneHHoro xupa.

HoBopoxaeHHbIM Ha Kawable 120 Mn nuTtaHusa (CMecb
MW KEHCKoe MOJIOKO) cTapToBas A03a pacCyuTbiBaeTcs
Kak 2500-3333 E/[ nunasbl (1/4-1/3 Kancynbl npena-
pata ¢ aktMBHocTblo 10000 E[l nunasbl B Kancyne). 3t
[103bl COOTBETCTBYIOT NpumepHo 400-800 E/l nunasbli Ha 1 1
MULLEBbIX }XUPOB.

[eTy nepBOro roaa us3Hu

Y peter NepBblX MECALEB XW3HU ONTUMASIbHOW MNULLEN
ABNAETCH MaTEePUHCKOE MOJIOKO C A06aBKOM MUKPOrpaHy-
JINPOBaHHbIX NaHKpeaTU4ecKux GepMeHTHbIX NpenapaTos B
Kaxzoe KopmsieHue.

C MOMeHTa BBe[leHUsi HeoHaTa/lbHOro CKpUHUHIa Ha MB
B Poccuu (2006) nosBunacb BO3MOXHOCTb paHHEro Havyana
Jle4eHns, oOHaKo BOMPOC, Korja M KOMY HayuHaTb 3ame-
CTUTEJIbHYIO Tepanuio MnaHKpeaTuyecKumMn @epMmeHTamu,
He Bcerga siceH. YpoBeHb anacTtasbl-l B TeyeHue nepso-
ro rofla *XM3HW MOXET CYLLECTBEHHO BapbMpoBaTb, MNO3TO-
My OLHOKPaTHOro €ro U3mepeHus He Bcerfga A0CTaTo4HO.
Y NaumneHToB C NepBOHaYalibHbIM YPOBHEM 3/1acTasdbl HUXe
50 MKr/r naHkpeatnyeckas HefoCTaTO4HOCTb COXpaHAeTcs
MOXWU3HEHHO, OJHAKO MpKW NepBOHaYya bHOM YPOBHE Bbllle
50 MKr/ry paga naumeHToB K Bo3pacTy 1 rofja BHelHece-
KpeTopHas OYHKLMA OCTAaeTCH COXPaHHOW.

NpaeanbHbIM 15 HOBOPOXKAEHHbIX U AeTeN NepBoro roja
U3HU ABNFETCA HenacTepu30BaHHOE rpyaHOE MOJIOKO,
MOCKOJIbKY OHO COLEPMUT LUMPOKWI CNEKTP 3alUUTHbIX daK-
TOPOB U GUONOTMYECKU aKTUBHbLIX BELLECTB. BaxkHyto posib
UrpaeT aKTMBHOCTb TEPMONAabUIbHON NnNasbl B HATUBHOM




(HenacTep1M30BaHHOM) EHCKOM MonoKe. [nsa aeten ¢ MB
noKasaHa 3alMTHasi PoJib ECTECTBEHHOIO BCKapMJ/INBaHUS:
MAafeHUbl, Nnoayyalowune rpyaHoe MOJSIOKO, UMEIoT Nydlime
noKasaTe/nu Nero4HbIX GYHKLUMN U HUBKYIO YacToTy MHPEKL M-
OHHbIX 3MM3040B MO CPAaBHEHMIO C AETbMU HA UCKYCCTBEHHOM
BCKapM/MBaHUU. HOBOPOXAEHHbIE M AETU NMEPBbLIX MECALEB
WU3HW, KOTOpble HEe MOryT CaMOCTOSTE/NIbHO BblCacblBaTb
HeobXxoaMMbIM 06bEM MOJSIOKaA W3 TPyau BBUAY TSXKECTH
COCTOSIHUSA (06Lan cnabocTb, OAblllKa, cepaeyvyHo-neroyHas
HeLOCTaTOYHOCTb), AO/MKHbI NoMydaTb CLEXEHHOe HenacTe-
pU30BaHHOE MaTEPUHCKOE MOJIOKO M3 BYTbINOYKM MK Yepes
HasoracTpalnbHbiv 30HA. [PyAHOE MOJIOKO MOXKET NOSIHOCTbIO
obecrneynTb NOTPEeBHOCTH pebeHKa A0 4—6 MecsLEeB XKU3HMU,
O[HaKO B HEKOTOpbIX cnyvasx TpebyeTcs AOMNOSHUTENbHOE
NOCTYNNEHNE IHEPruU C MOMOLLbI O6OralleHns rpygHoro
MoJioKa. TaK, Npu HeJoCTaTOYHON NpUBGaBKe B BECE MOMOKO
MOXHO o6orawaTb nyteM gobaBnieHns Ha Kaxable 100 mn
~5 1 (1 mepHas noxKa) Cyxon CMecu Ha OCHOBE ruaponuaaTa
6enka ¢ CUT.

