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Kparkas nadopmanus

Omnpenesienne

Kucrosusiit  ¢uodpo3 (MykoBHCIHI03) - ayTOCOMHO-PELECCUBHOE MOHOTCHHOE
HacJIeICTBEHHOE 3a00JIeBaHUE, XapaKTepU3YIOIIeecs MOPaXEHUEM BCEX HK30KPHHHBIX JKeNE3, a
TaKXe *XM3HEHHO BaXKHbIX OpraHoB u cucteM. llaumenTsl ¢ MykoBuciuaosoMm (MB) tpebytor
IIOCTOSIHHOW PEryJIIpHOM KOMIUIEKCHOM Tepanuu. lIpu oTcyTcTBHM JIedeHHs MYKOBUCLIHJIO3
cuutaercs (araibHbIM 3a00neBanuemM. [1].

ITHOJIOTUS M ATOreHe3

I'en MB 06b11 u30aupoBan B 1989 ., 0H pacronokeH B cepeAuHe UIMHHOTO Iieda 7
ayTOCOMBI, coiep>kUT 27 3k30HOB U oxBaThiBaeT 250 000 map HykineoTu0B. OH KOHTPOJIUPYET
CTpYKTYypy U QyHKimio Oenka, HazpanHoro CFTR (Cystic Fibrosis Transmembrane conductance
Regulator) - tpancMemOpanubiii perynsrop MB. Ha ceroausiinuii geHb BoigeaeHo okoso 2000
mytanuii rena CFTR, oTBeTcTBEHHBIX 3a pa3ButHe cumntoMoB MB [2, 3]. Cpenu HEX, cOrIacHO
JAHHBIM HAIlMOHAIBHOTO PETUCTpa, HauOoJee YacTO BCTPEUAIOTCS CIEAYIOIINE IaTOTCHHBIC
Bapuantel CFTR: F508del (52,8%), CFTRdele2,3 (6,21%), E92K (3%), 2143delT (2,15%),
3849+10kbC>T (2,02%), W1282X (1,9%), 2184insA (1,85%), 1677delTA (1,81%), N1303K
(1,54%), G542X (1,35%), L138ins (1,24%) [4].

CFTR nokanmusyeTcss B amuKajdbHOW YacTH MEMOpaHbl SIUTEIHAIBHBIX KJIETOK,
BBICTHJIAIONINX BBIBOJHBIC TIPOTOKH JKEJIe3 BHEITHEH ceKperuu (ITOTOBBIX, CIFOHHBIX, JKeJe3 B
OpoHXax, IO/DKEITyIOYHON jKeJe3e, KUIIEYHHKE, YPOTCeHHTAIBHOM TpPAaKTe), OH PETYyJIHpPYyeT
TPAHCTIOPT IEKTPOIUTOB (TJIABHBIM 00pa3oM XJI0pa) MEXIY dTUMH KJIETKAaMU U MEXKKIECTOYHON
xuakocteto. [Tocnennue uccnenosanus nokaszanu, uro CFTR sBasieTcst COOCTBEHHO XJIOPUTHBIM
ka”HasoM. [larorennsle BapuaHTel reHa MB HapymarT HE TOJIBKO TPAHCHOPT, HO U CEKPELUIO
HMOHOB xJyiopa. [Ipu 3aTpyTHEHUN UX MPOXOKICHUS Yepe3 KICTOYHYI0 MeMOpaHy yBEIHYNBACTCS
peabcopOrusi HaTpHsl KENE3UCTHIMH KJIETKAMHU, HapyllaeTcs OJIEeKTPUYECKH TMOTEHIHA
MIPOCBETA, YTO BBI3BIBAET U3MEHEHUE AJIEKTPOIUTHOTO COCTaBa U JIETHAPATAIMIO CEKpeTa jKele3
BHEITHEW cekpenuu. B pesynbTrare BBIACISIEMBIH CEKPET CTAHOBUTCS YPE3MEPHO TYCTHIM U
Bs3KUM. [Ipu 3TOM CTpamaroT JIETKHE, KENTYyA0YHO-KHIIECYHBIH TPAKT, NIEUYCHb, IMOKETYI0UHas
xKenesa, MouerosioBas cuctema u T 1. [1, 5]. TIporpeccupoBanue JIErOYHON HETOCTATOYHOCTH
SBIIsIETCS HanboJiee YacToi MpUYNHON cMepTH NanueHToB (95%).

INHUAEeMHUO0JIOTUA

Bcero no mamnsiM HammonaneHoro perucrpa 2017 roga B Poccum 3apeructpupoBaHo
3096 nanuenToB ¢ MB [4]. YUacTtora MB konebnercs ot 1:600 mo 1:17000 HoBOpokaeHHBIX. [1o
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Poccuiickoit ®enepaunn yacrora MB cocraBmsier 1:9000 HOBOpPOXAEHHBIX IO JTaHHBIM
HEOHATAJILHOTO CKpUHUHTA [1].

