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®EJEPAJTBHBIE KINHNYECKAE PEKOMEHIALIMY IO OKA3AHUIO
MEIALMHCKOI MOMOIIHU JETSM C KHCTO3HBIM ®MEPO30M
(MYKOBHCIIHI030M)

JlaHHbIe KIMHAYECKHe PeKOMEHIAlH MOAr0TOBJIEHbI COBMeCTHO ¢ Beepoccniickoii acconuanmeit 1uis
00JLHBIX MYKOBHCHHMIO30M, PAacCMOTPeHbl M  yTBepikAeHbl Ha 3aceqanun  Mcmoakoma
npodeccHoOHANBHOIT accoumanmuu aeTckux Bpadeid Cor3a meamatpoB Poccum Ha XVII Cnesne
neauaTpoB Poccun «AkTyanbHble npodJeMbl neauarpum» 15 deBpanas 2013r., akTyaau3upoBaHbl B
2014 r. YrBepxaennl Ha XVIII Konrpecce nequarpos Poccuu «AKTyajbHble NPo0aeMbl meIuaTpUum»
14 ¢peBpans 2015r.

CoctaB paGouveii rpynnsi: akan. PAH bapano A.A., wi-kopp. PAH HamazoBa-bapanosa JI.C.,
npo¢., n.M.H. Cumonosa O.U., npo¢., k.M.H. Kammpckas H.IO., npo¢., n.m.H. Kongpareea E.N.,
A.M.H. PocaaBueBa E.A., k.M.H. I'opunosBa 10.B., k.m.H. KpacoBcknii C.A., k.M.H. Tomuwiaosa A.1O.,
K.M.H. Cesium3sinoBa JL.P.

ABTOpBHI MOATBEP:KAAIOT OTCYTCTBHE (UHAHCOBOH MOMIEPKKH/KOH(PINKTA HHTEPECOB, KOTOPLIi
He00X0AMMO 00HAPOAOBATD.

METOAOJIOT' UA

Metoabl, ucnosb3yemble AJisi cOOpa/celeKIMH JA0KAa3aTeJNbCTB: MOMCK B 3JEKTPOHHBIX
0azax JaHHBIX.

Onucanue MeTo10B, HCNOJb30BAHHBIX /ISl OLCHKH Ka4decTBa M CHJIbl J0KA3aTeJIbCTB!
JI0Ka3aTeNnbHOM 0a30i [l peKoMeHIauui ABJISAI0TCS MyOiaukanuy, Bomenmue B KoxpeitHoBckyto
oubmmoteky, 6a3nl nanapix EMBASE, MEDLINE u PubMed. T'ny6una nowucka - 5 jer.

MeTtoasbl, HCIIOJIb30BAHHbIE LISl OLICHKH KAa4eCTBA H CHJIBI J0KA3aTeNbCTB:

®  KOHCEHCYC JKCIEPTOB;

®  OIICHKA 3HAYMMOCTH B COOTBETCTBUU C PEUTHHIOBOM CXEMOM.
MeTtoasbl, HCIIOJB30BAHHbIE VISl AHAIHM3A 10KA3aTEJIbCTB.

e  0030pBI ONTyOJUKOBAHHBIX META-aHAIH30B,;

e  cucreMaruyeckue 0030pbl ¢ TaOIMIIAMU JI0KA3aTENbCTB.

Onucanue MeTOA0B, MCII0JIb30BAHHBIX VISl AHAIU3A 10KA3aTeIbCTB

[Ipu oT60ope mybauKanuii, Kak MOTEHI[MAIbHBIX HCTOYHUKOB J0KA3aTeNbCTB, UCIIOIb30BaHHAS
B KaX/IOM HMCCJIEJOBAHUU METOJO0JIOTUSl U3y4yaeTcs Ui TOro, 4ToObl yOeIUThCs B €€ BaJMAHOCTH.
Pe3ynbpTar n3ydeHus BIUsSET HAa yPOBEHB J1I0KA3aTENILCTB, IPHUCBANBAEMBIN MYOIUKAIMH, YTO B CBOIO
ouepesib, BIMIET Ha CHITY PEKOMEHAAINH.

JUis  MUHMMM3alMM  [OTEHIHMAJIbHBIX OIIMOOK KaXXJO€ HCCIEAOBAaHUE OLEHHBAJIOCH
He3aBUCHMO. JIt0ObIe pa3inuyms B OIIEHKAaX 00CYKIaIMCh BCeH TPYIION aBTOPOB B TIOJTHOM COCTaBE.
IIpu HEBO3MOKHOCTH AOCTH)KEHUS KOHCEHCYCA IPUBJIEKAJICS HE3aBUCUMBIN IKCIIEPT.

Ta0aunbl 10KA3aTEJbCTB: 3aMO0JHUINCh ABTOPAMU KIMHUYECKUX PEKOMEHIAIUH.



MeToabl, HCHOJb30BaHHbIE ISl (OPMYJHPOBAHMS PEKOMEHJAAUMMA: KOHCEHCYC
JKCIEPTOB.

HNuauxaropsl 1odpokadecTBenHoii npakTuku (Good Practice Points — GPPs)

Pexomenayemas 1oOpoKauecTBeHHas MPAKTHKa 0a3upyeTcs Ha KIMHUYECKOM OIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEHAALINN.

JKOHOMMYECKHUI aHAJIN3

AHamu3 CTOMMOCTH HE TPOBOJWICA M TMyONUKamuu 10 (PapMaKOIKOHOMHUKE HE
aHAJIN3UPOBAIUCH.

MeToa Bajiuaanuy peKoMeH1amuil

e  BHemHss OKCIEPTHAsI OLCHKA.
e  BHYyTpeHH:A DKCIIEPTHAs OLCHKA.

Onucanue MeTo1a BAJIUAANNMA PEeKOMEH AU

Hacrtosmue pekoMeHganuu B  TNpEABAPUTENBHOW BepcHM  ObUIM  PELIEH3MPOBAHbBI
HE3aBUCHUMBIMU 3KCHEPTaMM, KOTOPBIX, MPEXKAE BCEro, MNONPOCUIN MPOKOMMEHTUPOBATD,
HACKOJIBKO JOCTYyIHAa JUIsl IOHUMaHMsl WHTEpIpEeTalys J0Ka3aTelbCTB, JeKallass B OCHOBE
PEKOMEHTALIHIA.

OTr Bpauell NEpPBUYHOTO 3BEHA IMOJIYYEHbl KOMMEHTapHMM B OTHOIIEHHHM JTOXOJYUBOCTH
M3JI0KEHUS TaHHBIX PEKOMEHIAIMH, a TAKKE WX OLEHKA BaXHOCTH IMPEAJIaraéMbIX peKOMEHALINM,
KaK MHCTPYMEHTA MOBCETHEBHOM MPAKTUKHU.

Bce xomMeHTapuu, NOJIy4YeHHBIE OT OHKCIEPTOB, TIIATEIBHO CHCTEMAaTU3UPOBAIUCH U
oOcCyKIanuch 4aeHaMu paboueit rpymimsl (aBTopamu pekomeHaanuii). Kaxapiit myHKT oOcyxaancs
B OTJIEJIBHOCTH.

KoHncynbTanus v 3KkcnepTHas OLeHKa

[IpoekT pekoMeHaanuii ObUT pelieH3UPOBaH HE3aBUCUMBIMH IKCIEPTaMHU, KOTOPBIX, MPEXIE
BCET0, TMOMPOCWIA MPOKOMMEHTHUPOBATh  JOXOJYMBOCTH U  TOYHOCTh  HHTEPHPETALUU
JI0Ka3aTeIbHOM 0a3bl, Jiexkalei B OCHOBE peKOMEH AN .

PaGouas rpynna

Jlis OKOHYaTeNbHOM pelakiuMM U KOHTPOJS KauecTBa PEKOMEHJalWU ObUIM TOBTOPHO
MPOAaHATM3UPOBAHBl UYJieHAMH pabouell TpyNIbl, KOTOPhIE MPHILIM K 3aKIOYCHHIO, YTO BCE
3aMeuyaHusl ¥ KOMMEHTapUU IKCIEPTOB MPUHATHI BO BHHUMAHHE, PUCK CHCTEMATHYECKHX OIIUOOK
pu pa3zpaboTKe peKOMEHJAI CBeJIeH K MUHUMYMY.

OcHOBHBbIE peKOMEeH 1Al UU

Cuna pexomenpanuii (1-2) Ha OCHOBaHUHU COOTBETCTBYIOLIUX YpOBHEHN noka3arenscTB (A-C)
Y UHJIMKATOPBI JOOpOKavYeCTBECHHOM npakTuku (Tadi. 1) — good practice points (GPPS) npuBoasTcs

MIPU U3JIO)KCHUH TEKCTa PEKOMEHTAIHi.



Tabmuua 1.

Cxema /17151 OLIEHKH YPOBHSI PEKOMEH Jaluil

Crenensn CootHourenne pucka | Meronojornueckoe kauecTBo | [losicHeHuns o
JA0CTOBEPHOCTH U NIPEUMYILECTB HMEIOLINXCS I0Ka3aTeNIbCTB MPUMEHEHHUIO
peKoMeHIanuii peKoMeHaaIui
1A IMonp3a  oryernmBo | Hanexubie HerpoTHBopeuuBble | CuibHas
CuibHast IIpEeBATUPYET HaJ | I0Ka3aTeIbCTBA, OCHOBAaHHBIE  HA | PEKOMEHMAAIWSA,
pexoMeHaanus, pUCKaMHu n | xopomo BbemonHeHHBIX PKW  wmnm | koTopas MOXET
OCHOBaHHasi Ha | 3aTpaTamu, 00 | HEONPOBEP)KUMBIE  JIOKAa3aTENILCTBA, | UCIIOIb30BATHCSA B
JA0Ka3aTeJbCTBAX HaobopoT NIPEACTaBICHHBIE B KaKOW-THOO | OONBIIMHCTBE CIydacs
BBICOKOI'0 Ka4ecTBa apyroii hopme. y TPEenMyIIEeCTBEHHOTO

JanpHeiye ucclieoBaHus BPSI JIM | KOJIMYECTBA MAI[MEHTOB

HM3MEHST HaIlly YBEPEHHOCTH B OLleHKe | 6e3 KaKHX-J1100

COOTHOIICHUS IMOJIB3bI U PUCKA. W3MEHEHUN )44

HCKIIIOYECHUI

1B IMomp3a  ordyermmBo | JlokasatenbcTBa, OcHOBaHHbIe Ha | CuibHas
CuibHas IIpEeBATUPYET Hax | pesynbratax PKU, BBIMONHEHHBIX C | pEKOMEHAALWSA,
peKoMeHIanusl, pHCKaMH U | HEKOTOPBIMHA OTPAaHWYCHUSMHU | IPIMEHEHHE KOTOPOH
OCHOBaHHast Ha | 3aTpaTamd, 160 | (IPOTUBOPEUHBEIC pE3yNbTaThl, | BO3MOXHO B
A0Ka3aTeJbCTBAX Hao00poT METOJI0JIOTHYEeCKHe OIIMOKY, | OOJIBIIMHCTBE CIIy4aeB
YMepeHHOro KayecTBa KOCBEHHBIC WM ClIy4allHble W T.IL),

mu00  JAPYrUX BECKHX OCHOBAHHUSX.

JanpHelimue uccienoBaHus  (eciau

OHU TIPOBOASTCS), BEPOSATHO, OKAXYT

BIIMSIHUE Ha HaIly YBEPEHHOCTH B

OLICHKE COOTHOUIECHUS IOJIb3bI M PHCKa

1 MOTYT U3MEHHTH €e.
1C Tlonn3a, BEpOsTHO, | JlokazarenbcTBa, OCHOBaHHble Ha | OTHOCUTEIHHO CHUIIbHAS
CuibHas OyleT NMpeBaIupoBaTh | 0OCEPBAIIMOHHBIX UCCIIEJIOBAHUSAX, | PEKOMEHIaIusl,
peKoMeHIaNus, HaJl BO3MOXXHBIMH | OECCHCTEMHOM KIIMHUYECKOM OIIBITE, | KOTOpas MOXET OBITh
OCHOBaHHasI HAa | pUCKaMHu n | pesynpratax PKW, BBIMONHEHHBIX ¢ | M3MEHEHA npH
A0KAa3aTeJbCTBAX 3aTpaTami, b0 | CyIIECTBEHHBIMHU HEOCTaTKaMH. | TIOJydeHUH
HH3KOT0 KavyecTBa HaobopoT JIrobast OLICHKA a¢dekTa | mokazarenbcTB  Ooiee

PACLCHUBACTCA KaK HEOIPCACIICHHA.

BBICOKOI'O Ka4€CTBaA

2A

Caabas pexoMeHaauus,
OCHOBAHHAsI Ha
J0KA3aTeJIbCTBAaX

BBICOKOTI'0 Ka4YeCTBa

ITonp3a comocTaBuMa
¢ BO3MOKHBIMH
PHUCKaMU W 3aTpaTtaMu

Hanexueie JI0OKa3aTeJbCTBRA,
OCHOBaHHEIE Ha XOPOIIIO
BBIIIOJTHEHHBIX PKMN HITH
MOATBEPKICHHBIE JIPYrUMHU

HEONPOBEP>KUMBIMH JTAHHBIMHU.
JanbHelmye wucciaenoBaHusl BpsiA JU
HU3MEHST HAIlly YBEPEHHOCTb B OLIEHKE
COOTHOIIIEHUS TIOJIB3bI U PHCKA.

Crnabast pekoMeHIa1us.

Bri6op HaWITy4IIen
TaKTHKA Oyzner
3aBUCETh oT
KIMHUYECKOH

CHUTYaIHH
(00OCTOATETLCTR),
ManKenTa WA
COLMATLHBIX
MpEeANOYTEHUN.

2B

Caabas pexomeHaanmus,
OCHOBaHHasi Ha
JA0Ka3aTeJbCTBAX

YMEPEHHOI'0 KayeCTBa

ITonp3a comocTaBuMa
¢ puckamu u
OCJIO)KHEHUSIMHU,
OJIHAKO B DTOH OIIEHKE
€CThb
HEOTIPEJICIICHHOCTD.

JlokazaTenpCcTBa, OCHOBaHHBIE  Ha
pesynbratax PKU, BBINOJHEHHBIX C
CYIIECTBEHHBIMU OrpaHUYCHUSIMH
(mpoTUBOpEUUBEIC pe3yJIbTaThI,
METO/I0JIOTMUECKUE JedeKTHl,
KOCBEHHBIC WJIM CIy4aiHBIC), WIN
CUIIbHBIC JI0Ka3aTelbCTBA,
MIPEICTaBICHHBIC B KakoH-mubo
Ipyroii hopme.

HanpHeiimue wucciaenoBanus — (eciu
OHUM TMPOBOIATCS), CKOpee BCero,
OKaXKYT BIIMSTHUC Ha HAIy

Crnabast peKkoMeHIaIus.

ANbTepHAaTHBHAS
TaKTHKa B
OTIpeIeICHHBIX
CUTYaIHIx MOJXET
SIBUTBCS ISt

HEKOTOPBIX MalMCHTOB
JI4LIMM BBIOOPOM.




YBEPEHHOCTh B OIIEHKE COOTHOIICHWS
TI0JIB3BI ¥ PUCKA U MOTYT U3MEHHUTH €e.
2C Heogno3naunocts B | JlokasaTenbcTBa, OCHOBaHHBbIE Ha | OucHb cirabas
Cnabasi pekoMeHJanusi, | OICHKE COOTHOLIEHUS | 00CEpBaMOHHBIX WCCIICIOBAaHUAX, | PEKOMEHAAIINS;
OCHOBAHHAsI HA | MOJIb3bI, PHCKOB M | OCCCHCTEMHOT0 KJIIMHHUYECKOTO OIbITA | aIbTCPHATHBHBIC
JI0KA3aTeJIbCTBAaX ocnoXkHeHui; monb3a | wmm PKWM ¢ cymiecTBeHHBIMH | HMOAXOJBI MOTYT OBITh
HH3KOI'0 KavyecTBa MOXET OBITHL | HETOCTATKAMU. JTrobas OIICHKA | HCIIOJH30BaHbI B
COIOCTaBUMa ¢ | apdekra pacueHuBaeTcst KaK | paBHOW CTETICHH.
BO3MOKHBIMH HeoTpeesieHHasl.
puckamu u
OCJIOKHCHHSIMU.

*B tabnuie 1udppoBoe 3HaYCHHE COOTBETCTBYET CUJIE PEKOMEHIaINil, 0yKBEHHOE - COOTBETCTBYET
YPOBHIO J10OKa3aTeIbHOCTU

OITPEJAEJIEHUE

Kucrozusiii ¢pubpo3 (MykoBucungo3z - MB)— ayTocOMHO-pelieCCHBHOE MOHOTEHHOE
HACJIEICTBEHHOE 3a00JieBaHUE, XapaKTEpU3YIOIeecs MOPaKEHWEM BCEX SK30KPUHHBIX Kené3, a
TaK)Xe )KM3HEHHO Ba)KHBIX OPTaHOB M CUCTEM.

Kox mo MKB-10

E84 Kucroszusriii pudpo3.

E84.0 Kucto3Hsrii pnubpo3 ¢ IEroYHBIME MPOSBICHUSIMHU.
E84.1 Kucto3Hublif pubpo3 ¢ KUIIEUHBIMU NPOSBICHUSIMHU.
E84.8 Kucto3nslif pubpo3 ¢ Apyrumu nposiBICHUSIMHU.
E84.9 KuctozHslii pubpo3 HeyTOUHEHHBIH.

IMUIAEMUOJIO0TI'UA

Yactora MB konebnercs cpeau mpeacraButeneit esporeonsoB ot 1:600 mo 1:17000
HOBOpOXAEeHHbIX. B P® wactora mykoBHCIMI03a cocTaBisieT no JnaHHbiM PI'BY Menuko-
reHeTndeckoro HayqHoro rneatpa 1:10000 HOBOpOKAEHHBIX.

B MockBe MeauaHa BEDKMBAEMOCTH COCTaBIsIET 39,5 nerT.

ITHOJIOI' A

I'e# MB 06bi1 u3onupoBan B 1989 1., OH pacmoniokeH B cepeauHe UIMHHOTO Iuieda 7
ayTOCOMBI, coAepKUT 27 3k30HOB M oxBarbiBaeT 250 000 map Hykieotna0B. OH KOHTPOJIUPYET
CTpYKTYpy W GyHKIMIO Oenka, Ha3BanHoro MBTP - TpancmemOpannbiii perymsarop MB. Ha
CETOMHAIIHUN JeHBb BhIIEIeHO OKoso 2 000 myTtamuii reHa - TpaHCMEMOPaHHOTO peryssTopa
npoBoauMocTd MykoBuciunoza (MBTP), orBercrBeHHbIX 3a paszButue cumnromoB MB. Cpenun
HUX, COIVIACHO JIAHHBIM HAIMOHAIBHOTO PETUCTpa, Haubojee 4YacTO BCTPEYAIOTCS CIEAYIOIINe
myranuu: F508del (52,79%), CFTRdele (2,3-6,32%), E92K(2,65%), 2184insA (2,02%),
3849+10kbC>T (1,65%), 2143delT (1,65%), G542X (1,33%), N1303K (1,33%), W1282X (1,11%),
L138ins (1,06%).

ITATOI'EHE3




MBTP nokanmu3yercs B anuKajdbHOH YacTM MeMOpaHbl AIUTENUANBHBIX KJIETOK,
BBICTHJIAIONIMX BBIBOJHBIC MPOTOKH JKEJIe3 BHENIHEH CeKkpeluu (IOTOBBIX, CIIOHHBIX, JKEIIE3 B
OpoHXax, MOKEIYI0OYHON IKelie3e, KHUIICYHUKE, YPOTCHHTAIBLHOM TpPAKTE), OH PEryIupyeT
TPAHCIIOPT AJICKTPOJUTOB (TIABHBIM 00pa3oM XJIOpa) MEXAY ATUMHU KIETKAMH M MEKKJICTOYHOM
xuakoctero. [locnennue uccnenoBanus nokasanu, uto MBTP sBnsercss cOOCTBEHHO XJIOPHUIHBIM
kaHajgoM. Myrauuu rena MB HapymaroT He TOJIBKO TPaHCIIOPT, HO U CEKPELUI0 HOHOB XJiopa. [Ipu
3aTPyJHEHUH UX MPOXOXKICHUS Yepe3 KIETOUHYI0 MeMOpaHy yBEIHUHUBAETCsl peabcopOIus HaTpus
JKEJIE3UCThIMU KJIETKaMH, HapylIaeTcs HJICKTPUYECKUA MOTEHIHUAT MPOCBETa, YTO BbI3BIBACT
W3MEHEHUE DJIEKTPOJUTHOIO COCTaBa M JETHPATALMIO CEKPETa KEJle3 BHEIIHEW cekpeuuu. B
pe3yJIbTaTe BBIJICIAEMbBIN CEKPET CTAHOBUTCS YPE3MEPHO T'YCThIM M BSI3KUM. lIpu 3ToM cTpaparor
JIETKUE, KETyIOYHO-KHUIIECUYHBIM TPaKT, MEYEHb, MOJKEIYA0UYHAS XKeEjIe3a, MOYENOoJIOBasi CUCTEMA
(Tabm 2).