lpn cmelwaHHOM/UCKYCCTBEHHOM BCKapMJ/IMBaHUH
npeanoYTUTENbHbI BbICOKOKANOPUIHBLIE CMECK, UMeloLme
B KayecTBe MMPOBOro KommnoHeHTta CLT u pactutenbHble
XUPbl B 3MYyNbrMpoBaHHOM GopMe, 4YTO MO3BOMSET YAyd-
WNTb YTUAN3ALMIO XKUPa M CHU3UTb JO3Y NaHKpeaTUYeCcKmx
3ameHuTenen. ITuM TpeboBaHUAM OTBeYalT OTAe/bHble
CMEeCH 5151 HEeJOHOLWEHHbIX U Ma/loBECHbIX AeTen. Y aeTten,
COXPaHSAIOWMX YLOBNETBOPUTENbHbIE TEMMbI PU3UYECKOIO
pa3BUTUSA, MOTYT MCNOMb30BaATbCS OOblYHblE afanTUpPOBaH-
Hble MOJIOYHbIE CMECH, OAHAKO AN MCKYCCTBEHHOro/cme-
LWaHHOro BCKapMnnBaHusa aeten ¢ MB He peKomeHayeTca
MCnonb30BaTb 3aMeHuTenn ¢ HU3Kum (1,1-1,3 r/100 mn)
cogepxKaHuem 6enka. Npu HegocTaToYHbIX TemMnax npubas-
KW B Bece MOryT 6biTb PEKOMEHAOBaHbI CMECH, CoAepKallme
B COCTaBe /IMNMAHOr0 KOMMNOHEHTa cpefHeLenoyeyHble Tpu-
rvuepuabl. Mpu rMnotpodurm Ha3HavyalT CMECU Ha OCHOBE
rmaponnsdartoB 6enka ¢ BKIoYeHnem CUT He meHee 50%
}MPOBOIO KOMMOHEHTA.

[eTam, nonydarolmMm MaCCUBHYO aHTMOaKTepuasbHyo
Tepanuio, a Take NOBTOPHbIE KypCbl aHTMOUOTUKOB, Liene-
€c006pa3HO BBECTM afanTUPOBaHHY KMCIOMO/IOYHYO CMECh
WA CMEeCb, OOOralleHHyl0 NpPOOGMOTUKAMKU, B KONUYecTBe
1/3 cyToO4YHOro 06beEMa KOPMIIEHHUS.

lpukopm 06bI4HO BBOAUTCHA B 4—5 mMeC, a HEKOTOPbIM
[EeTAM Npu HU3KOM NpnbaBKe B Macce — paHblue (Tabn. 14).
MepBbiMK GAOAAMU MPUKOPMA CAYXKaT S3HEPreTUYEeCKN NIoT-
Hble 6at04a: KalwKn Ha CLEeXEHHOM MOSIOKE WX MOJIOYHOM

CMECHU CO C/IMBOYHbIM Macnom, AeTckun tBopor 4,5-5%
UPHOCTK; Aanee BBOAAT OBOLWHOE MOPe C MACHbIM Niope
W pacTUTENbHbIM Mac/ioM, XenToK. CnefyeT Mcnonb3oBaTb
BbICOKOKaNIOPUHbIE MPOAYKTbl MPUKOPMa, Ob6OoralleHHble
BUTaMWHHO-MUHEPabHbIM KOMMIEKCOM: AETCKUE MOJI0oY-
Hble KallX NPOMbIWNEHHOrO NPOM3BOACTBA C Jo6aBNEHUEM
CNMBOYHOIO Macna, OBOLLHbIE Mope ¢ A06aBNEHNEM PaCTU-
TeNbHOro Macna, msca. BoaMoXHO BBeAeHME MSACHOMO Mope
B KayecTBe NepBOro MpuMKopmMa AETM Ha €CTeCTBEHHOM
BCKapM/IMBaAHWUK, KaK XOPOLUErO UCTOYHUKA Kenesa U LMHKa.

KopoBbe M KO3be MOIOKO MOXHO MCMONb30BaThb TO/IbKO
Ona npurotosneHus 61104 ¢ Bo3pacta 8—9 mec. B 3t e
CPOKM MOXHO BBOAMTb HeaganTMPOBaHHbIE KWCIOMOJOM-
Hble NPOAYKTbI (Kedbup, HaTypanbHbIM NOrypT), 060raLleHHbIe
XUBbIMU O6UDMAO- M NaKToGaKTepuamu. [eTaMm paHHero
BO3pacTta Ha3HavaloT MNoiMBUTaMWHHbIE A06aBKK; 6ntoaa
npUKoOpmMa, B OT/IMYME OT 340POBbLIX AETEN, MOACANMBaAIOT.
[ononHutenbHoOe KONMYEeCTBO NOBaApPEHHOW COJK B IEHb OPU-
E€HTMPOBOYHO cocTaBngeT 1/8 yanHon noxku (0,6-0,7 1)
ana pebeHka nepsBoro nonyroguvs U 1/4 4HarHOW JNOXKK
(1,25 r) gns pebeHka 6-12 mec.