B Poccun MB, no-nipesxxaeMy sIBJISIeTCS IPEUMYIIECTBEHHO JIETCKUM 3a00JI€BaHUEM, JTOJIS
naruenToB crapire 18 et - 20,5% mo maHHBIM peructpa nanueaToB ¢ MB 2017 r [4]. TIpu sTom
B €BPONEICKUX CTpaHax Cpeld MAlMEeHTOB C 3TUM JAMAarHO30M NpeodaJaloT B3pOCIble, TaK B
Hopserun u Hunepnangax nonst B3pocibix (crapire 18 ser) 6onee 60% (maHHBIE €BPOMEHCKOTO
peructpa 3a 2017 rop [6]). Cpennuit Bo3pact nauuentoB B EBpone 20 ser, a B Poccun - 12 ner.
OT10 npobiema He TOJIbKO OpraHU3aluy MeIULIUHCKOMN MOMOIIU U JIEKAPCTBEHHOT'O 00ECIICUEHHS.
B EBporne yactora XpoHn4YecKol cuHerHoiHon nHdekuu cpeaun 60ibpHBIX MB coctaBmsier 6 -15

% cpenu nereit, B PO — 25 - 40%.

Oco0eHHOCTH KOMPOBaHMS 3200J1eBaHUs 110 MeXIyHApOAHONU CTaTUCTUYECKON
kiaccudukamnum 6ose3Helt U mpoodieM, cBs3aHHBIX co 310poBbeM (MKD 10)

Kucrosznsriii pudpos (E84):

E84.0 - Kucro3uslit puOpo3 ¢ 1ErouHbIMU TPOSIBICHUSIMH,

E84.8 - Kucro3uslii pudpo3 ¢ ApyruMu nposBIeHUSIMY;

E84.9 - Kucro3ublii ¢ubpo3 HeyTOuHEHHBIA B Hacmoswee 6pems s3mom KoO
npuceaueaemcs NAYUeHMam C  HEONpeoeNleHHbIM  OUACHO30M  NPU  NOLONCUMENbHOM

HeoHaAmaslbHOM CKpUHUHRZee HA MyKOGZ/lCL;Llc)Oi

Kaaccuduxkanus

Knaccugukanus, npunstas Bcemupnoit  Opranmszanmeit  3apaBooxpanenuss  (BO3),
Mexnynapoanoi Accouunanueil MykoBucuuaosa, EBponeiickoit Accornuanueir MykoBucIH103a
[7,8,9, 10, 11]:

o Kiaccuyeckuii MyKOBUCIIHIO3 C MTAHKPEATUYECKOW HEIOCTATOYHOCTHIO (CMEIIaHHas UITH
nerouno-kumeynas Gopma 3abomesanmsal), pancreatic insufficiency (P1) - MB ¢
MaHKpeaTHuecKoi HeI0CTaTOYHOCThI0, E84.8.

o Kiaccuyeckuii MyKOBHUCLHI03 C HEHAPYIICHHON (YHKIHEH MOMKETyIOYHON Kele3bl
(mpeuMyIeCTBEHHO NerouHas (opma 3abonesanus’), pancreatic sufficiency (PS) - MB ¢
HEHapyUIeHHOH (yHKIMel nopkenyouHoil xxenesnl, E84.0.

e HeomnpeneneHHuslii [UarHo3 MpH MOJOKUTEILHOM HEOHATAJIbHOM CKPUHUHIE HA MBZ,
E84.9.

e 3aboneBanus, accomuupoBaHHble ¢ TeHoM CFTR (B JaHHBIX METOIUYECKUX
PEKOMEHIAITUAX HE PACCMATPHUBAIOTCS)

— H30JMPOBAaHHAA OGCprKTI/IBHaH a300CIICPMUs;



XPOHUYECKU TAHKPEATUT;
TMCCEMUHUPOBAHHBIE OPOHXO0IKTA3BI.

B xi1MHHYeCKOH MpaKkTUKe MCIOJIb3yeTCs KiIacCu(pUKaLys, IpeaAcTaBieHHas B Tadbuune |
[1]. Mannas wnaccudukanusi ObUIa HCIOJIB30BaHA NPU COCTABICHHM MOJEIM TAlUCHTA JUIs

OLICHKHU CTOUMMOCTH TCpPAIIUU.

Taoauna 1. Knuanyeckas kiaaccupuxkanusa MB
(mpenJioskeHa Ha ocHoBe PadGoueii kiiaccu(pukanusi MyKOBHCIIH/I03a
(Paunnckmii C.B., Kanpanos H.U., 2000 [1]),

pexomenaanuii BO3 u EBponeiickoii acconnanuu MyKoBHCIua03a) [4].

XapakTepucTHKAa OPOHXO0JIETOYHBIX H3MEHEHHUIH

Jlerounas gopma

- CMEILIAHHBIA THIIT

®aza n Apyrue
®opma Gos1e3HU NpOosiBJICHUS OcJ10:kHeHust
K AKTHBHOCTE Crenenn 3a00/1eBaHUs
JTHHHYeCKAast npouecca T
Kaaccuueckuid XpoHHYeCcKuit Bre 0 Cunycut Aolcuecchl, aTeneKTassbl,
MYKOBHCIH/103 00CTPYKTUBHBIN obocTpeHus | crenens ITHEBMO-
OpOHXHT Il crenens |CHHAPOM IICEBRO- [ITHOITHEBMOTOPAKC,

CMemanHasi Wi O6octpeHnue, Il crenens |Baptrepa KpOBOXapKaHue,
JIETOYHO- Bbponxoskrasst THUIT 000CTPEHHUS: KpOBOTEUYEHHE (JIETOYHOE,
KHIIeyHas ¢popma |(JIOKaTM30BaHHBIE U |- 00OCTpEeHUE AzoocrniepmMust JKEITy TOYHOE),
3a0os1eBaHMS JIMCCEMHUHUPOBAHHBIE | XPOHHYECKOTO AJUIePrHYECKUi
(MYKOBHCHHUO03 € |) C YKa3aHUEM OpoHXHTA; PermnuBupytommuii | OpoHXOJIETOYHBIH
MAHKPeATHYeCKO# |JIoKanu3aiu - MHEeBMOHHA (C MaHKPEaTUT acnieprmiuies (ABJIA),
HeT0CTATOYHOCTH yKa3aHHeM JIero4Hask TUIIEPTEH3NUSL.
10 — E84.8) [TaeBMOGHOpO3 JIOKAJTH3AL1H) IMonuno3s Hoca.