Tabnuua 2.

IIatorenes MB

Oprasbl U CUCTEMBI

ITatonornyeckue npoueccol

Koneunslil pe3ynpTar

Jlerkue

BponxooOcTpykius,

CHHUIKCHHUC TOJICPAHTHOCTH K I/IH(I)GKLII/II/I,
KOJIOHHM3alus JbIXaTCJIIbHBIX HyTefI
Pseudomonas aeruginosa (P. aeruginosa) u
ApyrumMu IaTOJOTH4YC€CKUMU
MUKPOOPraHn3MamMu,

XPOHHUYCCKOC BOCITIAJICHUC JABIXAaTCIbHBIX
IIyTeH, OpOHXO0IKTAa3HI, JCCTPYKLUS

MapCHXNUMBI JICTKUX.

HLIX&TGJ’ILH&SI HCIO0CTAaTOYHOCTD,
JICTOYHas TUICPTCH3M,
cepacUHas HEAOCTATOYHOCTD.

ITomxenynouHnas xenesa

OOCTPYKIHSI MPOTOKOB JKEJIC3HI,

MOSIBJICHHUE KHUCT,

HEIOCTATOYHOCTh  MODKEITYIOUHON  KEJIe3bI
(BHyTpeHHE - U1 BHEUIHECEKPETOPHas),
KHIIeYHast MATbaOCOPOITHS.

Hapymenue cTyna (gacTsrii,
JKUPHBIH, 3lI0BOHHBIN, OOMIIBHBIN),
CHIW)KEHHE HYTPUTHUBHOIO CTaTyca
(y meteif — oTcTaBaHHE B Pa3BUTHH),
aBUTaMHHO3BI,

BBINA/ICHUS TPSIMOI KHIIIKH,
caxapHbIi auaberT.

Ileuens XOJ'ICCTZB, XOJICJIUTHA3. HI/IppOS IICYCHU, CUHAPOM
HOpTaJ’ILHOﬁ TUHEPTCH3UU,
TUIICPCIJICHU3M, NICYCHOYHas
HCJOCTATOYHOCTD

Kumeunnk VBennueHne BH3KOCTI/I/a,I[I'€3PIBHOCTI/I KajnoBeIX | Kumreunas HEMIPOXOAUMOCTb

Macce

PenponykTtuBHas cucrema (y
MY>KUH1H)

OO6cTpykust W TOCJeayromas
BBIHOCSIIUX ITPOTOKOB SIMUEK,
a300CTIePMUS

arpesust

becroane

[TporpeccupoBaHue JIETOYHOM U CepAeYHON HEAOCTaTOUYHOCTH SIBISETCS Hambosee 4acToil
npuunHON cmepTu 60mbHBIX (95%). Cpeaun Qpyrux NpUYMH B 3KOHOMHYECKHM PAa3BUTHIX CTpaHax

BBIACIIAIOT!

OCJIO)KHCHHU TIIPpU TpaHCIIaHTAlUU OpraHoOB —

12%:;

3a00JIeBaHUs IICYCHU U

MEYCHOYHAS HeJIOCTaTOYHOCTH - 2,3% cirydaes; TpaBMbI — 2,1%; cyurua — 0,8%; npyrue — 1,3%.

Bcemupnasn

Opranusanus

KIIACCUOUKAIIUA

3apaBooxpaHeHus,

MexkayHapoaHas

Accouuanus

MyxkoBucuugo3a, EBpomneiickas Tematnueckas Cerb mno mnpodiaemam MyKoBUCHHI032,
EBponeiickas Accoumanusi MyKoBHCIHI032a OPraHU30BAJIM COBMECTHYI0 Pado4ylo rpymmy c
1eJIbI0 pa3padoTKH HOBOI KiIaccupuKanum.

Hocaennssi akryaabHasi Bepcusi s MexayHapoaHoil kiaaccupuxkamum 0ojie3Hel
HOBOI'0 MEePeCMOTPA BBITJISIANT CJIeIYIOIIHM 00pa3oM:

- Knaccnueckuit MyKOBHCITHIO3 C MTAHKPeaTHIecKoi HeaocTarounocthio (Pl);




Knaccrndecknii MyKOBHCITH/I03 C HEHAPYIICHHOHN (PYHKIIUEH MOKEeTyJOYHOM JKee3bl

(PS);

ATHITWYHBIA MyKOBUCITHJIO3;

M30/IMPOBAHHAst OOCTPYKTHBHAS a300CIEPMUS’;
XPOHUYECKHIT TaHKPEaTHT ;

AJUIEPTHYECKUN OPOHXOJIETOYHBIN acTieprusuie3 (ABPA)Z;
JIMCCEMUHUPOBAHHBIE GPOHXOIKTA3BL;

mudy3HbIH HaH6pOHXI/IOJ'II/IT2;

CKIICPO3UPYIOLIHii XONAHTUT

HEOHATaJbHAs TUIIEPTPUTICHHOTCHEMHSI

0 KpaiiHel Mepe, 0JiHa U3 MyTaluil HAeHTU(UINPOBAHA.

Tem He MeHee, Ha CeroJHSINIHUI JeHb, B KJIMHUYECKON NPAKTHKE MCHOJb3yeTCsl
KJaccupukanus, npeacTaBjieHHas B Tadaume 3.

Tabmuma 3.
Knuanueckast kiaccuduranys MyKOBUCITHI03a
XapakTepucTuKa OPOHXO0JIETOUYHBIX U3MEHEHU N
®dazau
akTUBHOCTh | KnmHmueckass | OHpmockomnmueckas | OyHKIMOHAJIBHAS: OcnokHeHus
®dopma rpoiiecca BEHTHWJIALIMOHHAS
0oJie3HN HEIOCTaTOYHOCTh
Tun CreneHb
1. 1. 1. Bpouxut: OHIO0OPOHXHUT: Ob6c¢tpykr || Abcreccsl,
CwMmenmanHas Pemuccus OCTpBI, KaTapaJlbHbIH, HUBHBIH aTeJeKTaskbl,
(;merouHo- PEIHUINBHUPYIO | KaTapaabHO- I ITHEBMO-
KHIIIeYHast) 2. M, THOMHBIHN, Pectpuxr MHOITHEBMOTOPAKC,
2. AKTUBHOCTB: |XpOHHYECKUH | THOWHBIN UBHBII 1 JIETOYHOE CepAlle,
Jlerounas MaJasi, KpOBOXapKaHWE,
3. CpenHss, 2. ITneBmonus: | OrpaHUYECHHBIH, Kombuun KpOBOTEUYECHHE
Kurmreunas BBICOKast MOBTOpHAS, pacipoCTpaHeHHB! | POBAHHBIN (;terounoe,
peUaAuBHUpYIO | M. JKETYZ0UHOE)
3. 1mast raiilMOpPHUT, OTEYHBIH
Ob6ocTpenue: CHHJIPOM, LIUPPO3
OpOHXHT, [E€YEHH, SKBUBAJICHTHI
MTHEBMOHHUS MEKOHHAJIBHOTO HJIeyCa,
BEIITAJICHHUE TIPSMOU
KHIIIKA, OTCTaBaHKE B
(U3NIECKOM pa3BUTHU

Koneuno B Oynymiem, 1o Mepe yriryOsieHHsl 3HaHUH, 3Ta KJIacCU(QUKAIS TaKKe TOTpedyeT nepecMoTpa.

KINMHHNYECKAS KAPTHUHA

YV OonbpIIMHCTBA MaluCHTOB TICPBBIC CHUMIITOMBIL MB BBISBIISIIOTCS YK€ Ha IICPBOM TOAYy

JKU3HH, XOTA HU3BCCTHBI Cllydau boiee MO3JHCTO Pa3BUTHA 3a00JIeBaHUs - BILIOTH A0 3peioro

BO3pacCTa.

2 - JIOMOHUTENHHO BBIICISIFOT COJBTEPSIIONLYEO (hOpMY HIIH TICEBIO-CHHAPOM bapTrepa (THUIMOKanuii- U HaTpUEMHUs Ha
(hoHEe MeTabOIMUECKOTO allkaio3a), HEOHATANBHYIO THIIEPTPUIICHHOTEHEMHIO, & TAKXKE Pa3IMYHbIe aTUITHYHBIE (HOPMBI
3a00JIeBaHMUS.
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Hannuwe y OOMBHOTO CHMNOTOMOB, YyKa3aHHBIX B Tabmuie S, TpeOyeT mNpoBeAcHUs
muddepennmanbHoro auarHoza MB. Heo06xoauMo y4YuThIBaTh, 4YTO TEPEYHU CHMIITOMOB,
NpEJCTaBICHHbIE B TaOuuIe 2, COCTaBJICHbl B TPUMEPHOM COOTBETCTBHHM Ka)XIOW U3

paccMaTpuBaeMbIX BO3pAacTHBIX rpynn OonbHBIX MB. JIr000i W3 yKa3aHHBIX CHUMIITOMOB MOXET

HAOJIIOAATHCS Y IETSH MJIa IIIero Wik CTapiiero Bo3pacra (tadi. 4).

Tabnuma 4.
Knuanueckue nposiBiaenus, Tpedyrone quddepeHuansHoro auaraoza ¢ MB

Bospact

CHUMIITOMBI U CUHIAPOMBI

I'pynnoit

PeunauBupyronue win XpOHUYECKUE PECITUPATOPHBIE CUMIITOMBI, TAKHE KaK KaIleslb WIHA OJBIIIKA
Penuausupyronas uiam XxpoHudeckas IHEBMOHUS

OtcraBanue B QU3NUECCKOM Pa3BUTHU

HeodopMiieHHBIH, OOMIBHBIA, MACITHUCTBHIA U 3I0BOHHBIN CTYIT

XpoHuueckas guapest

Brinmanenue npsMoi KUILIKK

3aTsKHAs HeOHaTaJbHAs XKeNTyXa

CoreHblil BKyC KOXKHU

TemnoBoil yaap win geruaparanus Ipy xapKkoi noroue

XpoHHYECKAsI TUIIOAIEKTPOIUTEMUS

JlaHHBIC CeMEHOTO aHaMHe3a O CMEpPTH JIeTel Ha NEepBOM TOMy XH3HH WM HAJIHIHEe CHOCOB CO
CXOIHBIMU KJIMHUYECKUMHU MPOSABICHUSIMU

Tl'umonporenHeMust / OTEKH

JIOIIKONBHBIH

Croiikuii Kamreib ¢ Wi 0e3 THOMHOW MOKPOTEI

JlnarHocTHYecKy HesCHAs pEeLUANBHUPYIOIIAsl MIM XPOHUYECKas OJIBIIIKA
OTtcTaBaHue B BECE U POCTE

Brinmanenue npsMoi KUILIKU

HMNuBarunamnus

XpoHuueckas auapest

CumnToM «b6apabaHHBIX MATOYEK»

Kpucranns! conu Ha koxe

l'unoroHnueckas neruapaTanus

I'inosnexTponuTeMus 1 MeTabOIMYECKHH aTKaIo3

['enaroMeranys WM AMArHOCTHYECKU HESICHOE HApyIIeHHE PYHKIHH NEUYCHH

IIxonsHBII

XPpOHUUYECKUE PECTTUPATOPHBIE CHMITOMBI HESICHOM ATHOJIOTUI
Pseudomonasaeruginosa B MokpoTe

XPpOHUYECKUN CUHYCUT

HazanpHblii nosiumnos

Bbponxo3krassl

CumnToM «b6apabaHHBIX MATOYEK»

XpoHuueckas auapest

CHHAPOM AUCTATFHON HHTECTHHANBHOW OOCTPYKIIMU
ITankpeaTur

Brinanenue npsaMoil KUIIKH

CaxapHblii [abeT B COYETAaHUU C PECTIUPATOPHBIMHE CUMIITOMaMHt
I'enaTtomeranus

3abosieBaHue MEYCHN HESICHOM STHOJIOTUU

[Hoapoctku
B3pOCITIbIE

T'HoitHOE 3a00J1eBaHKE JIETKUX HESICHOM STHOJIOTHU

CumnToMm «OapabaHHBIX MATOYCK»

ITankpeaTut

CHHIPOM AMCTATHLHOW WHTECTHHAILHOM 00CTPYKIINH

CaxapHslii TuabeT B COYETaHNH C PECITUPATOPHBIMHA CHUMIITOMAMHU
TIpu3Haku nuppo3a neyeHu U NopTaabHON THIEepTEH3UU
OTtcTaBaHue B pOCTe

3azeprkKa 1MoJ0BOr0 pa3BUTHS

WHpepTUIEHOCTE ¢ a300CHEPMUCH Y JIUIT MY>KCKOT'O TI0JIa
CHmkeHue GepTHIBHOCTH Y JIHIL )KEHCKOTO I10J1a

Jlist MB cBOWCTBEHHO TpOTrpeccHpyIolliee TEUEHUE, YacThie 000CTpeHUs, 00yCIOBICHHBIC
aKTUBHOCTHhIO MH(peknnoHHbx arentoB. Haemophilus influenzae (H. influenzae), P. aeruginosa,
Staphylococcus aureus (S. aureus), Burkholderia cepacia (B. cepacia).




JANATHOCTHKA

Huarno3 MB noarBepxkpaercs 0OpU  HaIMYUM  OJHOIO WM 0Oojee XapaKTepHBIX
dbenotunuyeckux mnposiBieHnit MB B coueTaHuu ¢ J0Ka3aTeNbCTBAMU HAJIWYUS MYTallMd IeHa
MBTP, takumu kak: BbIABIeHHE MyTanui reHa MBTP npu reHOTUNMpOBaHUM WIH yBEIUYECHHE
YPOBHS XJIOPUJIOB B CEKPETE MOTOBBIX )KeJie3 OOJIBHOTO.

Knaccuueckuili MeToa onpeesieHUsl JIEKTPOJMTHOIO COCTaBa MOTa (XJOpa WM HATPUs)
METOJOM NHJIOKapmuHOBOro anekTpodopeza mo ['mbcony m Kyky (1959r.) sBrnsercs «30J10ThIM
CTaHJApTOM JMArHOCTUKWY», MPOBOAHUTCA TpoekpaTHo. I[lorpanuunsie 3HadeHus xmuopa 40-59
MMOJIB/J, Tatojorus 60 MMOJIb/1 1 BeIIe (TIpH HaBecke mmoTta He meHee 100 mr).

[ToTOBBIII TECT C NOMOUIBIO CHELUUANBbHBIX MOTOBBIX AHAIM3ATOPOB IIO3BOJISET IOJYYUTh
pe3yJbTaT JIEKTPOJIUTOB B TeueHue 30 MUHYT, C MUHUMAJIbHOM HaBeCKOH B 3-10 MKT.

[Ipu ompeneneHUM NPOBOJUMOCTU IOJIOKUTEIBHBIM PE3YJIbTaTOM I MYKOBHMCLIHJ03a
CUMTaeTCs TOoKa3aTenb: Bbimie 80 MMOIIB/JI; TorpaHu4YHbIM 3HaueHueM: S50-80 mMMoub/i;
HOpMaNTbHBIM — 10 50 mMMmodbw/n. [lokazaTenu mpoBoguMocTH Beimie 170 MMOJB/JI HOMKHBI OBITH
MOJIBEPTHYTHl COMHEHHIO.

B kadecTBe MOMOJHUTENBHOTO TECTa MOKET OBITh MPOBEICHO HCCJeJOBaAHHE PA3ZHOCTH
Ha3aJ1bHBIX NOTEHIHAJOB. B HOpMe npesenbl pa3HOCTH MOTEHIMAIOB KoJIeOItoTes oT -5mV jo -
40 mV; y 601bHBIX MYKOBUCIIUA030M 3TH MpeAeNbl cocTapisitoT ot -40 mV o - 90 mV

[Ipu otcyrcTBUM (DEHOTHIUYECKUX TPOSBICHHH auarHo3 MB  MokeT cuuTarbes
YCTaHOBJICHHBIM B TE€X CIIy4Yasx, KOTJa:

- y obcienyemMoro BbIsiBieHa Mytanus reHa MBTP w/wim monoxuTenbHbIE pe3yibTaThl
MOTOBOM MPOOBKI, a y POJHBIX OpaThEB WIIH cecTep 00cIelyeMoro moATBepk/ieH Auarno3 MB;

- mytanust rena MBTP w/unmn

- MIOJIO’KUTEIIbHBIE PE3ybTaThl IOTOBOM MPOObI OB BHISIBIEHBI Y HOBOPOXKJIEHHOTO.

JAuarnocruyeckue kpurepuu MB
Jnst pemierust nmpo6sieM AUarHocTukd MB, B ToM uuncie u ero aTUNUYHBIX (GopM, OBLIH
pa3paboTaHbl KPHUTEPUH, COTJTACHO KOTOPHIM o0O0s3aTenbHbIM it MB  sBnsiercss Hanmmuue
XapaKTepHOro KJIMHUYECKOI0 CHUHIPOMA ILIIOC JOKa3aTeNbCTBO KAaKOT0-IM00 HapylleHUs: PyHKIIMH
XJIOPHOT'O KaHaja
B nacrosimiee BpeMs CyIIeCTBYeT HECKOJIbKO BapHaHTOB JUATHOCTUUYECKHX KputTepreB MB,
KOTOPBIMU TIOJIb3YIOTCSI CIEUHUANUCThI. B ciydae JAOCTYMHOCTM CKPUHHUHIAa HOBOPOXKIEHHBIX H
METOJMKUA H3MEPEHHUs Pa3HOCTH HA3aJbHBIX MOTEHIIMAJIIOB aKTyaJlbHA CXE€Ma, MpPE/ICTABIICHHAS B
tabnuue 5. J[ns monaTBepikAeHUs AuarHo3a JAOCTaTOYHO HMMETh [Ba MpH3HAKa, MO OJHOMY M3
Ka)KJI0ro cToJo1a.
Tabmuma 5.
Jwnarnoctuueckue kputepuu MB.

XapakTepHble KIIMHUYECKHe [TonoxuTenbHbIN TOTOBBINA TECT
nposiBineHuss MB (matonorust opraHoB IbIXaHUS U
IIPUIATOYHBIX NIa3yX HOCA, XKEJIyJ0YHO-KULIEUHbIE
HapyUIeHMs U HapyLIEHUs] IUTaHUsA, CHHIPOM IIOTEPU
CoJIeH, OOCTPYKTHBHAS a300CTIEPMHUS)

MB y cubcos [TonoxurenbHas pa3HOCTh HA3aJIbHBIX
ILnroc | noreHuManoB
ITonoxuUTENbHBIA HEOHATAIbHBIA CKPUHUHT JIBe 3HaunMble myTanuu B reae MBTP

JlpyruM BapuaHTOM JMAarHOCTUYECKHX KpPUTEPHUEB SBJSETCS KOMOWHALUS TPU3HAKOB,
IpeJCTaBICHHbIX B Tabiuue 6. J[anHble KpuTepun pa3paboTaHbl TPYION €BPONEHCKUX IKCIIEPTOB

[SmithA.R., 2014].

Tabmumna 6.
JlmarHoctuueckue KpuTepun, yrBepkaeHubie EBponeiickumu crannapramu 2014 roga
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[SmithA.R., 2014].