MuTaHue JOWKOJIbHMKOB U LUKOJIbHUKOB

OCHOBHOM MPUHLUMN — «aKTUBHbIM» NOAXO0A4 K MUTaHUIO
pebeHKa ¢ MB B nto6omM Bo3pacTe.

lMuTaHne pebeHKa OO0MKHO OblTb peryaspHbiM (6 pas
B A€Hb JaXke Ans WKoNbHUKOB; dopmyna 3 + 3):
® 3 OCHOBHbIX NpUeMa NuLLM (3aBTpak, 06el, YKUH);

° 3 [OMNONMHUTENbHbIX NepeKkyca (2-M 3aBTpaK, MONAHUK,

Ha HOYb).

MuTaHne AOMKHO BbiTb «MNOTHbIM»: B KaXblh OCHOBHOM
npUeM MNULLM JOMKHbI BKIOYaTbCA 6Mt0f4a, CoaeprKalime
KayeCTBEHHbIE KMBOTHble GENKK, LUMHK (MSiCO, cybrnpoayK-
Tbl, pbi6a, AnLa WK MOJIOYHbIE NPOAYKTbI — CbIp, TBOPOr),
KayeCTBEHHbIE WpPbl (pacTUTeNbHOE, CAMBOYHOE Macho,
CMETaHa, CIMBKM), CNOXKHbIE (KPYynbl, X11€6, OBOLLN) U B MEHb-
lwen creneHn npoctbie (GpyKTbl, CNAgoCTH, BapeHbe, Men)
yrneBsoapl.

JononHutenbHble NpuemMbl MUK (NepeKkycbl: 2-1 3aB-
TpaK, NONAHUK, Nepej cCHOM) 06513aTesibHbl: OHM COCTONAT, Kak
npaBuo, U3 KMCIOMOJIOYHbIX MPOAYKTOB, TBOPOra, GPyKTOB,
BbIMEYKM M YMEPEHHOIO KONMYeCcTBa ClafocTem.

Mpn 6pOHXONEroYHbIX O0BOCTPEHUAX, 3HAYUTEIbHOM
OTCTaBaHMM B Bece A/19 NMEePEeKyCoB XenaTenbHO MCNoJb30-
BaTb CNeunannM3vpoBaHHble BbICOKOIHEPreTUYECKUE KOK-
TENN NN CMECH ANS SHTEPANIbHOrO MUTAHUS.

Ta6nuua 14. Oco6eHHOCTM BBEAEHUS NPMKOPMa AETAM NEPBOro roga *KM3HW ¢ MyKOBUCLMAO30M

MpoayKTbl U 6noaa

Bo3spacTt, mec

dpyKTOBOE Ntope 6
TBopor 4-45
Hentok 5
[Mope oBoLHOE 4,5-5
Macno pactutenbHoe 4,5-5

Kawa 4 (Ha rpyAHOM MOJIOKE, MOJIOYHOW CMEeCHU Unu ruaponusare 6enKa)
Macno cnmBo4yHoe 4
Mope msAcHoe 5-5,5

Monoko

8-9 (ans npuroToBneHuns 6to4)

Kedwp, norypt

8-9

Cyxapu, xneb

7—-8 (NWeHWYHbIN, BbiCLIEero copTta)

i
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PepKkue 6onesuHu

lMoKkasaHWeM K AOMONAHUTENBHOMY MUTAHUIO CneLmanm3n-
POBaHHbIMW BbICOKOKaNoOpUMHbIMU CMECSMU ABASIOTCS:

° 060€ CHUXKEHME HOPMasbHbIX (BO3PACTHbIX) NpMbaBOK
Macchbl Tena/pocTa;

° (daKTMyecKas Macca Tena Huxe 25-ro nepueHTuns.

K BbICOKOKanopumHbIM OTHOCATCA CMECH, coaepraliue
6onee 70 Kkan/100 mn ana geten go 12 mec, ot 100 go
150 kkan — ang neten 1-6 net; ot 150 go 200 Kkan — ans
OeTen ctaplie 7 neT 1 B3pOChbiX.

Mpn mykoBucumaose o 10% 60bHbIX K MOAPOCTKOBOMY
BO3pacty GopmMupyloT GpUbpPO3 U LMPPO3 MeyeHu (LmMppos
nevyeHu, accoummnpoBaHHbin ¢ MB, CFLD); oo 13% 60nbHbIX
K 20-netHeMy Bo3pacTty U 4o 50% K 30 rogam dopmMupytoT
accouunmpoBaHHbI ¢ MB caxapHbln guabeT (quabeT, accouun-
nmpoBaHHbIM ¢ MB, CFRD). MMeHHO noaTomy, HECMOTPS Ha To,
41O Npu MB B OTCYTCTBMM aniepruyecKmx peaKkLumm paspeLle-
Hbl to6ble NPOAYKTbI, HEKOTOPLIE 6/1104a He peKoOMeHAYyeTCA
ynoTpe6aaTb NOCTOSAHHO U B 60/bLUMX KONMYECTBax:

° MpPOAYKTbl W Onoga, OCAOXKHAKWME padoTy MeyvYeHu
W KENYEBbIBOASLMX NYyTEN — TYronaaBKUe 1 TPAHCKMUPBI
(cM. BbILLE), KpeNKUe BynbOoHbl, OCTPble, KUCAble 6atoaa
M NPSHOCTY;

®  MNPOAYKTbl NPOMbILIEHHOrO MPOM3BOACTBA, CoAepKallme
60/1blLIOE KOMMYECTBO CTAabUIN3AaTOPOB, MCKYCCTBEHHbIX
KpacuTenen n KoHcepBaHTOB, MaOHE3 NMPOMbILLIEHHOIO
NpPOW3BOACTBA;

® TaK Ha3blBaeMyl MYCOPHYIO NULLY, rOTOBbIE CyXx1e Mony-
dabpukatbl, dacTdya;

® CnafjKkve rasuMpoBaHHble HaMWUTKM W Hepas36aBfiEHHble
$PYKTOBbIE HAMUTKX MPOMbILLIEHHOIO MPOM3BOACTBA;

° paduHMPOBaHHbIE MPOCTbIE YyrNeBoAbl (caxap, KOHDETHI)
B 60/1bLLOM KOMMYECTBE M OTAENbHO OT APYrMX NPUEemMOoB
MWK C LLeNblo He AOMYyCKaTb PE3KOoro nogbema ypoBHS
rMUKEMUH;

° MNpW AUCNENTUYECKUX SBAEHUSX — 6onbluMe 06beMbI
NPOAYKTOB, YCUIMBAIOWMX ra3006pa3oBaHNe B KULIEY-
HUKE: LeNIbHO3EPHOBOW 1 OTPYOHOM X/1€6, CBEMKYIO U KUC-
Nyto 6e10KOYaHHY0, KpaCHOKOYaHHYo KanycTty, 60608Bble,
CBEKJ1Y, KOXMNLY U CEMEYKHM OT GPYKTOB, OPEXU, FPUBDI.
Ba)KHO AoMoOAHUTENbHOE MogcajiuBaHue NULU U 060-

raweHue ee nofMHEHacbIEHHbIMU XUPHbIMU KUCNOTaMMU,

Kanbuuem, NPOoOUOTUKaAMMU. PeKomMeHayeTcs WCrofib30-

BaTb CNabOCO/IEHYIO (HE KOMYEHYIO) }UPHYIO MOPCKYIO Pblby:

cenbab, cemry, dopenb WU ApyrMe nococeBble BUAbl, WKPY

3-4 pa3sa B Hej, B Ka4eCcTBe 3aKyCKMU.

PactutenbHoe macno (NbHAHOE, TbIKBEHHOE, KeapoBoe,
Macno rpeLKoro opexa, coeBoe, parncoBoe, NOACONHEeY-
HO€, KyKypy3HO€e, O/IMBKOBOE) PEKOMEHAYETCS MCMONb30BaTb
B HepadMHUPOBAHHOM Buae 6€3 TepMUYECKON 06pabOoTKK,
[o6aBnas B canaTtbl M FOTOBble OBOLHbIE 61t04a, AN Npu-
roToBNEeHUs JomallHero manoHeda. O6a3aTtenbHbl 419 exe-
[HEeBHOro ynotpebneHns B Ka4ecTBe OCHOBHOMO MCTOYHMKA
KanbLUWS U BbICOKOKa@YeCTBEHHOro 6e/lKka HeO6e3KUPEHHbIEe
MOJSIOKO, TBOPOT, Cblp, KMCIIOMOJOYHbIE MNPOAYKTbI, o6ora-
LLIEHHbIE XMBbIMW LUITaMMaMKU NMPO6UOTUKOB (BudnaobaKTe-

pUIM U NaKTOBaKTEPUI): NOTYPTbl KOPOTKOIO CPOKa XpaHEHUS,
6noKedmp U T.M.

Mpn dopmunpoBaHun caxapHoro anaberta, accoLUMpO-
BaHHOro ¢ Mykosucuunaosom (CFRD), KanopumMHOCTb paLuo-
Ha 1 coaepKaHMe KMPOB COXPaAHAOTCS NOBbILLEHHbLIMMU.

bonbHbiIM MB pekomeHayeTcs OONONHUTENbHOE BBeae-
Hue Kanbumsa: 400-800 mr — pgetam; 800-1200 mr — noa-
POCTKaM 1 B3POCbIM.

6. BATAMUHOTEPAIUS

MNMocneactBnem manbabcopbuunun xupa y 60nbHbiXx MB
SIBNSIETCA HapyLlweHWe BCcacbiBaHWS XMPOPACTBOPUMbIX BUTa-
MUHOB. PEKOMEHAYETCS NPOBOAUTL EXEroAHbIN MOHUTOPUHT
MX YPOBHS B CbIBOPOTKE KPOBHM (Tabn. 15).