MekoHHeBBIH uieyc,
JKBHUBAJICHTHI MEKOHHUEBOT'O

3a00J1eBaHNA nieyca, BEIIIaICHUE

(MYKOBHCIHA03 C MPSIMON KUIIKH.

HeHapyLIeHHOMH Huppo3 neuenu

dynkumeii (6e3 u ¢ mopTaIEHOI

MOJKeTyA0YHOMI Tunep-

JKeJie3bl TEH3HEN),

- E84.0) KEITYHO-KaMeHHast 00JIe3Hb
(KKB).

OtcraBanne B GU3NIECKOM
pa3BUTHU.
benkoBo-sHeprernueckas
HEJOCTaTOYHOCTb.
Hapymenne
TOJIEPAaHTHOCTH K
yIJIeBOJAM.
MykoBucuuno3-
ACCOIMMPOBAHHBIIN
caxapHBIi quaber.
CHIDKeHIe MUHEPAIBEHO
IUTOTHOCTH KOCTHOH TKaHH.
Bropuunslit octeonopos.
AMUIONI03 TTOYEK.
Cuanoa/JieHuT.

Buramun K-nepunntHoie
COCTOSAHUA
(remMopparmyeckast
0OJIE3HB).




T'enorun (myraiuu resa CFTR) VYkazarp coryiacHo 0aze
nmanaeix CFTR2.0rg u
Koncencycy no
KIMHAYIEeCKUM 3 perTam
TeHETHYECKUX BapHaHTOB
(6a3a nanubx SeqDBhttp://
seqdb.med-gen.ru/)
Muxkpobuonorudeckuii ctaryc (ykasplBaeTcs 1aTa HEPBUYHOTO BHICEBA CradnIoKOKKOBas
MHUKpPOOHOT0 MaToreHa (IaToreHoB) U, €CIH €CTb, IIOCIIEeIHETO) HH}EKIus.

CuHerHoiHass MHQEKITHL.
Wndexnns, Ber3BanHast B.
cepacia.

Jpyrue nadexnmu.
MuKpoOHBIEe acCOIHAINHL.

Npyrue hopMsr: CradnIoKOKKOBas
HeomnpenenenHsiii tuarHo3 NpH MOJOKHUTEIFHOM HEOHATAJIbHOM CKPHHUHIE |MHQEKIHUS.
Ha MykoBucuuno3? — £84.9. CuHernoiHas HHQEKIHS.
3aboneBanus, acconunpoBannbie ¢ reaom CFTR: Wudexnus, Be3BaHHAS

—  H30JMpOBaHHAs OOCTPYKTHUBHAS a300CIICPMUSI; B.cepacia.

—  XPOHMYECKHMH NAHKPEATHT; Jpyrue napexnnm.
JIMCCEMHHUPOBAHHBIE OPOHXO0IKTA3bI MUKpOOHBIE aCCOIMAIIHH.

Ilpumeuanus:

Y dopma uz knaccugpurayuu MB Pauunckozo C.B., Kanpanoea H.H. (2000).

2 [TonoscumenvHulii HEOHAMANLHBI CKPUHUHS UL HEOHAMANbHAA 2UNePMPUNCUHOLCHEMUS He
ABIAIOMCA  OUACHO30M U 6 KIACCUPUKAYUIO He BKIIOUEeHbl, NAYUeHmAaM ¢ HeOHAMANbHOU
eunepmpuncurno2enemuell. pekomenoyemcs 8 1 200 nposecmu noSMOPHYIO HOMOBVIO Npobdy.
Hcnonvzyemcsi HOBblL  OUACHO3 — «HEONPEOeNeHHbIll OUACHO3 HpPU  HOJOHCUMENbHOM
HEOHamanbHOM CKPUHUH2E HA MYKOBUCYUOO3)

SCmenenv Ovixamenvnoli nedocmamounocmu ycmanasiusaemcs. coenacto «Knaccuguxayuu
ovixamenvHou HedocmamoyrHocmuy (Hayuonanvnoe pykosoocmeo no 6one3uam o0peanos
ovixanus, 2010). Cmenenv msascecmu 3a001€6aHUsL PEKOMEHOYEMCs He YKA3bl8AMb UCX005 U3
NEePBUUHO-XPOHUYECKO20 MedeHUsl, NOTUOP2AHHO20 NOPAXCEHUsL U NPOSPEOUCHMHO20 MEeYeHUSL.
Tacxcecmv cocmosanus ycmanasaueaemcs coenacro Illpunoocenuto k npukasy Munucmepcmea
mpyoa u coyuanvHou 3awumsl PO «O xnaccugukayusx u Kpumepusix, UCNOLb3YEMbIX NpU
ocyujecmenenuu MeOUKO-COYUATLHOU 9KCnepmu3svol epascoan peodepanvrvimu
20CY0apCcmeeHHbIMU YUPeHcOeHUAMU MEeOUKO-COYUaNbHOU 3xcnepmussly [Ipuxaz Munucmepcmea
mpyoa u coyuanvrozo pazsumus P® om 27 aseycma 2019 2. Ne 5851 "O xknaccugpuxayusax u
KpUmepusx, UCnob3yemvblX npu OCYUeCmeleHU MeOUKO-COYUANbHOU IKCNepmuU3bl 2paricoaH
Gedepanvubimu 20Cy0apCmMEEeHHLIMU YUPEHCOeHUAMU MeOuKo-coyuarviou skcnepmusnl” [12] (c
01 aneapa 2019, cm. paszoen «Cnpasounvie mamepuaisi, 6K04As COOMEEMCMEUe NOKA3AHUL K
NPUMEHEHUIO U NPOMUBONOKA3AHUU, CNOCOD08 NPUMEHEHUs U 003 JTeKAPCMBEHHbIX NPEenapamos,
UHCIMPYKYUU RO NPUMEHEHUIO TEeKAPCMBEEHHO20 NPEeNnapamay).