[MosnoxuTenpHas MOTOBas Mpoda
u/niau
JlBe myranmu MBTP, BeissiBarontiie MB (cornacuo 6aze CFTR-2 http://www.cftr2.org)

n

HeonaranbHasi THIIEPTPUIICHHOTEHEMHUS

WIn

XapakTepHble KIMHHYECKHE MPOsBICHHs, Takne Kak 1] dy3HbIe OPOHXO03KTa3bl, BHICEB U3 MOKPOTHI 3HAUMMOM I
MB naroreHHO# MEKpPO(]IOPHI (0COOCHHO CHHETHOMHOMH IajJ0vKH), SK30KpHUHHAS TaHKpEaTHIecKas
HEJJOCTaTOYHOCTh, CHHIPOM MOTEPH coJieil, 00CTPYKTHBHAS a300CIICPMHUS

CKpuHHHT

IIpoBonutcs y Bcex HOBOpPOXACHHBIX. Ha mepBoM 3Tare B BBICYHIEHHOM IISITHE KpPOBHU
OIICHUBAIOT cojiepkaHue uMMyHopeakTuBHOro TpuncuHa (MPT). OOpa3isl ¢ MOBBIIICHHBIM
conepxkanueM UPT nanpasnstor Ha JIHK-TunupoBanue c 1enbio oOHApYyKEHUS MyTallil B TeHe
MBTP. Ilpu BeisiBienun 1 win 2 Mmytauuid pe3yiabTaTbl CKPUHUHTA CYMTAIOTCS MOJIOKUTEIbHBIMU,
u OonpHOU HampaBisercs B LleHTp mykoBuciugosa (qubo mpoduiabHOE OTIENeHHE ISl TaHHOM
KaTeropuu MalMeHToB) Bepudukanuu auarnosa. Eciu myranuu He BhIsSBIEHBI, a coaepxanue UPT
B KPOBHU BBICOKOE, MPOBOJAT MOTOBYIO MpoOy. I103UTUBHBINA MOTOBBIM TECT y TAaKUX JIMIl TaK¥Ke
pacleHUBAIOT KaK IOJIOKUTEIBHBIA pe3yabTaT CKpPUHHUHTA, W OOJIbHBIE HampaBisioTcs B LleHTp
MYKOBHCIH1032 (JIn0O MpopUiIbHOE OTAETICHHE).

[Tporoxon ckpununra Ha MB B Poccun Bxitouaer 4 srana:

- UPT,

- nosTopHbd NPT,

- IOTOBBII TECT U

- JIHK-guarnoctuky,
IIPH 3TOM TOJIBKO TIEPBBIE TPU SBISIOTCSA 003aTENbHBIMH.

Tabmuma 7.
Dranbl HeOHaTAIBHOTO CKpUHUHTA B Poccuiickoit deneparun
| aTan Ha 3-4 nens y noHomeHHoro (Ha 7-8 —ii — y HEIOHOIIIEHHOT'0) HOBOPOXKJACHHOTO —
onpeneneHne UMMyHopeakTuBHoro tpuncusaa (MPT) B BbICyIIeHHOM Karie KpOBU
Il sTan [Tpu nonoxwurenpHOM pe3yabTare (6onee 70 Hr/mi) Ha 21-28-i1 1eHb TOBTOPHBIHA
tect Ha IPT
Il sTan ITpu nonoxurensHoM pesynbrate (0osiee 40 Hr/Mi1) — notoBast npobda
IV stan ITpu norpannunom pesynbrare — JIHK - nuarnocruka
INPUMEPBI TUATHO30B

1. Kucmogubpos nooacenyoounoil scenezvl (mykosucyuoos — E84.0) [eenomun delF
508/delF508], nézouno-xuweunas @opma, cpeonemscenoe meyenue. XpoHuueckuii OPOHXUM.
Hvixamenvuas ~ Hedocmamounocmv (-1  cmenenu.  Xpounuueckas — NAHKpeamuieckdsl
HedOCmamouHoCmy, mascelndas cmenenvs. Omemaganue 6 Quzuyeckom pazeumuu.

2.  Mykosucyuoos [eenomun: cemeposzucoma no mymayuu 2143delT], recouno-xuweunas
Gopma, maxcénoe meuenue.

Xponuueckuti ouggysnoiti 6pouxum. Pacnpocmpanénubie yunuHopuyeckue OpOHX0IKMA3bL
oboux nézkux. Qbocmpenue OPOHXONE204YHO20 Npoyecca NO  OPOHXUMUYECKOMY — MUNY.
Jlvixamenvuasn neoocmamounocmo Il cmenenu.

Xponuueckas nankpeamudeckas HeO0CMamo4HOCMb, MANCENAs. CIMeNneHb.

Kone6anus akTHBHOCTH 371acTassl-1 B cryste ot 100 10 200 MKr/T Kajia CBHAETENECTBYIOT 06 YMEPEHHOI CTEMEHH YK30KPHHHOM HEOCTATOUHOCTH
TTOJKEITYIOUHOH JKeJIe3bl; CHIKCHHE TI0Ka3aTellsl aKkTHBHOCTH 311acTasbl-1 B cTyne Menee 100 MKI/T Kana BBIABIISICT TSKEIYIO CTEIICHb
MaHKPEATHYECKON HE0CTATOUHOCTH.
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Luppos nevenu (F4 no wxane METAVIR - no dannvim ¢hubposnacmomempuu nelteHu3).
Jlyooenum. Byrvoum. Hedocmamounocme npuspamuuxa. /[yodenocacmpanvhslil peghatokc.
Tacmpum anmpanbrno2o omoena dHcenyoKa.

XpoHnuueckuti nonunosno-eHounsll nancunycum. Hazanvhwiii nonunos 2 cmenenu.
Hapywenue monepanmnocmu k 21okose.

T'unompogus 2 cmenenu.

JIEYHEHHE

eau JeueHust.
e OO0ecneunBaTh MAKCHMAJIBHO BHICOKOE KaueCTBO JKU3HU NAIUEHTA,
e Ilpenynpexnate u J€YUTH OOOCTPEHUS XPOHUYECKOTO  HMH(EKIMOHHO-
BOCMAJIMTEIBHOIO MpoLecca B OPOHXOIErOYHON CHCTEME;
e (OOecneunBarh aJ€KBAaTHBIN PAILIOH U PEXKUM IMUTAHUS.
O0s13aTeIbHBIE COCTABJISIONINE JICYCHHU .
e MeToauku ApeHNUPOBaHUs OPOHXHAIBLHOTO JIepeBa U iedeOHas PU3KyIbTypa;
Juerorepanus;
MykonuTndeckas Tepanus;,
AnTHOaKTEpUanbHas Tepanus;
3aMecTUTENbHAS ~ Tepamus  HEAOCTATOYHOCTH  OK30KPHUHHON  (YHKUIUHU
MIOJIKETYA0YHOM XKEIIE3bl,
e BuramuHOTEpanus.

MeToauku ApeHNPOBaAHNS OPOHXHUAJIBHOIO /iepeBa U JevyeOHasi PU3KYJIbTYypa

Kunesurepanust (2A) — OAMH W3 BaXHBIX KOMIIOHEHTOB KOMIUICKCHOro Je4deHus: MB.
I'maBHast 1ies1b MPOBENCHUS KUHE3UTEepanuyu — OYMIIeHHE OpPOHXHAIBHOIO JepeBa OT CKOIMJICHUH
BA3KOM MOKpPOTHI, OJOKMpPYIOIIMX OpPOHXHM W IpeApacrhojararmluX K pa3BUTHIO WH(EKIMOHHBIX
3a0osneBaHUil OpoHXONEroyHoil cucrembl. Hanbosee 4acTo HCMONB3YIOT CIENYIOIIME METOIUKU
KMHE3UTEpanuu:

- IOCTYPAJIbHBII IPEHAK;

- IEPKYCCUOHHBIN Macca)X IpyIHON KIIETKH,
- AKTUBHBIN LIUKJI JbIXaHUS;

- KOHTPOJIUPYEMOE OTKAIIJIUBAaHUE.

Kunesutepanusi Ioka3aHa BCEM HOBOPOXIEHHBIM M JAETAM IEPBBIX MECSLEB KU3HU,
0601bHBIM MB. V rpynHbIX nereil 0OBIYHO MPHUMEHSIIOT MACCUBHYIO TEXHHUKY KHHE3UTEpalluu,
BKJIIOYAIOIIYIO:

- TIOJIOKEHMSI, B KOTOPBIX YIy4IlIaeTcs IBaKyalusi CIIU3H U3 JIETKUX;

- KOHTAaKTHOE JIbIXaHUE;

- Maccax ¢ JETKOW BUOpAIMEH U MOTJIa)KUBAHUEM;

- 3aHATHS Ha MSYE,;

- JpEeHaX C IMOMOULIbI0 CHEIHAJbHOTO BHOPAIIMIOHHOTO >KWJETa: y TMalUueHTOB C
MYKOBHCIIHIO30M B JIFOOOM BO3pacTe (0T HOBOPOXKIACHHOTO JI0 B3POCIIOTO).

O} PexTUBHOCTh T€X WIM MHBIX METOJOB BAPhUPYET B 3aBHUCHUMOCTH OT WHIUBUIYaTbHBIX
ocobenHocTeil mamuweHtoB ¢ MB. Uem wmuagmie peOGEHOK, TeM Ooliee MACCUBHBIE METOAMKHU
JIPEHUPOBAHUS CJENyeT HCIO0JIb30BaTh. HOBOPOXAEHHBIM BBIMOJHAIOT TOJBKO MEPKYCCHI0 U
KoMmIpeccuio rpynHoi kietku. [lo mepe pocra peOGEHKa cieayeT MOCTENEHHO BBOAMTH Oosee
aKTUBHbIE METOJIUKH, 00y4as MalMeHTOB TEXHUKE KOHTPOJIUPYEMOTO OTKALIUBAHHUS.

Perynspusle 3aHaTHs 1e4eOHON (PUBKYIBTYPO TTO3BOJISIOT:

- 3(pdeKTUBHO JICUUTH U MPEAYNPEKAATh 000CTPEHUS XPOHUYECKOTO OPOHXOJIETOYHOTO
mmporecca;

3 .
Craguu uppo3sa no mkaine METAVIR: F1 — ¢pubpo3 Tonbpko HopTanbHbIX TpakToB; F2 — nopTanbHblil GuOpo3 ¢ OAMHOYHEIME cenTamu; F3 —
(ubPO3 MOPTATBHBIX TPAKTOB C MHOXKECTBEHHBIMH celTaMu 6e3 1uppo3a; F4 — nuppos.
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- (opmupoOBaTH MpaBUILHOE JBIXAHHE,

- TPEHUPOBATH JbIXaTEIbHYIO MYCKYIATYypy;

- YJIy4IlaTh BEHTHIALUIO JETKUX;

- MOBBIIIATH YMOILMOHANILHBIN cTaTyC peOEHKa.

C paHHEro neTcTBa HEOOXOAWMO TMOOMIPATH JKEIAHWE MAIMEHTOB 3aHUMATHCS JIFOOBIMHU
OUHAMHYECKMMU BHJIAMU CIOpPTAa, CBS3aHHBIMH C JUIMTENBHBIMU HAarpy3kamu CpenHein
MHTEHCUBHOCTH, OCOOEHHO CONPSKEHHBIMU C NpPEObIBAaHUEM Ha CBEXKEM Bo3ayxe. DPusnyeckue
yIOpaXHEHUs] 00JIEryaloT OYHUIIEHHEe OPOHXOB OT BS3KOM MOKPOTHI M Pa3BUBAIOT JIbIXaTEJIbHYIO
MycKynaTypy. HekoTopble ynpaKHEHHUS YKPEIUIAIOT TIPYIHYH KIETKY W HCIPAaBISIIOT OCaHKY.
Perynspuble ¢usznueckue Harpy3kd YIy4IIAlOT CaMOUYYBCTBUE OOJBHBIX JAeTed U 00Jeryaror
OOIIEHHE CO CBEPCTHHKAMHU. B peaKux chydasx TSKECTb COCTOSHHS OOJBHOTO MOJHOCTHIO
UCKITIOYAEeT BO3MOXHOCTD 3aHATUS (PU3HMUECKUMHU YIPAKHEHUSIMH.

Crpanaromium MB netsim He cienyeT 3aHMMaTbcsl 0COOEHHO TpaBMaTUUHBIMM BHJIaMU CIIOPTa
(Tspxénas arnetuka, ¢yrOON, XOKKEH U JAp.), MOCKOJbKY UIUTENbHOE OTpaHHYeHue (HU3HuecKoin
aKTUBHOCTH, CBSI3aHHOE C BOCCTAHOBJICHHEM IIOCJIE TpPaBMbI, HEOIArONMpPHATHO CKa3bIBACTCS Ha
JpeHaxHOU (QYHKIIUU JIETKUX.

BbIOOp J1eKapCTBEHHBIX CPEeACTB: OINpelenseTcs HMHAUBUAYaIbHO. B  KiIMHHYecKoi
MIPaKTUKE IPUMEHSAETCS HECKOJIBKO KJIACCOB MYKOJIUTHYECKHX NMPenapaTros!

e THOBI, anetwiiucTenH (ko0 ATX: RO5SCB0I) - WCHONB3yeTCs HHTAISIMOHHO,
BHYTPb, B/B M PEKTalbHO, BBIIYCKAeTCs B BUJE IpaHys, TaOJETOK, MOPOIIKOB,
pacTBOpoOB, npuMeHsiercst u3 pacuera 30mr/kr/cyt B 2-3 npuema (2C).

® CTUMYJIATOPBI BBIPAOOTKH JIETOYHOTO cypdakTanTa: aMopokcos (koo ATX: RO5SCB) -
UCIONb3yeTcss BHYTph 1-2mr/kr/cytku B 2-3 npuema u B/B  3-Smr/kr/cytkw,
BBIITYCKAETCS B BUJIE CHPOIIa, TabIeTOK, pacTBOpoB /uts B/B BBeacHUs (2C).

e nopHasa anbda (k00 ATX:RO5CBI3) - pazpbiBaeT BogopoaHbie cBsi3u Monekyn JJHK,
KOTOpbIE  SIBISIFOTCS ~ OCHOBHOM  COCTaBIAIONIEH THOMHOW  MOKpoThl  (1A).
[TpumeHsieTcs MHTAALUOHHO B J03€ 2,5 MI' B CYTKHU.

e 7% runeproHuueckuii pactBop (k00 ATX AI12CA0I) npuMeHsieTCs UHTATSALUOHHO
yepe3 HeOynaiizep mo 4,5MJ X J1Ba pas3a B JIeHb, YJIYy4IIACT KIUPEHC JbIXaTelIbHbIX
nyteii (2B).

Mannuton (B Hacrosimee BpeMss Ha Tepputopun Poccuiickoit ®Denepanuun s
MHTAJIIMOHHOTO TPUMEHEHUS! HE 3aperuCTPUpPOBaH, HO LIMPOKO HCIOJIB3YeTCs 3a pyOexom) -
yJIy4IIaeT KIMPEHC BIXaTeIbHBIX MyTeil, criocoOCcTBYyeT ruaparanuu ciusu (1B).

BbiOop nyTH BBeleHUsl: TPEINOYTEHHUE OTJIAETCS HHTAIALHMOHHOMY BBEJIEHUIO
MYKOJINTUKOB.

Ounenka 3¢ (eKTUBHOCTH JIeYeHHUs: KIMHUYECKHU (OLEHKAa CYTOYHOIro Je06eTa MOKpPOTHI,
MU3MEHEHUH €€ KOHCUCTEHIMH, OLIEHKA CTENEHH JbIXaTeIbHON HETOCTATOYHOCTH).

Onenka 0e30IaCHOCTH JieYeHHMs: KIMHUYECKH (CHEIHUAIbHBIX MPOLEAYp OLEHKHU
0€30MaCHOCTH ATHUX JIEKAPCTBEHHBIX CPEJCTB HE CYILIECTBYET).

JlonosiHUTeIbHBIE 3aMedaHusi: Bce cmocoObl pa3XMKeHUS MOKpPOTHI HEO0OXO0AUMO
KOMOMHUPOBaTh C yJalleHHEM €€ W3 JbIXaTeNbHBIX MyTeH, MCHOIb3ys METO/bl KUHE3UTEeparHH.
Ilepen ceaHcoM KHMHE3UTEPANUU KeJATEIbHO, a TPU HATUUUU OPOHXO0OCTPYKIIMU — 00s3aTeNbHO,
MHTISIIHAM MYKOJIUTUKOB JIOJDKHBI MTPEIIECTBOBATH MHTAIALUU OPOHXOJIUTHKOB.

BpoHX0JIUTHKH

IHoka3anus:

- OOJIbHBIE C JIETKUM TedueHneM MB, y KOTOpBIX IpH MPOBEIEHUN CIIUPOMETPHUH BBISBIECHA
OpOHX000CTPYKIMS (OABIINIKA, CyXHEe XPHUIBI NpPU ayCKYyJIbTalluH, CHIWXeHHE BeauuuHbl ODPB;
MeHee 85% OT JOJKHOTO 3HAUCHUS );

IIpoTnBonoOKa3aHusA: HHANBUAYAIbHAS HEIEPEHOCUMOCTD.

BbIOOp J1eKapCTBEHHBIX CPEACTB: IPHU BO3HUKHOBEHUM 3aTPYAHEHHOIO [bIXaHUA U
OJIBIIIIKK Ha3HavaeTcs camboyramon (Koo ATX: RO3CC(2) B pexume «mo Tpeboanuio» (2B);
nepe MPOBEICHWEM KWHE3WTEpaluyd TakkKe Ha3zHavaeTcss canpoyramon (2B); mpu Hammuum
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obpatumoit OponxooOcTpykuuu (npupoct ypoBHss ODB; nocne unransuuu 6ponxonutaka> 15%)
Ha3HavaeTrcs [P2-ampeHOoCTHUMYIATOp (canmpOyTramMon) B cCOYe€TaHHUM €  M-XOJIMHOJUTHKAM
(unpatporust 6pomun (Koo ATX: RO3BB0I) (2C) wiM NpOJIOHTHMPOBAaHHBIC Ipenaparbl —
canmerepon (Koo ATX: R0O3AK06) (2B), dopmorepon (Kox ATX: RO3AC13) (2B), tnorponus
opomun” (Koo ATX: R0O3BB04) (2C); y GONBHBEIX C HOYHBIMH SIH30AaMH YAYUIbS U MpPH
HEBO3MOXXHOCTH  PEryJIipHOM HHTSIIMOHHOM TepanmuM Ha3HA4YaroTCs IPOJOHIMPOBAHHBIE
TeOo(pUIITMHBI BHYTPb.

Bb100p myTH BBeeHUsI: IPEANOYTEHUE OTAeTCA UHTAISILIMOHHOMY BBEACHUIO.

Onenka 3(pQeKTHBHOCTH JIeYeHHUsI: KIMHUYECKU (CUMIITOMBI OpOHXOOOCTPYKLHMH) U IO
JAHHBIM CIUPOMETPHH.

Ouenka 0e30MacHOCTH JeYeHUsl: KIMHIYECKH U TI0 Pe3ylbTaTaM OOBEKTUBHOI'O OCMOTpPa
(4UCIIO CepaeUHBIX COKPALLCHUH, CEPACUHbII PUTM).

Jlono/IHUTeIbHbIE 3aMeYaHMsl: MPU Ha3HAYCHUH OPOHXOIUTHUKOB JeTsasM 10 10 sier u
00ibHBIM ¢ TsDKeno OponxooOcTpykiueit (ODPB1<30% OT AOMKHOIO) HWHTANSLIUU JOJKHBI
MIPOBOJIUTHCS MTPHU IOMOIIM HeOYIaii3epa Uik yepes3 creiicep, OCHAIEHHBIN JINIIEBONH MacKOH.

AnTHOaKTepHaabHbie npenaparbl (ABII)

Iloxa3anmus: Bce OOJBHBIE C JIETOYHBIMU MposiBIeHUIMU MB, y KOTOpbIX OTMedaercs
oboctpenue MB win BBIABIAIOTCA BO30YAMTENM peCMpaToOpHO MH(pEKIHnu B KoiauyecTBe Oojee
10** KoMOHHEOOPA3YIOMNX CAMHAIL] IPH IUTAHOBOM MHKPOOHOIOTHYECKOM HCCIIC0OBAHNH, HIIH TIPH
XPOHHYECKOM BbiceBe P.aeruginosa (IaHoBble Kypchl KaxIble 3 Mecsiia, He 3aBUCHMO OT HaIU4usI
WA OTCYTCTBHS OOOCTPEHHS).