HW3KMe ypOBHMU KMPOPACTBOPUMbBIX BUTAMMUHOB peEru-
CTPUPYIOTCA MNPaKTUYECKM Yy BCeX 6O0/bHbIX, HECMOTPS Ha
afeKBaTHYy0 3aMeCcTUTENbHYIO Tepanuio. NoKkasaHo, YTo yme-
PEHHO MNOBbIWEHHbIE YPOBHWM peTuHona (o 110 mr/an)
B CbIBOPOTKE KPOBMW MONIOXKUTENbHO KoppenupyiloT ¢ OPB,
(y 90% Takux nauneHtoB OPB, > 80%) He3aBUCMMO OT BO3-
pacTta, NaHKpeaTU4eCKOn (YHKLUMWU U HYTPUTUBHOIO cTaTy-
ca, 6e3 KaKnx-nMbo NpU3HaAKOB TOKCMYHOCTU. Y HeneveHbix
605bHbIX MB remopparMyeckui CUHAPOM MOXKET mMaHude-
CTMpoBaTb BUTaMUH K HeAOCTaTOYHOCTbIO. Y HOBOPOXKAEH-
HbIX U FPYOHbIX ETEN OHA MOXKET NPOSBUTLCH HEOObACHUMOWM
remopparMyeckomn nyprnypon, MHTeCTUHaIbHbIMU KpOBOTEYE-
HUSAMU, ATUTENBHON KPOBOTOYMBOCTLIO B MECTaX UHBLEKLMA.
Crapwwue AeTtn, Haxogsawuecs Ha MHTEHCUMBHOW aHTUOaK-
TepuanbHOM Tepanuu WaM ¢ CONYTCTBYIOWMM MOParKEHNEM
neyYeHu, TaKKe CKIIOHHbI K HapyLLUEeHWIO NPOLLeCCOB Koaryns-
UMK, daxke Ha poHe npuema BuTammHa K.

Y 60nbHbIX MB XOpolO M3BECTHO O HEAOCTAaTOYHOCTU
BMTaMWHa D 1 HapyleHnsax ¢ocPopHO-KanbLmMeBoro obme-
Ha. JleyebHbIn 3DDEKT BbICOKMX AO03 BUTAMUHOB A 1 D Hyx-
[aetcs B ganbHenweM naydyeHmu. OgHaKko, XopoLLo M3BECTHO,
410 BCe 60/bHble MB ¢ naHKpeaTUyeCcKom HeJoCTaTOYHOCTbIO
eXXeHEBHO AO/MKHbI NONy4YaTb AOMONHUTENBHO XXUPOPACTBO-
puMble BUTamuHebl (A, D, E u K) n 6eta-kapoTuH, ontumarib-
HO B BogopacTtBopuMon ¢opme. lNMauneHTbl ¢ CoxpaHHOM
QYHKUMEN MOAXKENYOAOYHOW XKenesbl 06s3aTeflbHO AOJKHbI
nonyyatb AOMONHUTENbHO BuTaMuH E. BogopactBopuMble
BMTaMWHbl Ha3Ha4valoTca 607bHbIM MB B 06bl4HbIX MpO-
GUNAKTMYECKUX [O3MPOBKAX, PEKOMEHAYEeMbIX 340POBbIM
MLamM COOTBETCTBYIOWEro BO3pacta, 3a WCKIOYEHUEM
BMTaMunHa C, NOTpeBHOCTb B KOTOPOM Y 60/1bHbIX MOBbILLIEHA,
“ BUTaMuHa B4, B cryyaax pe3eKkunu NoaB3L0WHON KULLKK.

B 1abn. 16 npuBeaeHbl peKOMeHAyeMble JO3MPOBKK O/1A
[LOMNONHWUTENBbHOIrO BBEAEHUS }MPOPACTBOPHUMbIX BUTAMUHOB.

«ATPECCUBHBIE» METO/1bl HYTPUTUBHOM
NOAAEPXKH Y BOJ/IbHbIX MYKOBUCLIUAO30M
K arpeccuMBHbIM MeTOAaM HYTPUTUBHOM MNOAAEPKKKN Y
60/bHbIX ¢ MB oTHOCATCS:
1) 30HAOBOE 3HTepasibHOE NUTaHWE B BUAE HOYHOWM runep-
aMMeHTaLNK, Yepes Ha3oracTpanbHbI 30HA MK Yepes

Ta6nuua 15. KOHTPOSb YPOBHS XMPOPACTBOPUMbIX BUTAMUHOB B CbIBOPOTKE KPOBM 60/IbHBIX MyKOBUCLMAO30M (PEKOMEHAYETCS eXEeroAHbIi

MOHUTOPUHT)

ButamuHbl

Hopma

ButamuH A (petnHon)

30-72 Hr/mn

ButamuH D (aprokanbumudepon)