Knauangeckue IMPOSBJICHU A 3a00JIeBaHUS IMPEACTaBJICHLI B Ta6J'II/II_Ie 2.

Tadanua 2. KnnHu4yeckne nposiBJIeHNs, XapaKTepHbIe 175l MyKoBHcIu103a [1].

Boicokocnenuduunsie 1as MB Menee cnenupuunsie 1ast MB
Co cmoponbl cucmembl NUULEEAPEHUA Co cmoponbl cucmembl NUWLEEAPEHUA'
e  MeKoHUEBBIN UIeyc e  OrcraBanue (HPU3MIECKOTO PA3BUTHS
e  DK30KpHHHAs HEAOCTATOYHOCThH IOJKETYyAOUYHON e  TumomporenHemus
XKenessl y Jereit e JleduImT KHPOPACTBOPUMBIX BUTAMIHOB
e  Cungpom JHCTaIbHON HMHTECTHHAIBHON
0o0CTpyKIUHU

e  PekranbHbIi mpoarnc
e  bunmapuslit nuppo3
e  [lopranbHas runepreH3us
e XKKB y sereii 6e3 reMOJMTHYECKOTO CHHIpOMaA




e  [lepBHYHBIH CKICPO3UPYIOUINH XOJAHTUT
OK30KpHHHAs HEJOCTaTOYHOCTh IIOAXKEIYJOYHOU
JKEJIE3bl Y B3POCIIBIX

e  PenunuBupyrouuii maHKpeaTUT

Co cmoponvl dblxamenpHviX Nymeii: Co cmoponvt dvixamenbHvix nynei:
e  XpoHmyeckass MHQEKIUs, BBI3BaHHAS MYKOUIHOH e  XpoHHYecKas WIN pPEIHUANUBUPYIOIAas HHQEKIHs,
(dopwmoii P. aeruginosa BbI3BaHHas S. aureus, P. aeruginosa, A.

e BpOHX09KTa3bl B BEPXHHX JOJISX OOOHMX JIETKHX xilosoxidans, H. Influenzae
e [lepcuctupyromass uHpekuus, BbI3BaHHaA B. e  PeHTreHonormueckue IpHU3HAKH OpPOHXOIKTA30B,
cepacia aTeJIeKTa30B, TUMEPUHOIAINNA WIH XPOHHYECKas
e Ilonumsl HOCa y neTeit nHUIBTpass Ha pEHTITeHOrpaMMe OpraHoOB

IpyIHOHU MOJIOCTH

e KpoBoxapkaHee, cBsi3aHHOe C  AU(QPY3HEIM
MOpaKEHHEM JIETKUX, OTIMYHBEIM OT TyOepKylesa
WU BaCKyJIUTa

e XpOHHYECKUH W/WIN NPOIyKTHBHBIA Kalleib
e  Amepruuecknii OpOHXOJIErOYHBIN acIepruine3
e  Tlonumsl HOca y B3pOCIBIX
e  PeHTreHonoruueckue TPH3HAKH XPOHHUYECKOTO
MIAHCHHYCHTA
20€: pyzoe:
e CHHIpPOM 3JICKTPOIUTHBIX HapyIIEHUH e  VrTojuieHne KOHIEBBIX (anaHr
e  Bpoxnennoe JIBYCTOpPOHHEE OTCYTCTBHE e Octeonenus/ocTeonopos B Bo3pacte <40 et
CEMSBBIHOCSAIINX TPOTOKOB e Herumuunsni guaber

[IpuMepsl IMarHo30B AEMOHCTPUPYIOT MOJMOPTaHHOE OPAKEHNE, XapakTepHoe 11 MB, uro
oIpeeNsieT MHOTOKOMIIOHCHTHYIO TEPAIUi0 B CTOUMOCTh JICUCHUSI:

—  Kucmo3snoviii gpubpos nodoicenyoounou dcenezvl (mykosucyuooz — E84.8) [cenomun
F508del/F508del/, réeouno-kuweunas gpopma, cpeonemsicenoe meuenue. Obocmpenue.
Xponuueckuii  obcmpykmusHolii - 6ponxum.  eixamenvhas nedocmamounocms (-1
cmenenu. Xponuueckas ungexyuss Pseudomonas aeruginosa (2017 - 2019). Xponuueckas
NaHKpeamuyeckas HedoCmamoyHOCmMyb, MANCEN0U CMeneHu.

Ocnoocnenusi:  Omcemasanue 6 ¢usuueckom pazeumuu. benkogo-snepeemuueckas
HedOCmamoyHoCcms 2 Cim.