IIpoTuBONOKA3aHMsA: ONPEICIAIOTCS HHIMBUAYAIBHO U 3aBUCAT OT HHIAMBHUIYaIbHOM
HETMEPEHOCUMOCTH (B TOM YHCIIC aJUIEPTHsi), XapaKTepa COIMYTCTBYIOIIUX 3a00JIeBaHHM (TJIaBHBIM
oOpa3om 3a00sieBaHUs MTEYSHH U MTOYEK) U BO3pacTa OO0IBHOTO.

BbI0op J1eKapCcTBEHHBIX CPEACTB OIpPENENseTCS: BHIOM BO30YIWTENs, BBISIBICHHOTO Y
OO0JIbHOT0; YyBCTBUTEIIHOCTBIO BO30yautens (in vitro) x manHoMmy ABII; ¢asoit 3aboneBanus
(o0ocTpeHHsT — peMHCCHs); MPOAOIKUTEIHHOCTbI0 HMH(EKIIMOHHOTO TMpolecca (XpoHUYECKas
MH(EKIMS — BIIEpBbIE BBISABICHHbII BO30YIUTEND).

BbiGop myTH BBeIeHHsI ONpEAeIseTCs: BUIAOM BO30YIUTENs, BBISBICHHOTO Y OOJBHOTO;
¢a3oii 3a0o0neBaHus (000CTpEHHE — PEMUCCHS); TPOAOIKUTEILHOCTHIO HH(EKLIIMOHHOTO Mpoliecca
(xpoHnyeckasi UH(EKIUS — BIEPBHIE BBISBICHHBIA BO30YAUTENb); MECTOM OKa3aHUs MEIULUHCKON
nomomu  (amOynatopHas ~ —  CTaUMOHapHas);  A(PQPEKTUBHOCTHIO  NPEIIIECTBYIOIIECH
aHTHOAaKTepualIbHON Tepanuu.

Ouenka 3¢ (peKTHBHOCTH JIeYeHH: KIMHUYECKH (CUMIITOMBI HH(PEKIIMOHHOTO ITpolecca —
JIMXOpaJiKa, XpUIIbl B JIETKHX), 110 JaHHBIM JIA0OPATOPHBIX METOJIOB OOCHeI0BaHMs (JIEHKOLUTO3,
ypoBeHb C-peakTUBHOIO Oelka) U Mo JaHHBIM MUKPOOHOJIOTHYECKOr0 CCe10BaHus (IpaIuKaius
BO3OYIMTENS, MEPCHCTHPOBAHKE, CYMepHH(MEKIWs, CHWKECHHE BbIIeNeHHs BosOymurens <10
KOJIOHMEOOPa3YIOUX SAUHUII U T.1T.).

Ounenka 0e30MaCHOCTH JIEYEHHS: 3aBUCUT OT MPHUMEHSEMOI0 JIEKAPCTBEHHOTO CPEJCTBA
(JIC) u mpoBOIUTCSI ¢ YyIETOM BO3MOKHBIX HEXKENATEIbHBIX JICKAPCTBEHHBIX PEAKIINH.

Jlono/THUTeIbHbIE 3aMeYaH sl

1. Tlpu naznauenmu ADBIl crexyer wucnonp3zoBath koMmOuHammu JIC ¢ pa3nuIHBIM
MEXaHU3MOM  JEUCTBUS  (Hampumep, [-TakTaMHble aHTHUOMOTHMKM B KOMOMHAIUU  C
aMHHOTJIIMKO3uIamu). [lpu  BbyIeIGHMM B MOKpPOTe  OOJIBHOTO — OJHOBPEMEHHO  JBYX
MHUKpOOprann3MoB Be10Op ABII 3aBuCHT OT CBOICTB O0Jiee pe3uCTEHTHOTO BO30YAUTEIS.

2. Ilpumenenne ABII B Bujie unransiui yepe3 HeOymnaitzep:

- MOXXET IPOBOJIUTHCS KaK B CTAllMOHape, TaK M B JOMAIIHUX YCIOBHSX (IpU HAIWYUU
HeOyai3epa ¥ COOTBETCTBYIOIIMX HABBIKOB Y OOJBLHOTO MU ero O1au3kux). Ecnu HeT ycnoBuit ais
PEryJsipHOTO NMPOBEICHHS MHTASAIUN B JOMAIHUX YCIOBUAX, Jydmie nepeiitu k npuemy ABII

BHYTpb;

4 o .

ITpumenenue npemnapara y gereit off label — BHe 3aperncTpHpOBaHHBIX B HHCTPYKIMH JIEKaPCTBEHHOIO CPEICTBA IIOKA3aHUM, C pa3pelIeHus
JlokaJlbHOTO STHYECKOr0 KOMHTETa MEANIIMHCKOM OpraHU3alyy, PH HAJIMYHH ITOIMTMCAHHOTO HH(OPMHUPOBAHHOTO COTIACHS poJuTeNeii (oNeKyHa) 1
pebeHKa B Bo3pacTe cTaplie 14 JieT, B yCIOBHAX CIIEHANIN3HPOBAHHOIO CTal[IOHApa
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- I pelIeHUs BOIpOCa O HA3HAYEHWH WHTAIALMOHHOW TepaluM CleAyeT IpOBECTU
CHUPOMETPUIO 10 NEPBON MHTANIALMK aHTUOMOTUKA U Yepe3 HECKOJIbKO MHHYT MOCIE WHTANSLUU
(nns1 BBIABIICHHMST BO3MOXHOTO OpoHxocma3zMma). Y gerel a0 6 ser 0e30MacHOCTb Tepanuu
OLICHHUBAETCS, UCXO/I U3 HAMYUSI CUMITOMOB OPOHXO000CTPYKIMH (TIOSBJICHUE KAl UM XPUITBI
B JIETKUX);

- mnepen wHramsuued AbBIlI  HeoOX0IMMO TIPOBECTH HHTAIAIMIO  OPOHXOJUTHUKOB
(campOyTamon 2,5 mr uepe3 HeOymaizep 3a 15-30 MHHYT [0 UWHTQIAIUMA aHTHOWOTHKA),
MYKOJIUTHKOB, a TaK’K€ OCTYPaJIbHBIA JPEHAXK;

- npu uHramsauuun ABIl B 1oMamHMX YCIOBHUSIX, €CIM B OJHOM IOMELICHUU C OOJBbHBIM
MPOXKUBAIOT JETH, HEOOXOAMMO UCHOJb30BaTh HeOynaiizep, OCHAIEHHBIH (QuiIbTpoM s
BBI/IBIXaEMOI'0 BO3/yXa;

- npu wuHramsauuu ABIl nydmie npuMeHsATs MYHAIITYK (3aryOHHMK), 4eM MacKy, 3a
UCKIIIOUEHUEM JeTed 1o 3-x JsieT. BapixaHue mnpemnapara Jiydile OCYLIECTBISTb YEpE3 poT,
MIPUMEHEHHNE HOCOBBIX 32KUMOB BO BPEMsI HHTAJISIIIUK YBEIUYUBaET dPPEKTUBHOCTH JICUCHHUS,

- §pu ImpoBeaeHUM uHransAuuid B ycnoBusix JIIIY, OonbHble, nHpuuupoBaHHble P.
aeruginosa u ocobexHo B. cepacia, m0KHBI 101b30BaThCs HHMBHIYAIbHBIM HEOyIaii3epoM.

3. Ilpumenenue ABII euymps ucnonb3yercs s Tepanuu odboctpeHuit MB B pomaimHux
YCIIOBHSIX HJIH TS MPOMUIAKTHUYECKOTO JIeUeHUs O0OIbHBIX, HHPHUIMPOBaHHBIX P. aeruginosa;

4. Ilpumenenue ABII 6nympueenno nokaszano:

- IIpH TsDKEJIBIX o0ocTpenusx MB (neuenue B ycnosusix JIITY);

- sl TpO(HIAKTUYECKOTO JieueHHsT OOJIbHBIX, MH(MUIMPOBaHHBIX P. aeruginosa, B Tex
ciy4dasx, korga npumeHenne ABII BHyTpb okazanoch Hed(DPEKTUBHBIM (BHYTPUBEHHAS Tepamus B
JIOMAalIHUX YCJIOBUSIX);

- TIpU yXYALICHUH Te4eHHsl 3a00JieBaHUSA U TOSBICHHUH HOBBIX CHMIITOMOB y OOJBHBIX,
nonyyaroux ABII BHYTpb (BHYTpUBEHHAs TEparvs B JOMALIHUX YCIOBUSIX);

Tabmuma 8.
AHTI/I6I/IOTI/IKI/I, MMPUMCHACMBIC Y OOJIBHBIX MYKOBUCIIUAO30M ITPU BBICEBEC U3 6pOHXI/IaJIBHOF0
cekpera Staphylococcus aureus u Haemophilus influenzae (2C)

AHTHOHOTHK CyTouHBIe 103BI IS IeTeH CyTouHBIE 103BI ITyte BBenenus | KpaTHOCTh mpuema B
JUTA B3pOCIBIX JICHb
Amoxkcurmumma+Kia 40-100 mr/xr 15-2r Baytps 2-3
ByJIaHOBas KMCJIOTa
(pacder mo
AMOKCHIIMJUIHY)
Koo ATX: J01CA04
OxcanumuinH 100 mr/kr 2r BayTpb 4
Koo ATX: JOICF04
JIOKCUIIUKINH Jetu crapure § net ¢ 1 nens-200 Mr Buytps 1-2
Koo ATX A01AB22 Maccoii Tena 10 45 kr 3aTeM
1 neup geuenus 2,2 Mr 100 mr oninH pa3 B
JOKCHITMKIIMHA / KT 2 pa3a B CYTKH

JIeHb, a 3atem 2,2 — 4,4
MI/KT B OIHOM J103¢ uiu 1,1
— 2,2 Mr/Kr Macchl Tejia 2
pasa B JIeHb.

Jetrsam ¢ Maccoii Tenna Ooee
45 xr (c 12 ner)
JIOKCHUIIMKJIUH HAa3HAYAIOT
KaK B3pPOCIIBIM

Hedanexkcnn 25-50-100 mr/kr Buytps 3-4
Koo ATX: J0OIDB0O1
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Ledaxmop 20-40 mr/kr 1.5r BuyTps 3
Koo ATX:J01DCO04 o 1 roma 375mr
1-7 net 500 mr
>Tmer 1,51
Hedukcum 8mr/kr 400 mr Baytpn 1-2
Koo ATX:J01DDO08 6mec-1rog - 75Mmr
1-4 roga-100mr
5-10 ner-200mMr
11-12net-300mr
A3UTPOMHULIMH >6mec-10MI/KIB IeHB 500 mr Buytps 1
Koo ATX: JOIFA10 15-25kr-200Mr Kypc 7-10 nueit
26-35xr-300Mr
36-45kr-400mr
Knaputpomunux 15mr/kr Ir Buytps 2
Koo ATX: JO1FA09 1-2 r-125 mr
3-6 net-250 mr
7-9 net-375 mr
>10 ner-500 mr
Jxo3amMunnH 40-50 mr/kr 1-3r Baytps 2-3
Koo ATX:J01FA07
K namunua 20-40 mr\kr 1,8r-2,4r Baytps 3-4
Kon ATX: JO1FFO1
Hedonepazou+Cyib Heru ot 1 mec o 12 ner - 2-4r B/B 24
6axtam 80 Mr/kr (MaxcuManbHO 8 T)
Koo ATX:J01DD62 1o nedormnepasony
Jnst TsokenbIx nHpeknuit 10
160 Mr/kr
Ko-tpumoxkca3zon 6-10 mr\kr mo 320mr Buytps 2-3
Koo ATX: JO1EEOQ1 TPUMETONIPUMY IO TPUMETOIPUMY
o Smec 240 mr 1600Mmr
6 mec-511eT-480 Mr 1o
6-1271er-480 —960 Mr CyIb(POMETOKCA30
Crapiue 12 ner -1920 mr ny
TPH TSDKEII0H HHPEKIUH
BO3MOXXHO YBEJIMYCHHUE
o361 Ha 50%
Pudammmmma 10-20 mr/krT 0,6-1,2r BHYTPB 2-4
Koo ATX: J044B02
®dy3unoBas KHCIIOTa 40-60 mr/xr 225t BHYTPB 3
Koo ATX J01XCO01
XnopaMpeHHKOoI 50-100mr/kr 2-4r B BHYTPb 3-4
Koo ATX J01BA01
DnyKIOKCAINIIINH 100 mr/kr 4-8 1 B/ 3-4
Kon ATX:J01CF05
e Tpuakcon 50-80 mr/kr 4r B/B 1-2
Koo ATX:J01DD04 B/MbIiieuno
edypokcum
Koo ATX:J01DCO02
20 -30 mr 05-1r BHyTpb 2
Hedypoxcum
aKCeTHII
39r B/B 3-4
Hedypoxcnum HaTpus 150- 200mr/kr

AHTHOAKTepHAIbLHAS Tepanus MPH BHISIBJIEHUN B MOKpoTe P. aeruginosa

OMHOBpEMEHHO Ha3HA4alT 2—3 MPOTUBOMUKPOOHBIX Tpermapara W3 pasHbIX TPYII, YTO
NpeIoTBpalacT pa3BUTHE yCTOWuMBOCTH P. aeruginosa u  crmocoOCTBYET — JIOCTHUXKCHHUIO
MaKCUMaJIbHOTO  KIWHHUYecKoro d3ddekra. Haumbonee dYacTto NPUMEHSIOT KOMOHWHAIMH
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aMUHOTJIMKO3UIOB ¢ IedanocnopuHamu 3—4 mokoneHus. llenecooOpa3sHo nmepuoanuecKu MEHSTh
KOMOWHAIMK aHTHOMOTUKOB, A()(PEKTUBHBIX B OTHOIICHWHW CHHETHOMHOW mamouku. Cremyer
MMOMHHTB, YTO JJAOOPATOPHOE ONPECICHUE YYBCTBUTEIHHOCTH MUKPOOPTaHU3Ma K aHTHOMOTHKAM
HE BCET/Ia TIOJTHOCTHIO COBMAJIACT C KIIMHUYECKHM OTBETOM Ha IMPOBOJAUMYIO TEPAIIHIO.

Tabmuma 9.
AHTHOMOTUKH, TPUMEHsAEeMBbIE y 60bHBIX MB, 1pu BbiceBe U3 OPOHXHAIBLHOTO CEKpeTa
Pseudomonas aeruginosa

AHTHOMOTHK Jo3a B cyTku i neteit CyTouHBIE T03BI Ilyts Yucno npuemMoB B

IUISL B3POCIIBIX BBEIICHUS JICHb

AMuKanH 15-20 mr/xr 700-1000 mr B/ 1-2

Koo ATX:J01GB06 KoHIeHTpalus mepe/ BBeICHUEM CIACAYIOLICH 1036l mpemnapaTa < 3mr/a

I'eHTamMunuH 10 mr/kr | 10Mr\kr | B/ | 1-2

Koo ATX:J01GB03

Tobpamunux ITukoBast KOHIIGHTpALUS B CBIBOPOTKE KPOBH uepe3 1uac mocie BBeaeHus 3-4 10361 Oosee

Koo ATX: J01GBO1 10mr\it, MuHMMaIbHas (TIEpe BBEIEHUEM CIIEAYIONIEH 103bI TpenapaTa) < 1Mr/in

Lunpogmokcanus” 15-40 mr/kr 15-225r BHYTPh 2-3

Koo ATX: JOIMAO?2 10 mr/kr 800 mr B/B 2

HedTazunum 150-250 mr/xr 6-9r B/ 2-3

Koo ATX: J01DD02

Hedbenum 100-150 mr/xr 4-6 T B/B 2-3

Koo ATX:J01DD08

[Munepammmiua+Tas 270-360 mr/kr 13,51 B/B 3-4

obakTam

Koo ATX: JO1CRO5

Tukapna+Knas B/B

YIIaHOBAs KHACIOTA 320-400 mr/kr 9-18r 4

Koo ATX: JO1CRO3

Iedomnepazon+Cyiab 150-200 mr/xr 8r B/B 2

6aKkTam

Koo ATX: J01DD62

A3nonmuH 300 mr/kr ISr B/B 3-4

Koo ATX: J01CA09

Aztpeonam 150-250 mr/kr 8r B/B 4

Koo ATX: JO1DF01

Nmvunienem+I{nnacra 50-100 Mr/kr B I€Hb 110 2-4 1 B/B 3-4

THH UMUIICHEMY

Koo ATX: JO1DH51

Meponenem 60-120 mr/kr 3-6T B/B 3

Koo ATX: JO1DH02

Konucrumerar 50 teIc-75 THIC EJl/KT 6 muH EJ] B/B 3

HATPHSI

Koo ATX: JO1XB01

C 2013 r. BeimymieHa nopomkoBast (opMa KoJaucTUMETaTa HaTpus (B Karcyjgax depes
CHelHaNbHBIM HMHrajsTop, ypoBeHb  1B), oaHako Ha CceronHsAUIHUI JE€Hb HAa TEPPUTOPUHU
Poccutickoit denepanuu npenapar 1oka He 3aperuCTpUpOBaH.

IIpopunakTuyeckue Kypchbl AaHTHOAKTEPHAIBHOW TepamuM IpPU  XPOHUYECKOH
KOJIOHM3allMM HIDKHUX JbIXaTeNbHBIX MyTed P. aeruginosa yBemM4YHMBAaIOT IMPOIOJDKHTEIBHOCTH
KM3HM TAaIlMeHTOB. BmecTe ¢ TeM mpoBeneHHe NMpo(UIAKTHYECKUX KYPCOB aHTHOAKTEpHATbHOU

5 . o

Ipumenenue npenapara y aereit off label — BHe 3aperncTpHpOBaHHBIX B HHCTPYKIHH JIEKapCTBEHHOTO CPECTBA TOKA3aHHUH, C Pa3peLICHUS
JlokaJlbHOTO STHYECKOr0 KOMHTETa MEANIIMHCKOM OpraHU3alyy, PH HAJIMYHH ITOIMTMCAHHOTO HH(OPMHUPOBAHHOTO COTIACHS poJuTeNeii (oNeKyHa) 1
pebeHKa B Bo3pacTe cTapiie 14 JieT, B yCJIOBHAX CIIELUATU3MPOBAHHOIO CTAllIOHApa
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Tepanuy NPAKTUUYECKH HE CKa3bIBAE€TCS HA YCTOMYMBOCTH IITAMMOB MHUKPOOPTaHU3MOB, HO TOJIBKO
IIPY CBOEBPEMEHHOM CMEHE IPUMEHSAEMBIX IIPENapaToB.

[Tpu dvacTeIXx 000CTpPEHUAX WHEPEKIMOHHO-BOCTIAIUTEIBHOTO IMpoIecca B OpPOHXOJIErOUHOM
CUCTEME CIJIEyeT YyBEIWYUBaTh MPOJOJKUTEIBHOCTh KYpPCOB aHTHOAKTEPHAIbHON Tepamnuu a0
3 Heal., WCIONB3Ysl BHYTPHUBEHHBIH CIOCOO BBEAEHUS, M (WIM) COKpallaTb WHTEPBAIBI MEXIY
KypcaMmi, U (MJI1) MEeXKIY KypcaMy MPUHUMATh BHYTPb HUIPODIOKCALIMH.

Crparerus antuonorukorepanuu P. aeruginosa undgexuuu npu MB

[Ipn wuHTepMuUTTHpYROmEeH WH(MeKMUH P.aeruginosa BO3MOXKHOCTh CaHAIMHA MOKPOTBI
O6onbHBIX MB 3HauMTENBHO BBINIE, YEM MPH XPOHHUYECKOW. B MHOrOJETHHX HCCIIeIOBaHUIX
[I0Ka3aHO, YTO AaKTHBHAs AHTUMHUKPOOHAs Tepamnus IO3BOJSET NPENyNPEeIUTh WIH OTCPOYUTh
pa3BuTHE XpoHHUYeckoit P. aeruginosa unpekiuun Oonee uyem y 80% OoapHbix MB. Ecnm
spamukanus P. aeruginosamocie mpoBEACHHOT0 Kypca aHTUOMOTHKOTEpAIUU HE MPOU30ILIA, U Y
OOJIBHOTO pa3BHUJIACh XPOHHYECKAs CHHETHOWHass WH(EKIHsA, TO Ha3HAYCHHWE WHTASIIMOHHOM
IPOTUBOCUHETHONWHON Tepanuu (TobpamuuuH B myApe U pacTBOpE) MO3BOJSIET YMEHBLIUTh PUCK
pa3BuTHUg OOOCTPEHHI OpPOHXOJIETOYHOTO IIPOLECCA, CTENEHb BBIPAXKEHHOCTH PECIUPATOPHBIX
IPOSIBIICHUHM, COKPATUTh YUCIO KYpPCOB AHTHOAKTEpUANbHOM Tepnu W YIydIIUTh IOKa3aTesln
byHKIMK BHEIHETO Jbixanus (1ab:.10).