30-100-150 Hr/mn

ButamuH E
a-Tokodepon/xonecTepuH

> 0,7 mr/an
> 5,4 mr/r

ButamuH K

MpoTpom6rHOBOE BpeMs




Ta6nuua 16. PekomeHyemble A03bl XMPOPACTBOPUMbIX BUTAMUHOB W 6eTa-KapoThHa Ans 60JbHbIX MyKOBUCLMAO30M

BuTtaMuHbI XapaKTepucTuKa 60/IbHbIX [o3bl
A Bce ¢ MH 4000-10000 ME/cyT*
D Bce ¢ MH 400-2000 ME/cyT*
Bce:
0-6 mec 25 ME/cyT *
E 6-12 mec 50 ME/cyT
1-4 roga 100 ME/cyT
4-10 net 100-200 ME/cyt
ctapwe 10 net 200-400 ME/cyT
K Bce ¢ MH 2-5 mr/cyt
Mpu natonoruv neyexu 10 mr/cyt
BbeTta-kapoTuH Bce ¢ MH 0,5-1 mr/Kr B cyT, MaKc. 50 mr/cyt

lMpumeyvaHume. * — nepeBos OQHWUX eAVHUL, U3MEepPeHU 403 BUTaMUHOB B apyrue: ButamuH A: 1 mr = 3333,3 ME, ButamuH D: 1 mkr = 40 ME,

BuTamuH E: 1 mr = 1,36 ME. [NTH — naHKpeaTMyeckasi He4OCTaTO4YHOCTb.

Ta6nuua 17. Cmecu 4nsa 1e4e6HOro 1 JONOSHUTENbHOIO NUTaHUSA 418 60/1bHbIX MyKOBUCLIMAO30M Pa3iM4yHOro Bo3pacTa

(Hytpuuus, lonnaHams)

Meawnalllyp (3660T, CLLA)

HyTpuHKW, HYyTpUHM C NULLeBbIMU BONOKHaMU, HyTpuHKU SHeprug, HyTpuHu JpuHK

KnunytpeH HOHnop, Pecypc KOHMop (Hectne, LBenuapwms)

Mpynna HasBsaHue npoayKTa, GUPpMa-U3roToBUTE b, CTPaHa-NPOU3BOAUTENb MpumeHeHue, NnpegHasHauyeHne
[leTCKMe MOOYHbIE CMECH C NOBbIWEHHOM KBOTON BeNKa U KanopUHOCTbIO,
¢ BRTIOYeHvem CLT 3amMeHuTeNb rPyaHOro
) MOJIOKa NS HEJOHOLWEHHbIX
Mpe-HyTtpunak (Hytputek, Poccus) A A .
Mpe-Han (Hectne, LsenLiapns) 1 ManoBecCHbIX feTe NepBoro
’ roAa M3Hu, JONONHUTENbHOE
fpe-Hyrpunion (Hyrpuums, fonnanans) NUTaHWE K eCTECTBEHHOMY
Cumunak Oco6as 3a6oTa (3660TT, CLUA) .
®dpuco-lMpe (Ppucnexa, lonnaHama)
3aMeHUTENb MPyAHOrO MOJIOKa
Xymana J1IM + CUT (XymaHa, lfepmaHnus) onsa feten ctapwe 5-6 mec,
Ha ocHoBe NOAYYaIOLLMX MPUKOPM
L€/TbHbIX CMecH Ansa aHTepasibHoro NUTaHWa Ans geTen craple 1 roaa:
Genxos HyTpuaH tOHKop (HyTpuTek, Poccus) 3HTepasbHOE 1 JOMONHUTENbHOE
MOJIoKa

nutaHue ans aeten ot 1 roga
0o 6-10 net, HoYHas
runepanMmMeHTaums

CmMecK ans aHTepanbHOro NUTaHus Ana aeTen craplue 3 NeT U B3pOChbiX:

HytpuaH Crangapt, HytpuaH MmmyH, Hytprax Mynbmo, Hytpuan Octeo (HytpuTek, Poccus)
KnuHytpeHn Ontumym, Pecypc Ontumym, M3ocypce, UmnakT Opan (Hectne, LLBeuapus)
HyTpn30oH, HyTpn3oH ¢ nuueBbiM1 BonokHamu, HytpuaoH Sueprusa (Hytpuuwmsa, fonnaHams)

OHTepanbHOe U AOMNOSHUTENIbHOE
nuTaHue ang AeTen ctaplue
3 neT 1 B3POCbIX, HOYHan

M3okan (Mug OxxoHcoH, CLUA)
JHuWwyp 2 (3660T, CLLUA) 1 ap.

rmnepanMmeHTauna

2)

nepKyTaHHylo ractpoctomy. C MOMOLLbIO HOYHOW rUnep-
anvMeHTaLUnu Npu afeKBaTHOM KOHTPOJe NaHKpeaTuye-
CKMMMW 3aMEHUTENAMU MOXHO AOMONHUTENbHO obecne-
4untb oT 30 10 50% paccHMTaHHOM 3HEPronoTPe6GHOCTH;
napeHTepanbHOe NUTaHue:
® MoOJIHOE (LeHTpasbHbIM BEHO3HbIM KaTeTep); noKkasa-
HUSIMK ABASIIOTCS:
— COCTOSIHMS Noc/e onepauun Ha KULWEYHUKE;
— CMHAPOM KOPOTKOM KULLKK;
— OCTpbIV NaHKpeaTuT;
®  4acTMyHOe (C Lenblo AOMOMHWUTENBHOIO MUTaHMS),
ncnonbayetcs nepudepryeckas BeHa:
— JKMPOBbIE 3MYSIbCUM;
— [/IIOKO30-aMWHOKMUCNOTHbIE CMECH, BUTAMMUHBI.