—  Kucmo3snwiti puopos (Myxosucyuoosz — E 84.8) [eenomun: eemepozucoma no mymayuu
2143delT/ ne ussecmnal, necouno-xkuweunas gopma, msaxcéroe meuenue. Xponuueckas
NAHKpeamuyeckas He0OCmamoyHOCb, msHCcenonl cmenetu. Obocmpenue
Oponxonecouno2o npoyecca no OpoHxumudeckomy muny. Xpouuyeckuui Oughghysmwiii
opouxum. Pacnpocmpanénuvie yunumopuueckue OPOHXOIKMA3bL  000UX — JIESKUX.
Lvixamenvuas nedoocmamounocmo Il cmenenu. Xponuueckas ungexyus Staphylococcus
aureus, xponuueckas ungexyus Pseudomonas aeruginosa (2017 - 2019), Achromobacter
ruhlandii  (nepsuunvlii  6vices). Xponuyeckuti NOAUNO3HO-CHOUHBIU NAHCUHYCUM,
obocmpeHue.

Ocnooicnenus: Ilonunosz okokonocosvix nazyx 2 cmenenu. L{uppos nevenu (F4 no wkane
METAVIR - no dannvim ¢pubposnacmomempuu neuenu). Hapyuwenue monrepanmuocmu K

2JIIOKO3€.



Conymcmeyrowue ouacroswvi: [yooenum. bBynvoum. [[yodenocacmpanvhuiii peguioxc.

T'acmpum anmpanvrozo omoena sxcenyoka. Heoocmamounocms npuspamuuxa.

C HayaloM TPUMEHEHHS BBICOKOA(P(PEKTHUBHBIX JJOPOTOCTOSIIUX JIEKAPCTBEHHBIX
npenaparoB npu MB Bo3poc mHTepec K mpobieMam (apMakOIKOHOMHKH. BBIIO OTMEUYeHO
3HAYUTEIBHOE YBEIMYCHUE MPOIODKUTEIBHOCTH XKH3HHM MalueHToB ¢ MB mpu BKIIOUCHHH B
KOMILJIEKCHYIO TepPaIHIO BEICOK0A()(DEKTUBHBIX MTPENapaToB. Y MAIMEHTOB, KOTOPHIEC B ICTCTBE HE
MOJTyYalii a[IeKBaTHYIO Tepanuio, ObLI Xy AN POTHO3 3a00JIEBaHMSI U C BO3PACTOM 3aTpaThl HA
JI€YeHUEe MHOTOKPAaTHO BO3PACTAIH. Y BEIMYECHHUE POJOKUTEIBHOCTH KU3HU OOJBHBIX B CTPaHE
U 3a pyOeXOM YBEIMYHIOCh B CBS3M C BBEICHHEM MHKpPOCHEpPUUYECKHX MaHKPEaTHYECKUX
(depMeHTOB, HOpHa3bl alb(a U aHTUCUHETHOMHBIX aHTHONOTUKOB [13]. Takum oOpa3oM, KpaiiHe
BXHO Ha TOCYAApCTBEHHOM YpPOBHE IUIAHUPOBaTh OOBEM BBICOKOI(P(PEKTHBHON MOMOIIN
nanueHTaM ¢ MB ¢ paHHero Bo3pacta ¢ y4eToM TeueHHs 3a00JIeBaHHS M CBOCBPEMEHHOM

KOppEKIMen OCIOKHEHUM.

AHa/IU3 cTOUMOCTH 00J1e3HI
AHaJIN3 CTOUMOCTH 00J1€3HM, SIBIISIONINICS 0a30BBIM METOI0M 3KOHOMHYECKON OLIEHKU
MEIUIUHCKUX TEXHOJOIHM, OTIMYAeTCs BBICOKOH THMOKOCTBIO M YHUBEPCAIbHOCTBIO, 4YTO
MO3BOJIIET MCIIOJIb30BAaTh €0 Ha PA3JIMYHBIX YPOBHSAX OpraHM3allUM 3ApPAaBOOXPAHEHUS IPU
TUIAHUPOBAHHUHU OOPKETOB CUCTEMBI 3ipaBooxpaHeHus [14].
s mpoBenieHns (papMaKOIKOHOMUYECKOTO aHAJIN3a «CTOMMOCTH TEpaIluy MaIMeHTa ¢
MB», NO03BOJNAIOMIETO OLEHUTh COBOKYIHBIE 3aTpaThl Ha BEACHHE MALUEHTOB C JAaHHOU
naToJioruen, ObUIM IPOBECHBDI:
1. Ouenka HOpMaTHUBHON JOKYMEHTAIIMH, OTPa’Karollell COBPEMEHHOE 3KCIIEPTHOE MHEHHE C
Y4€TOM MEKIYHApPOIHBIX U OT€YECTBEHHBIX UCCIIEIOBaHMI!
e HanuoHanbHbIi  KOHCeHCyc (2-e¢ wu3gaHue) «MyKOBHCLUUAO3:  OIpeeseHHe,
JAMATHOCTUYECKHE KPUTEPUH, Teparnus» [4];
e HanuoHanpHbli KOHCEHCYC «MyKOBUCIUAO03: OIpPENEICHUE, JIUAarHOCTUYECKHE
KpuTepuu, Tepanus» [15];
e Kimnunveckue pekomennanuu «Kuctozusiii ¢pubpo3 (MykoBUCIHI03) Y aeTei», 2016
[16].
2. AnHanu3 npsMBIX MEAMLMHCKUX 3aTpaT MPOBOIMIIM Ha OCHOBE | 0Cy1apcTBEHHOT0 peecTpa
JIEKapCTBEHHBIX CPEJCTB - 0ULIMaIbHOrO U3anust MuHUCTepcTBa 31paBooxpaneHus PO,
BKJIIOUYAIOLIETO IEpPEUYeHb OTEUYECTBEHHBIX U 3apyOEKHBIX JIEKAPCTBEHHBIX CpEICTB,