Tab6mauua 10.
Cxema aHTHOAKTEpHUATILHOMN TEPAIMK IMPU XPOHUYECKON CHHETHOMHON MH(MEKITUH.

WNuransuun To6pamunivna B pactBope 300mr wnu ToOpamununa B myape - 112 mr (4 karncybl)
JBaK/BI B CYTKM HHTEPMUTTHPYIOIMMH KypcamMu 28 nHei mpuema, 28 1Hel nmepepsiB, Bcero 6
KypcoB B rof (1A)

HJIN

pactBop Konuctumerara natpus 1-4 muin. EJ1/24 yac nocTossHHO WM Jpyroil aHTUOMOTHUK B
UHTAJSIINAX TOCTOSHHO BCEM JIETSAM C XPOHHUYECKON KOJIOHM3aIue# cuHernoinoi nanouku (2C)

VY O0NBbHBIX € IPOrPECCUPYIOLINM CHUKEHUEM (PYHKIMH JIETKUX U 4aCThIX O0OCTPEHUSIX, a TAKKE
IIPU HEJOCTATOUYHOM 3((PEKTe OT MHTASILIMOHHOW aHTUOAKTEpUaTbHON TEpAlIUU OCHOBHOW PEXKUM
TepaIuy BKIIOYAET: 2-X HeJeIbHbIN KypC BHYTPUBEHHON aHTUMHKPOOHOM Tepanuu Kaxkable 3
MecAna

LIpenapamul ona sHympueennozo esedenus. ToOpamunus 10 mr/xr wim Amukauna20 Mr/kr 1pas B
nenb wiu ToOpamunuH 10-12 Mr/kr B 1eHb (10 JOCTUXKEHUS B CBIBOPOTKE KPOBH KOHIIEHTPALUU
1-2mxr/mn) +ledTazuaum 150-200 mr/kr B geHb B/Buin + Meponenem 60-120mr/kr/244ac B/B unu
+ Ipyroii aHTHOMOTHK, AKTUBHBII MPOTUB CUHETHOHOH nmanouku (2C)

[Tpu xIMHUYECKON HECTaOMIBHOCTHU: YBEIMUYEHHE MTPOAOKUTEILHOCTH KYpCOB B/B
aHTHOAKTepUaIbHAS Teparnus 10 3 Hell. W/WIH COKpAIIeHNEe HHTEPBAJIOB MEXIy KypcamHu, U/Win
npueM Lunpodnokcaruna/Odnokcanuna 20-40Mr/ KT /CyTKH BHYTPh MEXKAY KypcaMmu B/B
aHTHOAKTEpUAIEHOW TepaIiy, a TAK)Ke He IPEephIBHAS HHTATSIIMOHHAS aHTHOAKTepHUaTbHas
Tepanus kypcamu Tobpamunimna u Konuctumerara HaTpusl.

AHTHOAKTEepHAJIbHAs Tepanusi NPU BbIABJIEHHH B MOKpoTe B. cepacia (2C)

Wudunupoanue B.cepacia ITOCTOBEPHO YXY/IIACT KIMHUYECKOE COCTOSIHHE OOJBHOTO M
nporHo3. Bricokas BupynentHocth Burkholderia cepacia complex tpeOyer HememsieHHOTO
TepaneBTHYECKOro BMelaTenbcTBa. EcCTh oTAenbHbIE CcOOOIIEHHs 00 YCHIEUIHOM 3pauKanuu
HEKOTOPBIX M30JATOB B.Cepacia C NpUMEHEHHEM paHHEH arpecCHBHOW aHTUOAKTepHaIbHOM
Tepanuu 10 GopMUPOBAHUS XPOHUUECKON MHDEKITIH

ITpu BbIOOpE aHTMOMOTHKA, KaK MPU NEPBUYHOM BBICEBE, TaK M Ul JIEYeHHUS 00OCTpEeHHUs
OpOHXO0JIETOYHOI' 0 Mpolecca He0OOXOAUMO PYKOBOJCTBOBATHCS CIIETYIOLIUM:
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1. KomOunanms u3 Tpéx npenapatoB siisiercs 0omnee s3¢gpdextuBnoil. Kype ot 3 Henens
u Ooutee.

2. LlenecooOpa3HbIM SBIISICTCS KOMOMHAIIMS BHYTPUBEHHOT'O W MHTAISLUOHHOTO ITyTel
W/WJIH TIEpOPATIbHOTO BBEICHUS aHTHOAKTEPUAITBHBIX [IPEIapaToB.
3. Haubonpuryro aAKTUBHOCTD in vitro COXPaHSIOT HedTrazunum,

[Munepanummua+Tazobakram, Meponenem, Mmunenem, Ko-tpumokcazon u Terpamukiaunbel. B
KIIMHUYECKUX  UCCIIeJIoBaHMsIX Hambonee d¢dektuBapl Meponenem, ToOpamunun, Ko-
TpuMokcazoi, [lunepanmnuna+Tazobakram, Joxkcummknuda u lledrasuwaum. s ontumuzanuu
HCXOJ/IOB «Cepacia syndromey» pekomeHyercsi o0s3aTelbHOC BKJIIOUYECHHE B cxemy JiedeHus Ko-
TpuMOKca3ona. D(PpPeKTUBHO NpUMEHEHHE TPEX-KOMIIOHEHTHOM  CXEMbl B/BEHHOI'O BBEICHHUSA
Meponenema, Toopamununa ¢ [ledrasuaumom B Teuenue 2 -x Heaenb U 6osee (Tadm.11)

4, OddektuBHa mmrenvHas, OT 3 g0 12 Hedenb, Tepanus IepOPaTbHBIMHU
npemapatamu Ko—Ttpumakco3oioM U /win JJOKCHITUKIMHOM H /miu XiopamdeHukonoMm (Ha GoHe
BHYTPUBEHHOW Tepanuu win mnocie Hee). Ilpu xponmdeckoit madexkuuu Burkholderia cepacia
peKoMeHayeTcsl mpueM TabdneTupoBaHHBIX popm Ko-Tpumokcasora.

5. BonpmmHeTBO  MuKkpoopranuzmoB  Burkholderia  cepacia  nemoncTpupyroT
PE3UCTEHTHOCTh K aHTHIICEBIOMOHATHBIM aHTUOMOTHUKAM, BKITIOYAsI IPUPOTHYIO PE3UCTCHTHOCTH K
Konucrumeraty Hatpust 1 AMHUHOTIHKO3UIaM. B To ke Bpems, HakoruieHa uHpopmanus o0
3¢ deKTUBHOCTH NTpUMEHEeHHs ToOpaMuIHa.

6. B psnme crnydaeB mpu KpailiHE TSDKEIOM TEUEHHH OOJE3HU JIOMYCTUMO COYETaHUE
JIBYX JIAKTAMHBIX aHTUOMOTUKOB (BHYTPUBEHHO U MHTAJSILIUOHHO).

Jns nereit crapme 12 yner U B3pOCHBIX PEKOMEHJOBAHO HWHTAISIMOHHOE MpPUMEHEHUE
ToO6pamuninaa, Meponema wu lledrasmmuma, mnpeaHAa3HAUYEHHBIX JUII  BHYTPHBEHHOTO
ucnonb3oBanus (2C).

006 spanukanuu Burkholderia cepacia MoXHO CyauTh TOJNBKO dYepe3 ToJ MOCIIe MOCIEAHEr0
BbICEBA MpPH YCIOBUHM, KaK MHUHUMYM, TPEX OTPHUIATENBHBIX OaKTEPHOJOTHYECKHX AaHAIU30B
MOKpOTHI. B oTHomeHnn 00ibHBIX, BbiceBaromux Burkholderia cepacia, mpoBomuTcs moiMTHKA
CTpOKaNIIero HHPEKIIMOHHOTO KOHTPOJIS U TUTHEHHYECKUX Mep.

AHTHOAKTEpHAJIbHAA Tepanus NP BbICeBe U3 OPOHXHATBHOIO CEKpeTa
Achromobacter xylosoxidans (2C)

Poss Achromobacter xylosoxidans mpu MB okoHuaTenbHO HE OIpe/e/ieHa, B CBSI3U C YeM,
4ETKON CTpaTerMu OTHOCHUTENBHO CPOKOB M 00bEMa JieueHUs He pa3paboTraHo. [IoBTOpHBIN BbICEB
A.  xylosoxidans,  compoBOXIArOIIUICS ~ YBEIMYCHHEM  OPOAYKIHUH  CHEHUPHUYCCKUX
NPELUIUTHPYIOIIUX AHTUTEN aCCOLUUpPYETCs ¢ Oosee OBICTPHIM MaJeHHeM JIErOYHOM (YHKIMH,
COMOCTaBUMBIM C TaKOBBIM HIPH XPOHHUYECKOW cuHerHoWHON wuHpekuuu. K 3aboneBanuto
npeapacnosiaraeT UMMYHOIC(UIIHT.

OO0uue npaBuJia AaAHTUMHMKPOOHOM TepaNMu:

1. Tlpu mepBOM BbICeBe H/WiM CBSI3M €ro ¢ 00OCTpeHHEM OpPOHXOJETOYHOrO Ipolecca
WCIIONB3YIOT BHYTPUBEHHBIE aHTUOMOTHKH KypcoMm 14-21 nenb. Hasnauwaercs Kommctumerar
HaTpus Ha 3 Mecsna (BHyTpHBEHHAs Tepamus M B MHTAISLUAX), BO3MOXHO, C MEPOPATLHBIMH
aHTHOMOTUKAMHU. MOXKHO HCIOJIb30BaTh AMOKCHIMIUIMHKIaBynaHoBas kuciora (mmm Ko-
TpUMOKCa301) B TeueHue | mecsina u uHramsiuun KonucruMerara HaTpus B TeUeHUE 3 MECALIEB.

2. Ilpu xpoHuyeckoil HH(PEKIUH HCIOJB3YeTCs UINTEIbHO uHranauuu Komuctumerara
Hatpus (1-s muHUS), Tpu 0TCYTCTBUU (P (PeKTa Ha3HAYAIOT HHTATSAINK Meponenema (2-s muHus).

3. Achromobacter xylosoxidans xapakrepu3yeTcsi MyJabTHPE3UCTEHTHOCTBIO, CITIOCOOHOCTHIO
¢dbopmupoBaTth OHOPHIBEM, YTO OOBSICHSAET HEYyIaul aHTHOAKTEPUATBHOM dpaUKAIIMOHHON Teparnuu
MHKpPOOpPTaHu3Ma MPU XPOHUIECKOH NH(EKINH.

4. CornacHO MEXJIyHapOIHBIM PEKOMEHJIAIMM, JIJIsl JISUCHUsI 000CTpeHU, 00YCIOBICHHBIX
Achromobacter xylosoxidans, ucmons3yloT KOMOWHAIMIO ABYX aHTHCHHETHOMHBIX aHTHOMOTHKOB
pa3nuyHbIX KiaccoB (Tadi. 11).
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Tab6muma 11.

AnTHOHOTHKH, TpUMeHseMble Tipu BeiceBe Burkholderia cepacia complex, Achromobacter

xylosoxidans

Hassanue npenapara CytouHas no3a CytouHas Croco0 Kpatnoctb
JeTH J103a BBEJICHHS BBCJICHUS
Bspocabie
HedTazunum 300 mr/xr 9-12r B/B 3
Koo ATX: J01DDO?2
HedTazunum B Bo3pacre mo 2 21 Wuransmnmn 2
Koo ATX: J01DDO2 Mmec: 25—
50 mr/kr/cyT,
cTapie 2 Mec —
50-100 mr/kr/cyT
Mepomenem 120 mr/kr 6r B/B 3
Koo ATX: JOIDH02
Mepornenem 250 mr -500 mr - Wuransuuu 2
Koo ATX: JOIDH02
IMuneparumina+Tazob0akTam 400-500 Mr/kr 13,5 B/B 3
Koo ATX: JO1CR05
Ko-tpumoxcazon 20mr/kr (10 2880mr B/B u BHYTpPB 3
Koo ATX: JO1EEQ1 TPUMETOIIPUMY)
JIOKCHUITUKINH 100-200 mr 1 nens-200 | BuyTps 1
(crapure 12 ner) MT 3aTEM
Koo ATX: A01AB22 100 mMr
XnopampeHukon 50-100 mr\kr 2-4r Baytps 3-4
Koo ATX: JO1BAO1 B/B
TuamdeHnukona rIuIuHAT 500 -1000 mr 1000Mr Wuransnnmn 2
aleTHIINCTCHHAT
Koo ATX: JO1BA02
Konuctumerar HanI/m6 2-4 mutn. E]J] 2—4wmu EJl | UHransaun 2
Koo ATX:J01XB01

IlpenapaThbl APYIUX FPynn

Jns tepanun MB npumensercss psja npenapaToB Apyrux (apmakosnoruyeckux rpymm. Kak

IpaBWJIo, perieHne o HazHaueHuu 3Tux JIC nommkHo npuHuMarbes crienunanuctamu JIITY 111 ypoBHs
Ha OCHOBaHUM MHJMBUIYyaJbHBIX NOKa3aHUil. K 3TuM npenaparom oTHOCSTCSA:

CucreMHble TIOKOKOPTHKOMAbI (2C) B ManbIX [03ax IIOMOTalOT HE TOJBKO
CTa0MJIN3UPOBATh COCTOSIHME MAlMeHTa, HO W YIYYIIUTh (YHKIHOHAJIbHBIE U KIMHUYECKHE
nokaszarenu. Yamie Bcero Ui TOAACPKUBAIOIICH Tepanmuyd Ha3HAYAKOT TMPEIHU30I0H (Koo
ATX:HO2AB06) mo 0,3-0,5 Mr/kr Macchl Tena MalueHTa B CYTKHA albTePHUPYIOMNM KypcoM. Ero
clleyeT NPUHUMATh BHYTPh 4epe3 CYTKH (MOCTOSIHHO). Ilpu Hcrmonb30BaHMM MHTAISIMOHHBIX
(GbopM TIIOKOKOPTUKOUJOB ME/UIEHHEE M B MEHbBIIEM KOJIMYECTBE pa3BUBAIOTCS MOOOYHBIE
3G (DeKThI.

ITokazanus Uit Ha3HAYEHUS TIIOKOKOPTUKOCTEPOUIHON TEPAINu:

- TSDKEJIoe TeYeHHE, OOYCJIOBIIEHHOE YacThIMH OOOCTPEHUSMHU C SBJICHUSMHU BBIPAXKEHHOMN
JBIXaTEIbHOM HEJOCTaTOUYHOCTH;

- JUINTENbHBIA BOCHAIUTENBHBINA MPOIIECC, OCIOKHEHHBI 00pa30BaHUEM aTENEeKTaTHYECKUX
WU3MEHEHUH B JIETKHX;

- BBIPD@KEHHBIM U CTOMKUN OOCTPYKTHBHBIM CHHIPOM, pedpakTepHbI K AeHCTBHIO [-
arOHUCTOB.

Maxkpoiuabl (KJIapUTPOMHUIIMH, A3UTPOMHIIMH) Ha3HAYArOTCs OOJBHBIM C XPOHUYECKOU
CHHETHOMHON MH(]eKuuel B KauecTBe NPOTHUBOBOCTIAIMTENBHBIX U UMMYyHOMOAyupytomux JIC, a
TaKKe B KAYeCTBE aHTHOKCUAAHTa (11t a3uTpomuiinHa—1B).

® - nist Achromobacter xylosoxidans
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Hecreponanbie npornBoBocnaauTeabubie npenaparbl (HIIBII) oka3biBaloT 10CTaTo4HO
BBIPOKCHHBIA TPOTUBOBOCIATUTENRHBIN A()PEKT, HO MpHU WX JUIMTEIHHOM NPUMEHEHHH YacTO
pa3BHUBAIOTCS CephE3HBIE OCTOKHEHUS. OOCYKIAeTCS BO3MOKHOCTD ITUTEILHOTO MPUMEHEHUS TIPU
MB HIIBII, CEJIEKTUBHO WHTHOMPYIOIIUX LUKJIOOKCUTE€HA3y-2, OJTHAKO ux
IPOTHBOBOCIIAJIMTEIbHAS aKTUBHOCTh HUXKE, YeM y OoJiee paHHHX aHainoros (2B).

Oco0eHHOCTH Tepanuy 00JILHBIX ¢ NOPAKEHUEM MeYeHH

B Hactosimee Bpems HeT 3(QEKTHBHOTO Jie4E€HHUs, KOTOPOE MOINIO Obl NpEeroTBPAaTHTh
IpOorpeccupoBaHme MOpaXKeHUs MevyeHu y 0onpHbIX MB. B mocnennee pecstuierue st Tepanuu
OOJIBHBIX C MOpPaKEHUEM IIEUCHH IMPUMEHSIOTCS Ipenaparbl ypCOAEe30KCHXOJIEBOM KHCIOTHI
(YAXK). Hapsny c¢ npenaparamu YJIXK OonbHBIE C HHPPO30OM TEYCHH OJDKHBI MOIYyd4aTh
nakTyno3y u apyrue JIC B cOOTBETCTBUHU CO CCTaHAApTaMM JIEUEHHsI TOr0 3a00JI€BaHusl.

Ipenapats! ypcoaezokcuxosieBoii kucaothl (kog ATX: AOSAAQ2) (2C).

IToxa3anusi: Bce OOJIbHBIE C remaToMeraivei, CHHIPOMOM XOJIeCTa3a, LUPPO30M IEUeHH,
M3MEHEHHUSMU TApEHXUMBbl TIEUEHH W KEITYHBIX MPOTOKOB IO JAaHHBIM YIBTPa3ByKOBOTO METOJA
UCCIIEIOBAHMS.

IIpoTuBoNoOKAa3aHUsA: WHAWBHIYyaIbHAsS HEMEPEHOCHUMOCTh, OCTpPbhIE BOCIAIUTEIbHBIC
3a00J1eBaHUs )KETUHOTO MYy3bIPS.

Bbi160p JiekapcTBEHHBIX CPeICTB: IpenapaThl, BEITYCKaeMble B BUE Karcynl U cupomna, 20-
30MI/KT B CYTKH.

Ouenka 3¢gpeKTHBHOCTH JeUeHUs1: KIMHUYECKH U 110 faHHbIM Y 3U u pubposnacrorpadun
(1 pa3 B 6 mecs1ieB).

Onenka 0e30macHOCTH JiedeHHsI: HeoOXxoaum nepuoauueckuid (1 pa3 B roa) KOHTPOJb
YPOBHS TpaHCaMMHA3, IIEJI04YHOH (ocdaTas3sl KpoBH.

Tpancnianranus ne4yeHu

PagukanbHblii MeTON J€4YeHUs, NOKAa3aH TMAallM€HTaM TEPMHUHAJIBHOM CTagud, HO C
OTHOCHUTENILHO COXpaHHOW (yHKuMel BHemHero napixaHus. [lepBas omepauust B PO mpoBeneHa
ToNbko B 2013 1.

JAUETA U BUTAMUHOTEPAIINA

Jluerorepanus cOCTaBiISIET Ba)KHYK0 4acTb KOMIUIEKCHOM TepanMM IPU MYKOBHUCIMI03€
(MB). [Manmentam c¢ MB HeoOxoguma paHHSII U «arpecCUBHAas» HYTPUTUBHAs Teparusl.
VYcTaHOBIIEHA HEMOCPE/CTBEHHAs CBSA3b MEXIY COCTOSIHUEM NHUTaHUS M (DYHKIHEH Jerkux.
CymecTByeT mpsiMasi KOppesilus MexX/1y MoKa3aTeseM HHIEKCa MacChl Tela.

HUMT = macca mena (xe) / keéadpam pocma (Mz)

GyHKIMEW JIETKUX ©  TPOJOJDKUTEIBHOCTHIO  KU3HH. I[lpu MUMT > 50 nepueHTHIA
3apEerUCTPUPOBAHO CYIIECTBEHHOE yiyulleHue nokasarenss ODB;.