MoKa3aHUA K NPUMEHEHUIO arpecCcUBHbIX METOA0B
HYTPUTUBHOM NOAAEPIKKKU

OTCYTCTBME MPUGABKM B BECE WM CHUKEHUEe Beca B
TeyeHue 6 mec;

daKTUyeckas macca Tena Huxe 3-ro NepueHTUns;
daKTMyecKkana macca Tena HWKe [OO0MKHOro 3HayeHus
Ha 15%, nnn meHee 25-ro nepueHTUnsa Ha ¢doHe aonon-
HUTENBHOrO NUTaAHUA cneunanbHbIMU CMECAMMU.

lopMoOH pocTa U CTUMYNATOPLI anneTuTa
B HacTosllee BpeMs [OCTATOYHbIX AOKa3aTe/bHbIX AaH-

HbIX A9 peKoOMeHaaunu npenapaTtoB AaHHbIX FPynn, a TaKxXe
CaMuUX NeKapCTBEHHbIX CPeacTB C 3aperncTtpmpoBaHHbIMU
noKasaHWAMU 419 JeTen He CYLLEeCTBYET.

B 1abn. 17 nepe4yncneHbl MPOAYKTbl U CMECH, KoTopble

MOTYT 6bITb UCMOMb30BAHbI 419 1€4€6HOM0 W A0MNOHUTENBHO-
ro nUTaHusa 60bHbIX MYKOBWCLIMAO30M PasfMYHOro Bo3pac-
Ta, 3apPerncTpPUMpPoBaHHble U AOCTYMNHbIE Ha TeppuTopun Pd.

BEAEHME NALMUEHTOB C MYKOBUCLUUAO30OM
BonbHble MB A0/MKHbl HAaXxOAMTbCS Ha AKTUBHOM AuC-

naHcepHoM HabnoaeHuu. Mo goctTuKeHnn Bo3pacTa 1 roga
60nbHbIX MB Heo6xoanmo ob6cnegoBatbh 1 pa3 B 3 Mec, 4TO
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PepKkue 6onesuHu

Ta6nuua 18. MepeyeHb N1a6opaTopHbIX U UHCTPYMEHTANbHbLIX UCCEef0BaHM, OCYLLECTBAAEMbIX NPU aMByaTopHOM 0CMOTPE

UccnepoBaHusa, KOTopble HEOGXOAUMO NPOBOAUTL
Npy KaXaom npueme nayueHta (1 pas B 3 mec)

06sa3aTenbHoe exerogHoe oé6cnefoBaHue

AHTpOnomeTpus (pPOCT, Macca Tena, AeduunT Macchl Tena)

Buoxnumunyeckoe nccnenoBaHue KPOBU (aKTUBHOCTb MEeYEeHOYHbIX
depMeHTOB, COOTHOLLEHUE BENKOBLIX PPaKLuUA, INEKTPONUTHBIN
COCTaB, KOHLIEHTPaLMS MIOKO3bl)

KnnHuyecKkunin aHanna mouu

KomnbloTepHas Tomorpadus opraHoB rpyaHON KIEeTKH

KonponorunyecKkoe uccnegosaHue

YNbTPasByKoOBOE UCCNEA0BaHNE OPraHoB GPIOLLIHOM MOOCTH

KnuHnyeckui aHanus Kposu*

AneKTpoKkapanorpabus

baKtepunonornyeckoe uccnegoBaHme MOKpOThbI (NMpu
HEBO3MOXHOCTH CO6PaTb MOKPOTY — Ma3Ka C 3a[Hew CTEHKM
[NIOTKK) Ha MUKPOGIIOPY U YYBCTBUTENIbHOCTb K @HTMOUOTUKaM*

drnbpoasodaroracTposyoaeHoCKoONUs

MccnepoBaHve GYHKLMM BHELIHENO AbIXxaHusa*

OCMOTpP OTOPUHONAPHHIOIOTOM

OnpepeneHne SpO,*

TecT Ha TONepaHTHOCTb K MMIOKOo3e

lNpumevaHme. * — NONONHWUTENBHO UCCNef0BaHWe MPOBOAAT MPU NOSBAEHUN MPU3HAKOB 060CTPEHNS MHDEKLMOHHO-BOCNANUTENbHOIO

npouecca B 6POHX0NErO4HON CcUCTEME.