Pa3pCIICHHBIX K MCAUIITUHCKOMY ITPUMCHCHHUIO B Poccuiickoit (I)enepaum/l IO COCTOAHHUIO



Ha deBpans — mapt 2020 roga [17]. B pacuerax y4HMTHIBaIMCH [IEHBI HA OPUTHHAIBHbIC
JeKapCTBeHHbIE TpenapaTsl W JOKCHEPUKH. BBIOOp HKEHEPHKOB  OIpPEeIsiIn
MaKCHUMaJIbHO MPUOIIKEHHON LIEHOW K cpelHeil 1eHe BCeX JHKECHEPHUKOB KOHKPETHOTO
JIEKapCTBEHHOT'O0 CPEACTBa, mpeacTaBieHHbIX B 0Oaze [PJIC, mnpenmyiiecTBEHHO

pOCCHﬁCKOFO IIpOU3BOJACTBA.

e OneHky MNOTpPeOHOCTM B TEPAlMU C YYETOM PEATbHOM KIMHUYECKOW INPAKTUKU

MIPOBOIVIIN 10 TAHHBIM Peructpa 601pHBIX MyKOBUCITHI030M B Poccuiickoit deaeparuun
2017 rona [4].

Jlnst mpoBeneHusi (apMaKOIKOHOMHUYECKOTO aHalli3a CTOMMOCTH JIOTIOJIHHTEIIBHOTO
CIICLIMAIM3UPOBAHHOTO MMHUTAHUS MNAUMEHTOB ¢ MB, NMOMHMO BBIIENEPEUUCIEHHBIX
HWCTOYHUKOB, MWCHOJb30BANM ENHUHBIA peecTp CBHUIETEIbCTB O TOCYAApCTBEHHOMU

peructparmu [18].

I[eTaJ'II/ISaI_II/IIO aHali3a 3aTpaT Ha JICKAPCTBCHHLIC CPCACTBA IIpU JCUCHHU ITAlIUCHTOB C MB

IMPOBOANIIN:

1.

ITo ocoGennoctam teuenust MB:
10 BO3pacTHBIM rpymmam (10 3 jaet, ¢ 4 no 10 net, ¢ 11 no 18 ner);
0 TSDKECTH T€YEHUsI 00JIe3HU (MCXO/IS M3 MIPEACTABICHHOM BbIle Kiaccudukaiuu MB).
Mopenu nauueHToB ¢ MB ObUIH OnIpesieneHbl ¢ yYeToM:
HeoOxoauMoro oobema 6asucHoit Tepanuu MB;
Tepanuu 00OCTpeHUIl OpPOHXOJIETOYHOro TMporecca nmpu MB - anTHOaKTepUaNTbHON
Tepanuy B 3aBUCUMOCTHU OT MPUYMHHO-3HAYUMBIX BO30yIuTeNel IbIXaTeIbHbIX MyTeH;

ocJioxkueHuit MB.

Jnia pacuera ctouMmocTH Tepanuu MB Ob110 HE06X0IMMO OLIEHUTH CPENIHIOI0 Maccy Tela

y neteit ¢ MB B paznuunbie BO3pacTHbIE IEPHOIbI. AHAIM3 MMPOBECH M0 JaHHBIM HarnonaasHOTO

peructpa nauuentoB ¢ MB 2017r [4]. Cpennsist macca Tena gereit ¢ MB coctaBuna:

1),

e 0-3roma-12kr;
e 4-10ner- 20 kr;
e 11-18 mer-40 kr.

Jli1g pacueTa CTOMMOCTH Tepanuu Obun copMupoBaHbl Moenu nanuenta (Ilpunoxenue



BasucHy1o Tepanuio npuHuMainy 3a Mogenb 6a3oByio — 1. B cBs3u paznuuusaMu B o0beMe
Oa3ucHoii Tepanuu npu MB B pa3inuHble BO3pacTHbIC MEPHO/bl, OBLIN BBIIEICHBI TOATPYIIIbI
JAHHOW MOJIEJIH MalUEeHTOB 110 BO3PACTy:

1-1. - Ga3oBas Mojenb Tepanuu AeTu B Bo3pacte 0 - 3 roaa;

1-2. - Ga3oBas Mojenb Tepanuu AeTH B Bo3pacte 4 - 10 JeT;

1-3. - 6a3oBas Mozenb Tepanuu AeTH B Bo3pacte 11 - 18 jet (Tabdi. 3).

B kaxxmoit Bo3pacTHON 0a30BOM MOJACIH BBIICISIIMCH TPYIIIBI ACTEH ¢ MaHKPEATHISCKOM
HenocTatoyHocThio (rpynma Pl) u 6e3 Hee (rpymma PS).

I'pynna Pl (E84.8):

1-1.PI - 6a3zoBast Mo/ieIIb TEPAIHH - ACTH C TAHKPEATHYECKOW HEAOCTATOYHOCTHIO J10 3 JIET;

1-2.Pl - Ga3zoBas Mojenp Tepamu - JIETH C IMMAHKPEATHYECKOW HEIOCTATOYHOCTHIO B
Bo3pacte 4 - 10 ser;

1-3.Pl - Ga3oBast Monenb TepanmuH - JIETH C MAHKPEATHYECKOW HEIOCTaTOYHOCTHIO B
Bo3pacte 11-18 ser.