Bricokuii meplieHTHIb MOKa3aTesl BeC/BO3PACT aCCOIUUPYETCS C JIYUYITUMHU MTOKa3aTesIMUA
O®B;, TUHEWHOTO POCTa, CHUKEHUEM CPOKOB TOCIUTAIIM3AINY, CHIDKEHHEM KOIMYecTBa OpPOHXO-
JIETOYHBIX 000CTPEHNH, a TAKKE YBEIIMUECHUEM MPOJTOHKUTEIIBHOCTH KU3HH.

HepocrarouyHoCTh NUTAHUSA

HenocraroyHocTh NMUTaHUA CIETyeT KOHCTaTUPOBAaTh, €CIM MPOLIEHT COOTBETCTBHS MacChl
[0 POCTY U MOy WK Macco-poctoBoil unaeke (MPH), ¢paktudeckas macca / uaeanbHas macca 1o
pocty u noiry X 100% menpme 90% y nanueHToB AETCKOTO BO3pacTa, a y MOAPOCTKOB U B3POCIIBIX -
eciu UMT cocraBnsier MmeHee 18,5KF/M2.
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Benenue mamuenToB ¢ MB OCYIECTBISIOT B 3aBHCHMOCTH OT MX (DH3MYECKOTO craTyca
(tab6mn.12). Ilpm mnokazanusx Z-score mo HWMMT or -1 mo -2 cnemyeT IMarHOCTHPOBATH
CPEIHETSHKENYI0 HEJIOCTATOYHOCTh MUTAHUS, a TP > -2 — THKEIYI0 HEIOCTATOYHOCTh TUTAHMS.

Tabmuua 12.
HI/IGTOHOFI/IHCCKI/IC PEKOMCHAANH 110 BEACHUIO 0onpHBIX MB B 3aBHCUMOCTH OT q)I/ISI/I‘ICCKOFO
craryca
Bospacr <2 ger 2 — 18 ner
HopwmansHoe cocrosnue nutarus | MPU = 90-110% MPH = 90-110%
MPOPUIAKTHIECKOE
KOHCYJIbTUPOBaHUE
[Tocne mepecMoTpa pexxuma Jro6oe cHMKEHHE TEMIIOB MPU = 85-89% wum motepst Macchl Tena B
MIUTAHUSA PACCMOTPETh YBEJIMYCHHUS MaCCHI Tella nocneanue 4-6 MecAleB HaOIIOACHNUA HWIH
HEOOXOIUMOCTh BBEJCHHUS OTCYTCTBHE €TI0 HapacTaHUs uepe3 6 MecsIieB
CHeHUaIbHBIX cMeceit HaOMIOICHUS
ArpeccuBHOE MUTAHUE: YEPE3 HeBo3MOXHOCTB yTy4IINTh MPH<85% wunu nafeHue Maccol Tela HIKe 2
racTpPOCTOMY M Ha30TacTPAJIbHBIA | HyTPUTUBHBIHN cTaTyc Ha QoHe MEPIEHTHIIS Ha (JOHE TPUMEHEHUH
30H]; TApEHTEpAIILHOE MUTaHNE | IPHUMEHEHUS JOTIOIHUTEIEHOTO JIOTIOTHUTENBHOTO SHTEPATBHOTO MUTaHUS
SHTEPAITBHOTO MUTAHUS

JHeprust

[TorpebHOCTH B BHEpruM y nereil ¢ MB, mo qaHHBIM pa3iuYHBIX UCTOYHHKOB, JOJDKHA OBITh
noseiieHa 10 120-200% 1o cpaBHEHUIO C TEOPETUYECKUMH pacueTaMy Ha (pakTHYEeCKHil Bec, B
3aBHCUMOCTH OT BO3pacTa W HYTPHUTUBHOro craryca OospHOro (tabmuma 13). KamopuiiHocTh
CYTOYHOTO paIfioHa JIOJKHA PACCUUTHIBATHCS HE HA (PAKTHUYECKHIA, a Ha JJOIDKSHCTBYIOIIUH Bec.

Tab6muna 13.
PCKOMCHI[yeMBIC BCIIMYUHBI HOTpe6HeHI/IH 6CJ'IKa " DOHCPIUn
Bo3spacr benoxk, r/kr/cyT OHeprusi, KKa/Kr/cyT
MuHanMansHas MakcumanpHas
0-1rox 3 -4 (mo 6) 130 200
1-3rona 4-3 90 - 100 150
3-10 ner 3-25 70 - 80 100
11-14 ner 25-15 45-70 90

Hueta GompHBIX MB nomkHa OBITH MaKCUMaJIbHO MPHUOJIMIKEHHONW K HOPMAIbHOM, OOTaToi
OeKaMK U KaJlopusMu, Oe3 orpaHudeHuil B kouuecTBe xupoB (2C).

Cuunraercs, 9YTO KOJWYECTBO Kajopuid B parmoHe 6oipHOTO MB momkHO coctaBmsats 120-
200% or kamopaxka, PEKOMEHIYyeMOro 3IO0pOBbIM JETSIM TOro ke Bo3pacta, 35-45% Bceit
SHEPreTHUECKON MOTpPeOHOCTH AOJDKHO obecrieunBarbest xupamu, 15% Oenkamu u 45-50% -
YTJIEBOJIaMHU.

Cyl1ecTBYIOT J0BOJIBHO CIIOKHBIE (OPMYJIBI IS pacueTa HEOOXOAMMBIX JTOTOTHUTEIbHBIX
KaJIOPHU, OJTHAKO B MTOBCEHEBHON MPAKTUKE MOKHO IOJIb30BAThCS CIEAYIOIIUMHA OPUEHTUPAMMU:

e 1-2rtoxda - 200 kkan,
e 3-5 ner - 400 xkai,
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e 6-11 ner - 600 kkan,
e crape 12 ner - 800 Kkaja B CyTKH.

Beakn

Bonbupie MB  HyXp#aoTcs B TOBBIIICHHOM KOJHYECTBE O€lika W3-3a €ro IoTepb
(ManbpaOcopOLuM) U B JONOJHUTEIBHOM MOCTYIUIEHHH €ro B IEepuoJl KaTaboau3Ma IpH JIETOYHbIX
obocTpeHusix. VIcTouHMKaMH TOJHOLEHHOTO O€lika SBIAIOTCS HATypalbHbIE MPOIYKTHI (MSCO,
NTHLA, pbI0a, MOPENPOAYKThI, MOJIOKO, KUCIIOMOJIOYHbIE MTPOAYKThI, TBOPOT, ChIpHI, siina). Jlersam
CTapule roja PEeKOMEHJyeTcs BKJIIOYaThb B PALMOH BBICOKOOENIKOBBIE IMPOIYKTHI (dAiiLa, prlOa,
TBOPOT, CBIP) HE pexe 3 pa3 B JIeHb, MOJIOKO U KUCJIOMOJIOYHbIE MpoayKThl He MeHee 500 — 800 min
B JICHb.

B kauecTBe JONOJHUTEIBLHOIO UCTOYHUKA OEJIKAa PEKOMEH]IYyeTCsl MCII0JIb30BaHUE JICUEOHbIX
CMeCeH JUIsl BHTEPAJIbHOTO U IOMOJHUTEIBHOIO MUTaHUs. JONOJHUTEIbHOE MIUTAaHNE HA3HAYAIOT 110
150 - 200 — 250 ma 1 — 3 pa3a B ;eHb (HampuMep, Ha BTOPOM 3aBTpaK, Ha TMOJIIHUK WJIU TEPE
CHOM, BO3MOXXHO B COYETaHWU C (PYKTOBBIM IIOpE, IEUeHbEM, XJIOMbsMH H T.1.). OOBeM
JONOJTHUTEIBHOTO MIUTAHUSI ONPEAEIISeTCS CTENEHbI0 HYTPUTUBHONW HEIOCTaTOYHOCTH U AlllIETUTOM
pebeHka.

AKupbi

Upe3BbluailHO BaXXKHO COXPaHEHHE BBICOKOTO HOTpelseHust xupoB OosnbHbIMH MB. XKupsl
SBIISIIOTCS] HanOoJIee YHEPTeTUIECKU «IUIOTHBIMY SHEproHocHuTeneM (9 KKaj/T); yBeIndeHHe KBOTHI
&KHUpa B 3HeproodecneueHUMM cHUxaeT obOpazoBanue CO;, MHUHUMHU3UPYET €ro 3aJEpKKy B
OpraHu3Me, I[OJIOXKUTEIbHO BIUSET Ha Ta3000MEH B JIETKUX. BO3MOXHOCTH ~ BBICOKOTO
notpeOieHus )Xupa o0ecreunBaeTcs aleKBaTHOM 3aMeCTUTENIbHOM (hepMEeHTHOM Tepanuei.

XOTsl KOJMYECTBO >KMpa B jauere OoibHBIX MB He orpanmuymBaercs, Ba)XHOE 3HAYCHHE
npuoOpeTaeT ero KauecTBEHHbIN cocTaB. B cBs3u ¢ HapylmeHMsSMH B remaroouanapHoi cdepe,
KOJMYECTBO HACBHIIIEHHBIX M TPAHC-KUPOB (KUBOTHBIE JKUPBI, COJAEpIKAIMECS B IKAPEHbIX
IPOAYKTaX, KOJOACHBIX HM3ENUsAX, KOXKE€ NTHIbI, KYJIMHAapHbIE >KUPBI, MaprapuH) HEoO0XOIUMO
OTpaHMYMBaTh, OTJABas IMPEANOYTEHUE KHUpPaM, OOraTbiM MOJMHEHACBHIUICHHBIMU KUPHBIMHU
kucinotamu (ITHXKK) omera-3, conepxamumcs B pacTUTENbHBIX Maciax 0e3 TepMHUYECKOU
00palboTKH, )KMpe MOPCKUX PbIO. YIYUIIUTh KUPHOKUCIOTHBIN NpOQUIb MOMOraeT BKIIOUEHHE B
palMoH TakUX MPOJYKTOB, KaK JILHSHOE, parcoBoe, caduopoBoe, MOJCOTHEYHOE Macilo, TPeLKHe
OpexH, MCO TyHIIA.

DHEPreTUYECKYI0 IJIOTHOCTh PAIMOHOB TO3BOJISIET YBEIHYUTH JOMOJTHUTEIBHOE MHUTAHUE
CMECSIMH C BKJIIOUEHHEM B XUPOBOW KOMIIOHEHT cpeaHelnenodyeunbix Tpuriuuepugon (CLIT).
Tpurmuuepuasl co cpenneid nmuHoM yriaepomaHoil 1enu (Ce-Cip) SBIAIOTCS JETKO JOCTYIMHBIM
HWCTOYHHUKOM SHEPrUH, TaK KaK HE HYXXIAIOTCA B ASMYJbrallUM KETYHBIMU COJSIMH W THUIIPOJIU3E
MAaHKPEaTHYeCKON JIMMa3ol, M JIeTKO BCACBhIBAIOTCS, MHUHYS JTUM(PATHYECKYI0O CHUCTEMY,
HEMOCPEJICTBEHHO B KPOBEHOCHBIE COCYJIIbI CHUCTeMBbI BOpOTHOM BeHbl. Copaepxkanue CILT B
crenuaIn3upoBaHHbIX cMecax coctaBisier 40 - 70% >XUpPOBOro KOMIOHEHTA, OCTaJbHBIE KUPBI
MPEACTABJICHBI JIUMIUJIAMA C BBICOKAM COJIEP)KAHHUEM ACCEHIHUAIBHBIX (TIOJWHEHACHIIIICHHBIX )
YKAPHBIX KHUCIIOT.

[Ipy HEBO3MOXXHOCTH KOMIIEHCHUPOBATh CTEAaTOPEI0 C TMOMOIIBI0 aJEKBAaTHBIX 103
MUKpoceprudecKkux (pepMEeHTOB, BOSHUKHOBEHUU OCIOKHEHUH (BBIMAACHHUE MPSIMON KHILIKH), TPU
BBIDOKCHHOM CTETICHH HYTPUTUBHOW HEIOCTATOYHOCTH BO3MOXHO OOOTaIleHHue KUPOBOTO
KOMIIOHEHTa paloHa crneuraibibiMu nipenaparamu CLT.

YriaeBoabl
DHepreTUIeCKuil TeUIMT BOCHOJHSICTCS TakXKe 3a CUeT YrJieBoJoB. [lucaxapuiabl, B TOM
qucie caxap, B OOJIBIIMHCTBE CIy4aeB MEPEHOCATCS XOpoIllo. B auery mo anmeTuTy BKIIOYAIOT
caxap, (ppyKTbl, claJKWe HAMUTKUA, MEN, BapeHbe, KOH(METhl. B pamumoHe mNUTaHUS TPOCTHIC
yFJIeBO,Z[BI HEC OFpaHI/I‘-II/IBaIOTCH, OJHAaKO, B CBiA3H C BOSpB.CTElIOH.[I/IM pI/ICKOM BO3HUKHOBCHUA
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accormupoBanHoro ¢ MB caxapHoro nmabera, X PEKOMEHIYETCS YMOTPeOIsATh TOJIBKO IOCIHe
OCHOBHBIX IPUEMOB HIIY, BO U30€KaHUE Pe3KUX KoieOaHUN YPOBHS INIMKEMHUH.

HeobOxomuMo moMHUTB, 9T0 Y 91% OOIBHBIX OTMEYaeTCsi Kapruo3HOe MopakeHrue 3y00B, 4To
TpeOyeT TIIATeTbHOM THUTHMEHBbl IMOJIOCTH pPTa W PEryjspHOro HaOJIOJEHHUs CTOMATojora.
OrpannyeHue JakTo3bl y OONbIIMHCTBA OOJNBHBIX HE TpeOyeTcs, Tak Kak JaKTa3zHas
HEZ0CTaTOYHOCTh, IO-BUJUMOMY, BCTPEUAETCS HE Yallle, YeM B OOIIEH MOMyIISIIIHH.

B nmurectun monMMepoB TIIIOKO3bI — MaJbTOACKCTPHHOB C HEOOJBLINM YUCIIOM TITFOKO3HBIX
ocTtaTkoB (5-8) B OonbINEH CTENEHW MPUHUMAET Y4acTHE TJIIOKOAMMIIa3a M MajbTaza ((hepMEeHTHI
KHUIIEYHOTO MPUCTCHOYHOTO MHUIICBAPCHHS), YeM MaHKpeaTHyecKas aMmiaza. MallbTOJIEKCTPUHBI
UMeIoT 0oJiee HU3KYI0 OCMOJISIPHOCTh, YeM MOHO- U JHCaXapuibl, IO3TOMY MX HCIOJIb30BAaHUE B
COCTaBe CIIEIUATU3UPOBAHHBIX CMECEH I SHTEPAILHOTO U JOMOJHUTEIHHOTO ITUTAHUS TTO3BOJISIET
CYUIECTBEHHO YBEJIMYUTh KAJIOPUMHOCTH 0€3 YBEIIMYEHHUSI OCMOTHYECKOI Harpy3KH Ha KUILKY.

Pacmieruienne kpaxmana 3aBHCHT OT HMAHKPEATHUECKOW aMmias3bl, MO3TOMY OH YCBAaMBaeTCs
XyXe, 4eM - U MOHOCaxapulbl. AMUIOpes, TaKkKe Kak KpeaTropes U creaTopes, HYXKIaeTcs B
KOPPEKIMH NaHKPEATHYECKUMH 3aMEHHUTEISIMH. V3IMIIKK HEepacIIeIUIEHHOTO Kpaxmala, MoCTymas
B TOJICTYIO KUIIKY, TUIPOJIU3UPYIOTCA KHUIIEYHOU MUKPODIOPOil, 4TO MPUBOJIUT K MOBBIIIEHHOMY
ra3000pa30BaHUIO, B3AYTHIO U OOJISIM B )KHBOTE.

BonbasiM MB He orpann4uBaroTcs IPOAYKTHI U OJf01a, O0raThie PACTBOPUMBIMU MHUIIIEBBIMU
BOJIOKHaMH (TIEKTHUHBI, KaMelli), KOTOpbIe CHOCOOCTBYIOT MPOQHIAKTUKE 3allOpOB M CHHAPOMA
IUCTanbHOM MHTecTHHAIbHOU oOcTpykiuu (CANO). OgHako, mpu COXpaHEHUH AMCIIEITUYECKUX
SBIICHUI HE PEKOMEHIYyeTCs B OOJIbIIMX KOJIMYEeCTBAaX NHINA, Ooraras rpy0oil KieTyaTKod u
BoJIOKHaMu (000OBBIE, Kallll M3 LIETBHOTO 3€pHa, IebHO3EPHOBOM W prkaHON xi1ed, oTpyOwu,
KOCTOYKH, KOXHIIAa OT (PYKTOB M OBOLICH, CYXO(PYKTHI, HHU3KOCOPTHOE MsICO C OOJIBIINM
COJIEp’)KaHUEM COCIMHUTEIbHOW TKAaHM), KOTOPHIE YBEJIMYUBAIOT O0BEM KaJlOBBIX Macc U
YCHUIIMBAIOT METCOPHU3M.

JleTn nepBOro roaa ;KM3Hu

VY nereill mepBBIX MECSLEB JKU3HU ONTUMAJIBHON MHILEH SBISETCS MATEPUHCKOE MOJOKO C
N00aBKON MHKPOTPAHYJIHPOBAHHBIX NMAaHKpeaTHYecKUX (epMEHTHBIX NMpenaparoB B KaxXJ0€
kopmienue (2B).

C MoMeHTa BBeJleHUS HEOHATaJlbHOTO cKpuHuUHra Ha MB B Poccum (2006 r.) mosiBuiach
BO3MOXXHOCTb ~PaHHEro Hayaja JIEYEHMs, OJHAKO BOIPOC, KOrJa M KOMY HauMHaTh
3aMecmumenbHylo mepanulo NaHKpeamudecKumu epmenmamu, HE BCerjna sceH. YpPOBEHb
anacrasbl-1 B T€4eHHME NEPBOIO Ioja >KM3HU MOXKET CYIIECTBEHHO BapbHPOBATH U OJHOKPATHOIO
€ro NU3MEpEHUs He BCEeraa AOCTAaTOYHO. Y MALMEHTOB C IEPBOHAYAIBHBIM YPOBHEM 3J1aCTa3bl HUKE
50 WMKI/T maHKpeaTH4ecKass HEIOCTaTOYHOCTh COXpPAaHSAETCS MOKU3HEHHO, OJHAKO IpH
NepBOHAYaJIbHOM ypoBHe Bbimie S50 MKI/T y psdga DanveHToB K Bo3pacTy | roxa
BHEIIHECEKPETOpHas (PYHKIIMS OCTAETCS COXPAHHOM.