Nno3BONSET CneanTb 3a AMHAMUKOM U CBOEBPEMEHHO KOp-
peKkTupoBaTb Tepanuio (Taén. 18).

JledyeHne 60sbHbIX MB npeanoyTutesibHO NPOBOAUTb
B CrneuManmM3vpoBaHHbIX LieHTpax. Tepanua MB He orpa-
HMWYMBAETCS paMKaMU MeAUKaMEHTO3HOro neyeHus: 60/b-
HbiIM MB TpebyeTca KOMNaeKcHas MeauLMHCKas NoOMOLLb
npM aKTUBHOM y4acTMM He TONIbKO Bpayen, HO TaKKe
MEeOMLMHCKNX cecTep, AMETOSIOroB, KUMHE3UTepaneBToB,
NMCUXONOrOB W COLMaNbHbiX pPabGOTHUKOB. B ycnoBusx
pernoHanbHoro ueHTpa MB pekomeHayeTcs perynspHoe
ambynaTopHoe HabnoaeHne 3a 60/MbHbIMKM C rocnuUTanu-
3aLmMen Mx B cneunann3npoBaHHYO KIWHUKY (oTaeneHue
NyNbMOHONOIMKU MHOFONPOMDUNBHBLIX YYPEKAEHUN) B CHy-
yae pPas3BUTUS UHPEKLMOHHbIX WMAM OPYrMX OCNOXKHEHWUN
3aboneBaHus.

lMepeBoa nauuneHTa BO B3poOCabiM LeHTp MB gonxkeH
OblTb 3aBeplueH K 18 rogam. C 16 ao 18 netr — nepe-
XOOHbIM nepuoa. OnuTenbHocTb npebbiBaHUS B KPYrio-
CYTOYHOM/AHEBHOM CTaLlMOHApPE COCTaBNSET B CPeAHEeM
14-21 peHb B 3aBUCUMOCTHM OT TAXKECTU TedeHns 3abone-
BaHWSA M COMYTCTBYIOLWMX OCNOKHEHUI. BnepBble AnarHo-
CTUPOBAHHbIE AETU WU NALMEHTLI C TAXENbIMU GOopMaMu
3abofieBaHMa JOMKHbI HabnwaaTbcs ele 4valle (exxeme-

CNUCOK PEKOMEHAYEMOM JIMTEPATYPbI

1. Mykosucumngos. Mog ped. H.W. KanpaHosa, H.HO. Kawwupckon.
MockKBa: Meanpaktnka-M. 2014. 672 c.

2. Flume PA, Mogayzel PJ, Robinson KA. Cystic Fibrosis Pulmonary
Guidelines: Treatment of Pulmonary Exacerbations. Am J Respir Crit
Care Med. 2009;180:802-808.

3. Mogayzel PJ, Naureckas ET, Robinson KA. Cystic Fibrosis Pulmo-
nary Guidelines. Am J Respir Crit Care Med. 2013;187:680-689.

4. Ratjen F, Munck A, Kho P, Angyalosi G. Treatment of early
Pseudomonas aeruginosa infection in patients with cystic fibrosis:
the ELITE trial. Thorax. 2010;65(4):286-291.

5. Taccetti G, Bianchini E, Cariani L. Early antibiotic treatment for
Pseudomonas aeruginosa eradication in patients with cystic fibrosis:
A randomised multicentre study comparing two different protocols.
Thorax. 2012;67(10):853-859.

6. Proesmans M, Vermeulen F, Boulanger L, VerhaegenJ, De
Boeck K. Comparison of two treatment regimens for eradication of

CAYHO), TOr4a KaK nauueHTbl C JIETKUM WU aTUMUYHbBIM
TeyeHneM — Kaxable 3 mec.

NMPO®UJIAKTUKA

Cnoco60oB nepBUYHOM NpodunakTtukn MB He cylecTBy-
eT. B KayecTBe Mep BTOPUYHOM NPODUIaKTUKK 3TOro 3a6o-
NeBaHus BbICTyNaloT:
1) popopoBasi AMarHOCTUKa;
2) HeoHaTa/NbHas AMarHocTuKa.

NMPOrHO3

MyKOBUCLMLO3 — XPOHWYECKoe Heusnednmoe 3abo-
NneBaHune, NO3TOMY 6O0NbHblE HYXKAAKTCS B aKTMBHOM AMC-
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KY W afeKBaTHyl0 Tepanuio, nopakeHue OpPOHXONero4Howm
cucTeMbl B6bICTPO NPOrpPeccUpyeT, Y APYrMx AMHaMUKa name-
HeHuW 6onee 6naronpusaTHa.

KOH®JIUKT UHTEPECOB

ABTOpbI NOATBEPAWAN OTCYTCTBME GUHAHCOBOMN NOAAEPIK-
KW/KOHPNMKTA MHTEpPEecoB, KOTopble HeobXxoaAMMO OOHa-
pogoBartb.
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