I'pynna PS (E84.0):

1-1.PS - 6a3oBast MosieNb TEpanuy - ACTH O€3 MaHKPEaTHIECKOH HEAOCTaTOYHOCTH 10 3
JeT;

1-2.PS - Ga3oBas Mojenb Tepamuu - JeTH 0e3 MaHKPEeaTUYeCKOW HEIO0CTAaTOYHOCTH B
Bo3pacre 4-10 mer;

1-3.PS - GazoBas Mojens Tepamuu - JeTH 0€3 MaHKpeaTUYeCKOW HETOCTAaTOYHOCTU B
Bo3pacte 11-18 ner.

B rpynmax pereii crapiuie 4 jieT ¢ MaHKpeaTH4YECKONW HEJOCTaTOYHOCTHIO pacyeT ObLI
MPOBEJICH 0 MUHUMAIIBHBIM U MaKCUMAaJIbHBIM JI03aM MaHKpeaTHu4ecKuX (hepMeHTOB.

B rpynme gereii ¢ maHKpeaTH4ecKOW HEAOCTATOYHOCTHIO cTapuie 11 meT oTaensHO ObLIa
BbIJIesIeHa Mojiesb narenTa (1-3.P1.9), nyxaaromierocst B npuMeHEHUH KPEOHA MHUKPO B CiIydae
NPUMEHCHHS METOI0B arpeCCUBHON HYTPUTHBHOW TOIEPKKH (30H0BOTO MTUTAHHS).

B xaxoii rpyrmme ObUTH BbIACTEHBI MOAETH MAIlEHTOB MTPH MPUMEHEHHH OPUTHHAIBHBIX
MpernapaToB WK JHKEHEPUKOB.

Hns nereit crapuie 11 et paccuntaHa CTOMMOCTh MOJEJEH MAIlMEHTa B 3aBUCUMOCTH OT
MPUMEHEHUS MYKOJUTHKA: TUIIEPTOHUYECKOro pacTBopa 7% c ruamypoHoBoi kuciotoi 0,1%

i ManHuTona (tabm. 4.1 u 4.2).
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CroumocTh 0a3ucHoro Jjedenusi npu MB

basuchoe neyenne npu MB BKIII04aeT MyKOJUTUYECKYIO TEpPAIHIO, OPOHXOIUTUYECKYIO

Tepanui, BUTAMUHOTEPAIHIO U, IPU HEOOXOIMMOCTH, 3aMECTHTEIHHYIO (DEPMEHTHYIO TEpPaIUIo

MO/KEITY IOYHOM JKEJIE3bI.

Taoauua 3. Croumocts JIC B roa ajsg 0azucHoro Jeuenus aereid ¢ MB

B pa3jin4Hble BO3PACTHbIE MEPUOBI (B cIy4ae OTCYTCTBHSA Y pe0eHKa NaHKpPeaTuYecKoil
HEJO0CTATOYHOCTH M XPOHUYECKOT0 MAHKPEATUTA CTOUMMOCTDH MAHKPeaTHYeCKUX
(epMeHTOB He YYUTHIBAETCSH)

®apmaxkoJior | JlekapcrBenusl | 0-3 roga 4-10 aer 11-18 ner
Hyeckast il mpenapat Mopaeab 6a3oBas 1-1 Mogaeab 6a3oBasil- 2 Moaeanb 0a3oBas 1-3
rpynmna Croumoctb | Jxenepuk | Opurunann | Jxenepuk | OpuruHans | J:keHepuk
JIeKApCTBEeHH OpMIHMHAIL | , HBbIIf , HBIif ,
0ro cpeacTBa HOTO CTOMMOCTH | Mpemapar, CTOMMOCTH | Tpemapar, CTOMMOCTH
(J10) npenapara, | , pyo. pyo. » pyo. CTOUMOCTB, | , PYO.
pyo. py6.
Myxkosntuk | Jlopnaza-ansda | [lynemo3um | O6moanamor | Ilymemosum | OGmoanamor | Ilymemosum | OmoaHanor
u! 351276,6 Turepasa Turepasa Turepasa
328584,0 351276,6 328584,0 351276,6 328584,0
I'unepronuyec | ['mane® Wuracanuna | ['mane6 Wuracanuna | ['mane® Wnracanma
KH# p-p 124200,0 79632,0 124200,0 79632,0 124200,0 79632,0
xJiopuaa
HATpHs ¢
THAJTYPOHOBOM
K-TOM
Maunuurtoa* - - bponxuton- | bpouxuron | bponxuron- | Bponxuton
®apmakcuc | - ®apmakcuc | -
* dapmaken | * dapmaxcu
468000,0 c* 468000,0 c*
468000,0 468000,0
®epMenThI? ITankpeatun 10 | - OpmMuTanb Kpeon Opmutanb Kpeon Opmuraib
ThIC. Ne20), 304448 37477,4 20830,7 72072,0 40059,0
MHHHMAJIbHAS
032
INankpeatnn 10 | Kpeon Kpeon Opmutanb Kpeon OpmuTalb
ThIC. N020), 54774,7 89369,3 49673,2 178738,6 99346,3
MaKcHMaJIbHast
1032 1032
Mankpeatun 25 | - - - - Kpeon DpmHuTaIB
ThIC. Ne20, 56662,8 31370,4
MHHHMAJIBHASA
1032
IIankpeatun 25 | - - - - Kpeon OpmuTalb
ThIC. N020), 141657,0 78426,0
MaKcHMaJIbHast
1032 1032
Kpeon muxpo Kpeon - - - Kpeon -
MHKPO MHKPO
110804,2 346263,0
Bponxoautn | Unparponus Beponyan Hnparepon | Bepomyan Hnparepon | Beponyan Hnparepon
Kkn 6pommu, 5862,24 -HaTUB 11 724,48 -HaTUB 15 632,64 -HaTUB
pacTBop 5670,00 11 340,00 15 120,00
Buramunpr’ But/3 AxBanerpu AxBanerpu | AKBajeTpu AxBanerpu | AkBajgeTpu AxBanerpu
M* m* M* m* M* M*
581,44 581,44 581,44 581,44 581,44 581,44
PerunoJaa Perunomna Perunona Petnnona Perunona Pernnona Pernnona
anerar 3,44%* arnetat™ anerat™ aretat™ anerat™ arnetat™ aretat™
17,85 17,85 17,85 17,85 17,85 17,85
[Tpumeuanus:
! noapo6HbIii pacyeT u B IPUIOKEHHHU 2
2 10ApOGHBIi pacueT B NPUIOKEHNN 3
3 NoApOGHBIi pacueT B NPUIOKEHNHN 4
4 10ApOOHBII pacyeT B IPUIOKEHHH 5
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* €JIMHCTBEHHBIN TIPOU3BOAUTEIb