WneanbHbIM 111 HOBOPOXAEHHBIX W JE€TEH MEpBOro roja HKU3HU  SBISAETCS
HEMacTepU30BaHHOE TPYIHOE MOJOKO, TaK KaK OHO COJIEPKUT LIUPOKUN CIEKTpP 3alllUTHBIX
¢dakTopoB M OHOJOTMYECKHM AaKTHBHBIX BEIIECTB. BaXXHYI0 pojb UIpaeT aKTUBHOCTh
TEPMOJIAOUIILHON JIMTIa3hl B HATUBHOM (HE TTACTEPU30BaHHOM) >KeHCKoM Mosoke. It neteit ¢ MB
MIOKA3aHa 3aWUmMHAs POlb €CMEeCMEEeHHO020 GCKAPMAUBAHUA: MIIAJIEHIBl, MOJyJYalolUe TPYyJHOE
MOJIOKO, MUMEIOT JIy4IllM€ IOKAa3aTeldH JIErOYHbIX (PYHKIHUM M HU3KYIO YacTOTy HMH(EKIMOHHBIX
ANU30/10B, 110 CPABHEHUIO C JETHbMH Ha UCKYCCTBEHHOM BCKapMiuBaHUU. HOBOpOXIEHHBIE U JETH
MIEPBBIX MECALEB JKU3HHU, KOTOPbIE HE MOTYT CaMOCTOSITEJIbHO BbICACHIBATH HEOOXOAUMBIN 00BEM
MOJIOKa W3 TPYIW BBUAY TSDKECTH COCTOSIHMA (0OImiasi ciabocThb, OABIINIKA, CEpACYHO-JIErOvHast
HEJO0CTAaTOYHOCTh) JOJDKHBI MOJIy4aTh CLEKEHHOE HENacTepU30BaHHOE MATEPUHCKOE MOJIOKO M3
OyTBUIOUKH WMJIM Yepe3 Ha30racTpajbHBIN 30HI. I'pyZiHOE MOJIOKO MOXET IMOJIHOCTHIO 00eCHeuuTh
noTpeOHOCTH pebeHka 70 4 — 6 MecsAleB JKW3HHU, OJHAKO B HEKOTOPBIX CIIydasx Tpedyercs
JONIOJTHUTEIBHOE TOCTYIUIEHUE PHEPTUU C TMOMOIIbI0 00OraimeHusi TpyJHoro Moijoka. Tak, mpu
HEJIOCTAaTOYHOW TMpuOaBKe B BECE MOJOKO MOXKHO obOoramarh jo0aBieHueM Ha Kaxabie 100 mu
npubnmsuTenbHo S 1 (1 MepHas J10KKa) Cyxoi cMecu Ha ocHOBe ruzpoinsara 6enka ¢ CLT.
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Ilpu cmewanHoMm/ucKyccmeenHom 6CKaApMAUGAHUYU TIPEATIOUYTUTEIbHBI BBICOKOKAIIOPUITHBIC
cMecH, uMewmme B kKadectBe kupoBoro kommnoHeHTa CIHT wu  pacTuTenbHble KHpPBI B
SMYJIBTUPOBAHHON (opMe, YTO MO3BOJSET YIYYLIMTh YTHIU3AIHUIO JKUpAa M CHU3HUTH J03Y
MAaHKPEaTHUeCKUX 3aMeHHTeNe. OTUM TpeOOBaHHSM OTBEYAIOT OTACNbHbIE CMECH s
HE/IOHOIICHHBIX U MAJIOBECHBIX JeTed. Y JeTeil, COXpaHSIOMUX YAOBICTBOPUTEIBHBIE TEMIIbI
(U3MYECKOTO Pa3BUTHUS, MOTYT HCIOJB30BAaThCA OOBIYHBIE a/lallTUPOBAHHBIE MOJOYHBIE CMECH,
OJTHAKO Ui HMCKYCCTBEHHOIO/CMEIIAaHHOTO BCKapMiMBaHus Aereii ¢ MB He pexomenayercsi
ucronb3oBarh 3amenurenu ¢ Hm3kuMm (1,1 — 1,3 1/100 M) conepkanmem Oenka. Ilpu
HE/IOCTaTOYHBIX TEMITaX NMPHUOABKU B BECE MOTYT OBITh PEKOMEHIIOBAHBI CMECH, COJAEpIKaIlue B
cocTaBe JIMIMUAHOIO KOMIIOHEHTa CpeaHelnenoyeunsle Tpurmuuepuasl. [lpu  runorpoduun
HA3HAYaIOT CMECH Ha OCHOBE ruaponu3aroB Oenka ¢ BkmoueHneM CL[T ne menee 50% xupoBoro
KOMITOHEHTA.

JleTsiM, TOJTYYalONMM MAaCCHUBHYIO AaHTHOAKTEPHAJIBHYIO TEpaluio, a TaKXe IOBTOPHBIE
Kypchbl aHTHOWMOTHKOB, IeJecoo0pa3HO BBECTH aJalNTUPOBAHHYIO KHCIOMOIIOUYHYIO CMECh WIIH
CMeCh, 000TalEHHYIO POOMOTHKAMH, B KOJIM4YecTBe 10 1/3 cyTouyHOro 00heMa KOPMIICHUSI.

IIpuxopm 0OBIYHO BBOAUTCS B 4—5 Mec., @ HEKOTOPBIM JETSIM paHbllle MPU HU3KOHN mpubaBke
B Macce (tabmuia 14). IlepBbiMu Or0AaMu MPUKOPMa CIYXKAT SHEPrETHUECKHU IJIOTHBIC Oroa:
Kallli Ha CIEKEHHOM MOJIOKE MJIM MOJIOYHON CMECHU CO CIMBOYHBIM MAclioM, NETCKU TBopor 4,5-
5% >KUPHOCTH, Jajee BBOAAT OBOIIHOE IMIOPE C MSCHBIM IIOPE U PACTHTEIBHBIM MaciiOM, JKEJTOK.
CrnenyeT HMCHONB30BaTh BBICOKOKAJOPHUITHBIE MPOMYKTHI MpUKOpMa, OOOTalleHHblE BUTAMHHHO-
MUHEpPAIBHBIM KOMIUIEKCOM: JIETCKHE MOJIOYHBIE KAalld MPOMBIIIJICHHOTO TIPOU3BOJICTBA C
no0aBJIeHHEM CIIMBOYHOI'O Maclia, OBOIIHBIC MIOPE C JAOOABICHHEM PACTHUTEIHLHOTO Macia, Msca.
Bo3M0OXHO BBeJeHHE MSCHOTO MIOPE B KAaYeCTBE nep8o20 TPUKOPMA JIETSM Ha €CTECTBEHHOM
BCKapMJIMBaHUH, KaK XOPOIIMI UCTOUHUK XKeJe3a U IUHKA.

KopoBse 1 K03b€ MOJOKO MOKHO HCIIOJIb30BaTh TOJIBKO ISl MIPUTOTOBIIEHUS Onrox ¢ 8-9
MecseB. B 3Tu ke Cpoku MOXKHO BBOJUTH HEaJallTHPOBAHHBIE KUCIOMOJIOYHbIE TPOAYKTHI (Kedup,
HaTypaJIbHbI HMOTypT), oOoramieHHble >XKUBbIMH Ouduao- M sakrodakTepusmu. JleraMm paHHEro
BO3pacTa Ha3HAyalOT MOJIMBUTAMHUHHBIE 100aBKM; OlI0/la MPUKOPMA, B OTIMYME OT 30POBBIX
JeTeH, moacanuBaioT. JomoTHUTETPHOE KOJMYECTBO TMOBAPEHHOW COJNH B JIEHb OPHEHTHPOBOYHO
cocraBiuseT 1/8 vaitnoit nmoxku (0,6 — 0,7 r) nns peGeHka nepBoro noxyroaus u 4 u. i. (1,25 r) nns
pebenka 6-12 mecses.

Tabmuma 14.
Oco0eHHOCTH BBEICHHUSI IPUKOPMA JIETSIM IEPBOI0 roja )Ku3Hu ¢ MB
[poxykTs! u 61012 Bospacr (mec.)
DpyKTOBOE TIOpE 6
TBopor 4-45
Kentok 5
[Trope oBolIHOE 45-5
Macio pacTuTesbHOe 45-5
Kamia 4 (Ha TPYZAHOM MOJIOKE, MOJIOYHOH CMECH HJIM TMJPOJIH3aTe
Oernka)
MacJio ciMBoYHOE 4
[Trope msicHOE 5-55
Mouioko 8 — 9 (1 MPUTOTOBIICHUS OJIFOT)
Keodwup, iorypt 8-9
Cyxapwu, x1e0 7 — 8 (MIeHNYHBIH, BBICIIIETO COPTA)

IuTanue TOMIKOJILHUKOB M HIKOJIHLHUKOB

OCHOBHOUM TIPUHIIUII - «aKTUBHBII TOIX0]] K TUTAHUIO peOCHKA B IF0OOM BO3pacTe:

* [Iutanne peOeHKa IOHKHO OBITH peeyaspubim (6 pa3 B JIEHb JaKe IUISI IIKOJIBHHKOB,
dopmyna 3+3): 3 ocrosHbix IpreMa MUIH (3aBTpaK, 00eM, Y)KUH) U 3 0onoIHUmenbHbIX nepexyca
(2-11 3aBTpaK, MOJIHUK, HA HOYb);
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* [luTanre MOMKHO OBITh <(IUIOTHBIM». B KAaKIbI OCHOBHOW MpPHEM THINUA JOJDKHBI
BKJTFOYAThCS OJIFOfIa, COMEpIKAINE KAaYeCTBEHHBIC JKMBOTHBIC OCNKH, IUHK (MSICO, CYOTPOIYKTHI,
pbiOa, siflla WM MOJIOYHBIE MPOJYKTBI — CBIP, TBOPOT), KAUE€CTBEHHBIC >KUPBI (PACTUTEIHHOE,
CIIMBOYHOE Macjo, CMETaHa, CJIMBKH), CIOXKHBIE (KpYIbl, XjeO, OBOIIM) U B MEHbIIEH CTENeHU
npoctbie (GPYKTHI, CIAI0CTH, BAPEHBE, MEM) YTIICBO/IHI,

* JlonoJHUTENbHbIE NPUEMbl NUIIM (MEpeKychbl: 2-H 3aBTpaK, IOJAHHUK, IEPE] CHOM)
0053amenbHbl; OHU COCTOSIT, KaK IPaBUJIO, U3 KHCIOMOJIOYHBIX IPOAYKTOB, TBOpOra, (h)pyKTOB,
BBINEYKU U YMEPEHHOT'O KOJIMYECTBA CIIAJOCTEH.

[Ipu OpOHXO-JETOYHBIX OOOCTPEHUSX, 3HAUMUTEIHHOM OTCTaBaHWU B BECE€ JJIsi NEPEKYCOB
JKEJIaTeIbHO HCII0JIb30BaTh CHEHATU3UPOBAHHbBIE BBICOKOAHEPIeTUUECKHUE KOKTEHIIM WM CMEcH
JUTSL SHTEPATHLHOTO MTUTAHMSL.

[TokazaHueM K JOIMOJHUTEIBHOMY MUTAHUIO CHEIHATU3UPOBAHHBIMU BBICOKOKATOPUIHBIMU
CMECSIMU SIBIISICTCS:

- mo00e CHUKEHUE HOPMAJIbHBIX (BO3PACTHBIX ) MPHOABOK MACChl TEJ1a/poCTa;

- (hakTHYeCKas Macca Tesa HIKe 25 MepueHTHIIS.

K BBICOKOKAJIOpHITHBIM OTHOCATCS cMecH, coaepkamue o6omee 70 kkan/100 M muist nereid 1o
12 mec, ot 100 go 150 xkan/100mi - mus geret 1 — 6 net; ot 150 m0 200 xxan /100mn — niis gerei
cTapie 7 JIeT ¥ B3pOCIbIX.

[Tpu mykoBucnugo3e 10 10% OONBHBIX K MOAPOCTKOBOMY BO3pacTy GopMHUPYIOT GUOpO3 U
uuppo3 neueHn (CFLD - uuppo3 meuenu, accouuupoBanHbiii ¢ MB); no 13% O6onbubix K 20-
netHemy Bo3pacty U 10 50% x 30 rogam GopmupyroT acconurpoBaHHblli ¢ MB caxapHbIil 1uader
(CFRD - nmaber, accouuupoBanHbiii ¢ MB). Iloatomy, HecMoTps Ha TO, uro mpu MB, npu
OTCYTCTBHH QJIJICPTUYECKUX pEaKIUi, pa3pelieHbl JIFOObIE MPOIYKThI, HEKOTOphIC OJlfojla He
pPEKOMEHIyeTCsl YHOTPeOISATh TOCTOSHHO U B OOJBIIUX KOJTHMYECTBAX:

- MPOIYKTHI W OJIF0JIa, OCJIOXKHSIONUE pa0dOTy TIEUEHU W IKEITUYEBBIBOMSANIUX ITYTCH -
TYTOIUIaBKUE U TPAHC-KUPHI (CM. BBIIIE), KPEMKHE OyIbOHBI, OCTPhIE, KHCIbIe OJIF0/1a U IPSTHOCTH;

-  TPOAYKTH TIPOMBINUICHHOTO IPOW3BOJICTBA, COJCpXKAIIHe OOJIBIIOEe  KOJUYECTBO
CTaOWIN3aTOPOB, HCKYCCTBEHHBIX KpacuUTelne ¥ KOHCEpBAaHTOB, MalOHE3 MPOMBIIIJIEHHOTO
MIPOU3BOJICTBA,;

- T.H. KMYCOPHYIO IHIIY», FOTOBBIE cyXue nonydadpukarsl, Gpact-Qyxn;

- CTIaJIKUE Ta3MpPOBAHHBIC HAITUTKU U HEpa30aBIIeHHbIC (DPYKTOBBIC HATUTKU MPOMBIIUICHHOTO
MIPOU3BO/ICTBA;

- B OOJILIIOM KOJIMYECTBE W OTACIHHO OT JPYrHUX MPUEMOB MUIIM — paGUHUPOBAHHBIC
MIPOCTHIE YTIEBOIBI (Caxap, KOH(ETHI) ¢ 1ENbI0 He JOMYCKaTh PE3KOT0 MOIbeMa YPOBHS TTTUKEMUU;

- TpPU JUCHETICHYSCKHUX SIBICHUAX — OOJbIIHE OOBEMBI TPOJYKTOB, YCHIIMBAIOIINX
ra3oo0pa3oBaHUe B KHUIIEUHUKE: [EIHHO3EPHOBOW U OTPYOHOH XJeO, CBEXYH U KHUCTYIO
0eOKOYaHHYI0, KPACHOKOYaHHYIO0 KamycTy, 0000BbIe, CBEKIY, KOXKHILY U CEMEUKH OT (PYKTOB,
opexu, rpuoBbl.

Baxxno momomHuTensHOe moacajduBaHue nuumu U odorameHue ee INHKK, kanbuuem,
npodonoTukamMu. PekoMeH1yeTcst UCIOIb30BaTh cI1ab0CONEHYIO (HEe KOMUEHYIO0) KUPHYIO MOPCKYIO
pBIOY: cenbb, ceMry, GOpelb U JIp. JIOCOCEBBIE, UKPY 3- 4 pas3a B HEJIEIO B KAUECTBE 3aKYCKH.

PactutenbHoe macno (IbHSIHOE, THIKBEHHOE, KEIPOBOE, MAclo TPEIKOT0 Opexa, COEBOE,
parcoBoe, TOJACOJNIHEYHOE, KYKypy3HOE, OJIMBKOBOE) pPEKOMEHIYeTCS HCIONb30BaTh B
HepaQUHUPOBAHHOM BHUJE 0e3 TepMUYecKoil 00pabOTKH, J00aBIISAS B CalaThl U TOTOBBIE OBOIIHBIE
Omoma, JUII TIPUTOTOBJICHHS JIOMAlIHETO0 MakoHe3a. OOs3aTenbHBl UISI  €KEAHEBHOTO
ynotpeOneHusi, Kak OCHOBHOW HCTOYHHUK Kbl H BBICOKOKAYECTBEHHOTO Oenka -
He00e3KUPEHHbIE MOJIOKO, TBOPOT, ChIP, KHCIOMOJIOYHBIE MPOAYKTHI, OOOTallEHHbIE >KUBBIMU
mraMMaMd TpoOHOTHKOB (Oudumobakrepuii u makTOOAKTEpHii) — HOTYpPTHI KOPOTKOTO CpOKa
XpaHeHus1, Onokepup u T.11.

ITpu popmupoBaHum caxapHoro amadera, acCOUMUpPOBaHHOTO ¢ MykoBucuuaozom (CFRD)
KaJIOpUHHOCTD palllioHa U COAECPKAHKUE KUPOB COXPAHSIETCS MOBBIILICHHBIM.
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Tabmuna 15.
MuHUMalTbHBIE CYyTOYHBIC MOTPEOHOCTH B HATPHUH, XJIOpE U Kaliuu y nerei ¢ MB

Bospacr Hatpwuit (mr) Xiop Kamnuit (mr)
(mr)
Muammre 120-200 180-300 500-700
1 roma
Crapmie 225-500 350-750 1000-2000
1 roma

bonbabsiM MB pekomenyercs gonosHuTenbHoe BBeaeHue kanpuus: 400-800 mr nersam; 800-
1200 Mr moapoCTKaM U B3POCIIBIM.

Buramunsi (2B)

[TocnencrBuem ManbaOcopOuuu xupa y 0oiapHbIX MB sBislercss HapyllleHuE BCAChIBAaHUS
KHPOPACTBOPUMBIX BUTAMUHOB. PeKoMeHyeTCs MPOBOANUTE €XKEr0JHbII MOHUTOPHUHT UX YPOBHSI B
CBIBOPOTKE KpoBH (Tabnuia 16).

Tabauua 16.
KoHTponb ypoBHS KUPOPACTBOPHUMBIX BUTAMHHOB B CHIBOPOTKE KpOBHU 00sbHBIX MB
(peKOMeHyeTCsl €KEeroJHbIi MOHUTOPUHT)

Buramua A (petuHOM) 30-72 ur/mn

Buramun J1 (3prokansuudepo) 30-100-150 ar/mn
Buramuu E >(0,7 Mr/ o
0-TOKO()epo/X0JIeCTepUH >5.4 mr/t

Buramun K IIpoTpomMOMHOBOE BpeMst

Huskue ypoBHM XUpPOPACTBOPUMBIX BUTAMHHOB PETHMCTPUPYIOTCS IPAKTUYECKH Y BCEX
0OJIbHBIX, HECMOTpsI Ha aJIeKBaTHYIO 3aMECTUTENbHYIO Tepanuio. [loka3aHo, 4TO yMeEpeHHO
MOBBIIIEHHBIE YPOBHU peTHHONA (10 110 Mr/am) B CBIBOPOTKE KPOBHU MOJIOKUTENBHO KOPPEIUPYIOT
¢ O®B; (OPB; > 80% y 90% 13 TakuX NAlMEHTOB), HE3aBUCUMO OT BO3pacTa, MaHKpeaTHuecKOi
(GyHKIMU 1 HYTPUTUBHOTO cTaTyca, 6€3 KakuxX-11M00 MPU3HAKOB TOKCUYHOCTH. Y HEJIEUEHBIX
O6onpHBIX MB  remopparuueckuid  CHHApPOM ~ MOXET — MaHU(ecTHpoBaTh  BUTaMUH-K
HE/I0CTaTOYHOCTBIO. Y HOBOPOXKJIEHHBIX M TPYAHBIX JETEH OHA MOXKET MPOSBUTHCS HEOOBSICHUMOMN
reMopparu4eckomn ypnypoi, MHTECTHUHAJIbHBIMU KpOBOTEUYEHHSIMH, JUTUTEITbHON
KpPOBOTOYMBOCTBIO B MecTax HHBeKUMH. Crapmue [eTH, HaXOAsIMEeCs Ha HWHTCHCHBHOMN
aHTHUOAKTepUAIbHON Tepanuu WIM C COIMYTCTBYIOLIUM IOPaKEHUEM IE€YEHH TaK)Ke CKIOHHBI K
HapYyLIECHHUIO MPOLECCOB KOAryJyIsIuHY, Aaxe Ha GoHe npuema Butamuna K.

Y OonbHbIXx MB Xxopoiio u3BECTHO O HEAOCTATOYHOCTHM BHTaMuHA J[ M HapyleHusx
dochopHo-kanbIeBOro oomMeHa. JledueOHbIN 3(HEKT BBICOKMX 103 BUTAaMUHOB A U [ HyXJaeTcs B
nanpHenieM u3ydyeHud. OJIHAKO XOpOIIO HM3BECTHO, 4YTO Bce OoibHBle MB ¢ maHkpeaTnueckoi
HEZ0CTaTOYHOCTBIO €XKEIHEBHO JOJDKHBI MOIYy4aTh JOIOJIHUTEIBHO KUPOPACTBOPUMBIE BUTAMHUHBI
(A, I, E u K) u OGera-kapoTuH, ONTUMaJIbHO B BojopacTBOpuMoil gopme. [TarueHTs! ¢ coxpaHHoi
byHKIMEH TOHKETYA0YHOH KeJe3bl 0043aTeNbHO JOJDKHBI IT0JTyYaTh JOMOJIHUTENbHO BUTaMuH E.
BogopactBopumble BUTaMUHBI Ha3HaudaroTcsd O0oibHBIM MB B OOBMHBIX NPO(UIAKTHYECKHX
JO3UPOBKAX, PEKOMEHIYEMBIX 3/I0POBBIM JIMIIAM COOTBETCTBYIOIIETO BO3PACTa, 3a MCKJIIOUYEHUEM
ButamuHa C, TOTpeOHOCTh B KOTOPOM y OOJIBbHBIX MOBBINIEHA, U BUTaMuHa B12 ciyyasx pesexuuu
MO/IB30LIHON KHILIKH.

B rtabmuue 17 mpuBeneHbl peKOMEHJyeMble J03MPOBKU AJIsi JOIMOJHUTEIBHOIO BBEICHUS
KHUPOPACTBOPUMBIX BUTAMUHOB.

Tabmauma 17.
PexkomeHryeMble 10351 )KUPOPACTBOPHUMBIX BUTAMUHOB M OeTa-KapoTHHA 115l 001bHBIX MB.
Buramunbt XapakTepucTHKa O0JIBHBIX Jo3b1
A Bce ¢ ITH* 4000-10000 ME/cyr**
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a Bce c [TH* 400 - 2000 ME/cyT**
E Bce: 0-6 mec 25 ME/cyt **
6-12 mec 50 ME/cyT
1-4 roma 100 ME/cyt
4-10 et 100-200 ME/cyT
Crapme 10 et 200 — 400 ME/cyt
K Bce c ITH 2 —5wr, cyT
[P NaTOJIOTUY NIEYEHU 10 mr/cyT
Bera-xapotun Bce c ITH 0,5 — 1 mr/kr/cyT, makc. 50 mr/cyT

*[TH — maHKpeaTn4eckas HeJOCTATOYHOCTh

**TIepeBo OMHUX SAWHUI] U3MEPECHUH 103 BUTAMUHOB B JIpyTHE:!
putamuH A: 1 mr=3333,3 ME
ButamuH /[: 1 Mmxr = 40 ME;
putamuH E: 1 mr=1,36 ME

ArpeccuBHbIe MeTO/IbI HYyTPUTHUBHOI NoaAepKKH y 60bHbIX MB
K «arpeccuBHbIM» METOAaM HYTPUTUBHON MOJIEPKKU y 601bHBIX ¢ MB oTHOCSTCS:

1. 30HAOBOE OSHTEpaJbHOE NUTAaHHWE B BUAE HOYHOM TIHIEpaIMMEHTAllUU, 4Yepes3
HA30racTpaJibHbI 30HA WM 4Yepe3 MepKyTaHHyro ractpoctomy. C IOMOIIBIO HOYHOU
TUIEPAIMMEHTAMMY, IIPM aJeKBAaTHOM KOHTPOJIE IAHKPEATHUYECKHMMHM 3aMEHUTEISIMU, MOXHO
JONOJIHUTENBHO 0becniednTs oT 30 10 50% paccuuTaHHOM YHEPrONOTPEOHOCTH.

2. IlapeHTepanpHOE TUTaHUE

* JlonHoe (LeHTpalIbHBIA BEHO3HBIN KaTeTep); MOKA3aHUSAMHU SBIISIOTCS:

- COCTOSIHMSI MOCJIE ONEPAllMH HA KUILIEYHUKE;

- CHUHIPOM KOPOTKOH KHIIKH,

- OCTpBIM IAaHKPEATUT.

*  YactuyHoe (C LEbI0 TOMOJIHUTEIBHOTO MUTAHNUS ), UCIOJIB3YETCs epudepruueckas BeHa:
- KUPOBBIE DMYJIbCHH;

- TIIIOKO30-aMUHOKHUCIIOTHBIE CMECH, BUTAMUHBL.

IToxa3aHusi K NPUMEHEHHIO «ArPEeCCHBHBIX» METO0B HYTPUTHBHOM MOJAEPKKH
® OTCYTCTBHUE MPUOABKU B BECE WJIM CHUKEHHE Beca B TeUEHUE 6 MECSLIEB;
e (paxTHueckas Macca Tena HIKe 3 MepLeHTHIs;
e (akTHUeckas mMacca Tena HIKe JODKHOro 3HadyeHust Ha 15% wnm MeHee 25 mepueHTuIs Ha
(dboHEe TOTMOTHUTEIHLHOTO MUTAHUS CIIEIIMATbHBIMUA CMECSIMHU.

«ATpECCUBHBIE» METOABbl HYTPUTUBHOM MOAJEPKKM IIOKa3aJld BECbMa  BBICOKYIO
3¢ (HeKTUBHOCTh, B 0COOEHHOCTH Y 00JIbHBIX MB ¢ BbIpak€HHBIMH HapyIIEHUSMU HYTPUTHUBHOTO
craryca. O/HaKo, ONTHUMAaJbHbIE METOJWKH, CXEMbl NMPHUMEHEHUs, BHJBl U CIOCOOBI BBEICHUS
MUTATEeNIbHBIX CMeced, CIOCOOBbl 3aMECTHTENbHOM (EepMEHTHON Tepanmuu Mpu TMPOBEIECHUU
30H/I0BOW THIIEpATUMEHTAIIMH HYKJAI0TCA B JalbHEWIIed oTpaboTke B MPAaKTUKE OTEUECTBEHHOMN
ITyJIbMOHOJIOTHU Y NIEUATPHH.

Iloka3aHo, 4YTO TOJBKO IIPUMEHEHUE DHTEPAIbHOIO 30HJIOBOIO IIUTAHUS JOCTOBEPHO
IPUBOAMT K YITYYIICHUIO HYyTPUTUBHOIO cTaryca 60iabHbIX MB.

I'opMoH pocTa ¥ CTUMYJISITOPBI ANINIETHTA
B Hacrosiiee BpeMsi JOCTaTOUHBIX T0KA3aTENIbHBIX TAHHBIX I PEKOMEH/IALNU MTPENapaToB
JAHHBIX TPYIMII, a TAK)KE€ CaMHUX JICKAPCTBEHHBIX CPEACTB C 3apETUCTPUPOBAHHBIMU MOKA3aHUSIMU
IUIA JeTeil HeT.
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B Ipunoxenun 1 nepeyrcieHsl TPOIYKTH B CMECH, KOTOPbIE MOTYT OBITh MCIIOJIb30BaHbI
11 J1Ie4e0HOr0 M JONOJHUTEIBHOTO MUTaHUA OOJIBHBIX MYKOBHMCLHIO030M Pa3IMYHOIO BO3pacTa,
3aperucTPUPOBAHHBIC U JOCTYIHbIE HAa TeppuTopuun PO.

[Ipunoxenune 1

Cwmecn JIIA J1Ie4eOHOT0 U JOIIOJIHUTCIIBHOI'O ITUTAaHUA AJIA 6oisHBIX MB Pa3JIMIHOIO

0OEJIKOB MOJIOKA

IIpe-Hytpunax (Hyrpurek, Poccus),
IIpe-Hau (Hectie, lIBeinapus);
IIpe-Hytpunon (Hyrpunus, ['onnannus),
Cumunak Ocobas 3abora (26601T, CIIIA),
®puco-Ilpe (Opucnenn, ['omnangus);

Xymana JIIT+CHT (Xymana, I'epmanus)

CwMecn U1 3HTEpaTbHOTO MUTAHMS IS AeTe crapire 1
roga: Hyrpusn FOumop (Hyrpurexk, Poccus), Hyrpuan,
Hytpunu ¢ numeBbiMu BoaokHamu, HyTpunu OHeprus,
Hytpunn Jpunk (Hytpunws, IN'onnasgust), Knunytpen
IOnmop, Pecypc FOnunop, (Hectne, IlBetinapus),
[enualllyp (2660T, CLIIA).

CMecH 1 SHTEpaJIbHOTO MUTAHUS 11 AeTei cTapiie 3 jer
u B3pocieix: Hytpusn Crannapt, HyrpusalIMmyH,
Hytpusnllynsmo, Hytpusr Octeo (Hyrpurek, Poccus),
Kiunyrpen Ontumym, Pecypc Ontumym, M3ocype, Umnakt
Opan (Hectxe, HIBeitnapus), Hyrpuson, Hytpuzon ¢
MUIIEBBIMA BoJOKHaMU, Hytpmson Dueprus (Hytpuius,
TNomnannus), N3okan (Mun Jxxoncon, CIIA), DHuryp 2
(36601, CIIA) u mp.

BO3pacra.
I'pymma HasBanue npoaykra, pupMa-u3roToBUTENb, CTPaHa- [Ipumenenwne, nperHa3HAYCHIC
MPOU3BOUTENb
Ha ocnose JleTckre MOJIOYHBIE CMECH C ITOBBIIIEHHON KBOTOI Oenka 1 3aMeHHUTeNb TPYIHOTO MOJIOKA
LIEJIbHBIX KaJOpPUHUHOCTHIO, ¢ BKItoueHneMm CIIT: JUIST HETOHOIIEHHBIX U

MAaJIOBECHBIX JIeTel 1-ro roma
JKM3HH, TOIMOJHUTEIBHOE
IIMTAHUC K CCTCCTBCHHOMy
BCKapMJ'II/IBaHI/IIO

3aMeHUTeNb IPYAHOTO MOJIOKA
JUTSL IeTedt crapie 5-6 mec,
TIOTYYaIOIUX IIPUKOPM

DHTepalbHOE U OTIOHUTEIHHOE
HUTaHue 414 Aetei oT 1 roma 1o
6-10 ser, HOYHasA
TUMepaTuMeHTaIINs

DHTepallbHOE U IOTIOTHUTEIHHOE
NUTaHUe JJIs 1eTel crapiie 3 et
1 B3pOCIIBIX, HOYHA
TUTepaTUMEHTAIINS

BEJAEHUE MAIIMEHTOB C MB

bonbapie MB  10KHBI HaxXxoIUThCS Ha AaKTUBHOM JAWcHaHcepHoM HaOmoneHuu. Ilo
JNOoCTHKEeHUH Bo3pacta | roma OonmpHbIXx MB Heobxoaumo oOcnenoBath | pa3 B 3 Mec., 4To
MO3BOJISIET CJIEIUTh 3a JUHAMUKOHN 3aloneBanust (Tabn. 18) u cBOEBpeMEHHO KOPPUTHpPOBATH

TEpaIuIo.

Tab6muma 18.

[Tepedyens m1aboOpaTOPHBIX U HHCTPYMEHTAILHBIX UCCIICIOBAHUH,
OCYIIECTBISIEMBIX TIPU aMOYJIaTOPHOM OCMOTpE.

HccnenoBanus, KOTOpble HEOOXOIMMO ITPOBOANTH NPH
KaxaoM npuéme nauuenTa (1 pas B 3 mec.)

O0s13aTeNnbHOE eXKErogHoe 00CIeI0BAHIE

Tena)

AmnTtponomerpus (poct, Macca Teia, IeQUIUT MacChl

Buoxumunueckoe ucciaenoBaHue KpOBU (AKTUBHOCTh
Me9E€HOYHBIX (PEPMEHTOB, COOTHOIICHNE OSNKOBBIX (PpaKIIii,
3IIEKTPOIUTHBIN COCTAB, KOHIIEHTPALIHS TJIFOKO3bI)

OOwmmii aHaan3 MO4YH

KomretorepHas Tomorpadus OpraHoB TPYTHOU KIIETKH

KOHpOJ’IOFI/I‘ICCKOG HUCCICTOBAaHUC

YIpTpa3ByKoOBOE HCCIIEOBAHNE OPTAHOB OPIONTHOM MOJIOCTH

Knunnueckuii ananus xpopu™

OKT

Bakreprosornyeckoe ucciae0BaHUE MOKPOTHI (IpU
HEBO3MOXHOCTH COOpaTh MOKPOTY — Ma3Ka C 3aJHel
CTEHKH IJIOTKH) Ha MUKPO(]IIOpY ¥ YyBCTBUTEIHHOCTh

®ubpo33odaroracTpoayoCHOCKOIUSL
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K aHTHOMOTHKaM *

Hccnenosanne ®BJI* OCMOTp OTOPHHOJIAPHUHTOJIOTOM

Omnpenenenne SPO,* Tect Ha TONIEPAaHTHOCTH K IIIIOKO3€

* JIOTIOJTHUTENNFHO HWCCJIEJIOBAaHWE TPOBOIAT TMPH TOSBICHUM IPU3HAKOB OOOCTpeHUs WH()EKIIMOHHO-
BOCHAJIUTENIHOTO TPOIIecca B OPOHXONErOYHON CHCTEME.

Jleuenue OGonpHBIX MB mpennouTHUTENBHO MPOBOAWTH B CIELUATHU3UPOBAHHBIX IIEHTPAX.
Tepanus MB He orpannynBaeTcsi paMKaMyl MEAMKaMEHTO3HOTO JiedyeHus: 00apHbIM MB Tpebyetcs
KOMIUIEKCHAs MEAMIIMHCKAas IOMOIIb IpU AaKTHUBHOM YYAaCTHMM HE TOJIbKO Bpayed, a TaKkxKe
MEIULUHCKUX CECTEp, TUETONIOTOB, KWHE3UTEPAIEBTOB, ICUXOJIOTOB U COIUAIBHBIX paOOTHUKOB. B
YCIIOBUSIX PETHOHANILHOTO IIeHTpa MB pexomenyercs peryisipHoe amOyliaTopHOoe HabI0IeHUE 32
OOJIbHBIMH, C TOCHUTANIHM3AIMENd B CHEHUAIM3UPOBAHHYIO KIMHUKY (OTAEICHHE IMyIbMOHOJIOTHH
MHOTONPOGUIbHBIX YUPEXKIEHUIN) B clydyae pa3BUTHsI MH(EKIMOHHBIX WM APYTUX OCIOXKHEHUN
3a00JIeBaHUS.

[TepeBoa nmarmenTa Bo B3pociblil ieHTp MB nomken Ob1Th 3aBepiieH k 18 rogam. C 16 1o 18
JeT - MepexXoIHbIA nepuo. JmurenbHOCTh MpeObIBaHUS B KPYIIIOCYTOYHOM/THEBHOM CTAallMOHAPE
cocTaBisieT B cpenHeM 14-21 neHb B 3aBHCHUMOCTH OT TSDKECTH TEueHHUs 3a0o0NieBaHUS U
COIYTCTBYIOLIMX oOciokHeHuM. IlanurenroB HeoOxomumo o0cienoBarth Kaxzaple 1-3 wmecsua.
BriepBbie auarHocTHpOBaHHBIC IETH WM MAIIMEHTHI C TKENBIMU (hopMaMu 3a00JIE€BaHUS TOJIKHBI
HaOIIOAaThCS emle yame (eKeMeCcsSIHO), TOr/1a KaK MalueHTHl C JISTKUM WM aTHIIHYHBIM TeUeHHEM
MB moryT HabmoaaThes pexe (Kaxabie 3-6 mec.).

[Ipn OTCYTCTBUMM MEIMUMHCKUX MOKAa3aHUM K TOCHUTAIM3alMU OOJbHBIE HAIPAaBISAIOTCA Ha
amMOyIaTOpHO-MOJUKIMHUYECKOE JT0JIeYMBaHUE Y Bpaya-TieAuaTpa U myJIbMOHOJIOra.

BosibHBIE ¢ OPOHXO-TIETOYHBIMU 3200JIEBAHUSAMH MOTYYArOT:

- B paMKax NEPBUYHON MEIUKO-CAHUTAPHOU IMOMOILHN — TEPANIEBTUUECKYIO, IEIUATPUUECKYIO
MTOMOIIb;

- B paMKax CIEUHAIUM3UPOBAHHONM MEIULMHCKON IOMOIIM — IIYJIbMOHOJIOTHUYECKYIO
MEIUIIMHCKYIO TIOMOIIIb.

Bpauu-nynbMOHONIOTH OKa3bIBalOT MEAMLMHCKYIO ToMollb OonbHBIM ¢ MB Ha ocHoBe
B3aUMOJICMCTBUS C BpayaMH JAPYTHUX CIIEHHUAIBLHOCTEM.

Oxazanue MeIUIMHCKOM nmomomu 60abHbIM ¢ MB B pamkax nepBUYHON MeIMKO-CaHUTapHON
MIOMOUIY B aMOYyJIaTOPHO-TIOJUKIMHUYECKUX YUPEKICHHUSIX OCYIIECTBISETCS Y4aCTKOBBIM BpPauOM-
NeANAaTPOM, B COOTBETCTBUM C YCTAHOBJICHHBIMU CTAaHIAPTAaMU MEIULMHCKON MOMOIIU C Y4ETOM
PEKOMEHTallnid Bpayen-1yJIbMOHOJIOTOB.

IIpn HampaBieHUW K Bpaudy-IyJIBMOHOJIOTY BpauaMU-IIEAMATPaMH yYaCTKOBBIMU M BpadyaMu
JIPYTUX CTICIHATIBHOCTEN MTPEA0CTABIIACTCS BBIMUCKA U3 aMOyIaTOPHOM KapThl (MCTOpUM 0OJIE3HU) C
yKa3aHHeM MPeABAPUTEIHHOTO (WM 3aKIIOYUTEIBHOT0) AUAarHo3a, COMyTCTBYIOIUX 3a00JIeBaHUH,
a TaKKe UMEIOLIUXCS JaHHBIX JTAOOPATOPHBIX U (PYHKIIMOHATBHBIX UCCIIEAOBAHUM.

[Ipy HEBO3MOXHOCTH OKa3aHHUs MEIMIUHCKOW MOMOIIM B KaOMHETE Bpayda-IyJIbMOHOJIOTra
0OJIbHBIE HAIpPABISIOTCS B OTHEJIEHHE IYJIbMOHOJOTMM JJIsl BBIPAaOOTKM TAKTHUKU BEACHUS HU
MIPOBE/ICHUS] HEOOXOJMMOT0 CTIEUATIM3UPOBAHHOTO JICUEHUSI.

bonbabie ¢ MB, Hy)xnarmoumecs B CTAlIMOHAPHOM JICYEHWH B paMKax MEPBUYHON MEIHKO-
CaHUTAPHOM IIOMOIIY, HAIPaBJISIFOTCS 10 MEAWLIMHCKUM II0KAa3aHUSAM B TEPaNeBTUUYECKHE U
neAuaTpudeckie OTAeNeHNs MEIUIMHCKUX OpraHu3aliil BpauaMu CKOPOH METUIIMHCKON OMOIIH,
BpayaMu-nieguaTpamMmu Y4aCTKOBBIMU u BpavyaMHU-11yJIbMOHOJIOTaMHU amOynaTopHO-
MOJINKJIMHUYECKUX YUPEKIECHUM.

BonbHble ¢ OpOHXO-JIETOYHBIMHM ~ 3a00JI€BaHUSMH TIO0 MEIUIUHCKHM  ITOKa3aHUsM,
HYXJIAIOIMXCS B OKA3aHUM CINENMAIN3UPOBAHHON MTYJIbMOHOJOTMYECKON CTAallMOHAPHOW IMOMOIIIH,
HaIpaBJIAIOTCS. B OTAEICHUS IYJIbMOHOJIOTMH JAETCKMX MEAUIMHCKMX OpraHu3alil BpadoM-
MYJIbMOHOJIOTOM, BPauOM CKOPOW MEAUIIMHCKON TTOMOIIIH.
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IIpu nHeapdexkTuBHOCTH JeueHHst OOJbHBIE € OPOHXO-JIETOYHBIMU 3a00JIEBAaHUSMH IO
MEIUIIMHCKUM TTOKa3aHUSAM TIEPEBOIATCS W3 TEPANEBTUYECKUX W MEIUaTPUYECKUX OTIACICHHN B
OTAENICHUE MyJIbMOHOJIOTHH JETCKUX MEIUIIMHCKUX OpTaHU3aIUi.

IMPO®UITAKTUKA

Cnoco6oB nepBuuHoi mpodrmraktukn MB — He cymiectByeT. B kadecTBe mMep BTOpUYHOM
npoUIAKTUKH ITOTO 3a00JIeBaHUS BEICTYIIAIOT:

1) nopoaoBasi TMarHOCTUKA U

2) HeoHaTajgbHas quarHoctuka MB.

ITPOI'HO3

MB — xpoHuYecKkoe HensJieunMoe 3a00JIeBaHNe, TO3TOMY OOJIbHBIC HYKIAIOTCS B aKTHBHOM
JUCIAaHCEPHOM HAOJIOACHUM M HENpPEpbHIBHOM JIEUEHUH. Y OJIHUX TNAIlMeHTOB, HECMOTps Ha
CBOCBPEMEHHYIO JTMarHOCTUKY W aJICKBAaTHYIO TEPAIUI0, TOPAKCHHE OPOHXOJIETOYHOW CHCTEMBI
OBICTPO MPOTPECCUPYET, Y IPYrUX AMHAMUKA U3MEHEHMI Oosiee OnaromnpusitHa. MHOTHe HallMeHThI
JOKUBAIOT JI0 B3POCIIOTO U JIaXKe 3peoro BO3pacTa.
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