Taoauna 4. Ctoumocth 0a3ucHoOro Jeuenus aere ¢ MB B roa
¢ yuerom mojaeu nanuenrta (E 84.8)

Heru 10 3 aer (Mogeanb 6a3osasn 1)

MopjeJib manueHTa

1-1.PL1

1-1.P1.2

1-1.P1.3

Onucanue MoaeTu

Opurunansusie JIC:

- NopHasa anbda,

- UIIPATPONHst OPOMHI,
- BUTaMuH /13,
- PETHHOJIA alleTaT

- l'unepronmyeckuii pactBop 7% HaTpUst
xyiopuna - 0,1% ruanyponara HaTpus,

- HaHKpeaTHH B MaKCHMAJIbHOMH 103
(dopma BeIycka 10000 EJT Ne20),

JlKeHepuKuU:

- 6uoanaor Jlopuasa
anbpa,

- l'unepronuueckuit
pactBop 7% HaTpus
xnopuna - 0,1%
rHallypoHaTa HaTpHs,

- IaHKPEaTHH B
MaKCHMaJlbHOM 103€e
(popma BeImycka 10000
EJ1 Ne20),

- MIpaTponust OpoMu,
- BUTaMuH 13,

- PETHHOJIA alleTaT

Opurunanbusie JIC
+KpPeoH MUKPO

- JlopHasa anbda,

- l'unepronuueckuit pactBop 7%
HaTpus xiopuza - 0,1%
rHAypOHATa HATPUS,

- IAHKPEATUH B MAaKCUMaJIbHOM
no3e (hopma BbIycKa KpeoH-
MHKPO),

- HOpaTpoIus OPOMHI,

- BUTaMuH /13,

- peTHHOIA areTar

CTOMMOCTBH MO/Ie/IH, PyoJIn 536712,7 444930,0 592742,2
Heru 4-10 et (MoaesIb 6a3oBas 2)
Mopaejb nanuenTa 1-2.PI1.1 1-2.P1.2 1-2.P1.3 1-2.P1.4
Onucanue Moaean Opurunanbubie JIC: JlKeHepuKu: Opurunansuseie JIC: JKeHepuKH:

- NopHasza anbda,

- [unepToHruYeCKmii
pactBop 7% HaTpus
xyopuna - 0,1%
THAaIypOHaTa HaTPH,

- MAaHKPEATHH B
MHHHUMAJIBLHOM J103€
(dopma Beimycka 10000
EJT Ne20),

- HOpaTpornus OPOMHJI,
- BUTamuH /13,

- PETHHOMIA areTar

- Guoanasor JlopHasa

anbda,

- l'unepronnueckuit
pactBop 7% HaTpust

xnopuza - 0,1%

ruagypoHaTta HaTpus,

- TAaHKpPEaTUH B

MHHUMAJIBHOM 103¢
(popma BeITycka 10000

EJT Ne20),

- unparponusi OpoMun,

- BuTtamuH /13,
- PETHHOJIA alleTaT

- NopHasa anbpda,

- I'uneproHrYecKuii
pactBop 7% HaTpHs
xyopuna - 0,1%
rHaypOHATa HATPHUS,

- IAHKPEATHH B
MaKCHMAJbHOM J103e
(dopma Beimycka 10000
EJl Ne20),

- HIpaTpornus OpoOMuI,
- BuTamuH /13,

- PEeTHHOMA aleTat

- 6uoanaior JlopHaza
anbda,

- I'unepronnyeckuit
pactBop 7% HaTpus
xnopua - 0,1%
THaJlypOHATa HATPUs,

- IAHKpeaTHH B
MaKCHMAJIBHO 03¢
(dopma Beimycka 10000
EJI Ne20),

- unpatponust OpoMu,
- BuTamuH /13,

- PeTHHOJIA aleTar

CToMMOCTL MOJEIIH, 525277,7 440985,9 577169,6 469828,4
pyosn
Jeru 11-18 ser (Mogeab 6a3oBasn 3)
Mopgeas | 1-3.PI.1 1-3.PI.2 1-3.PI.3 1-3.P1.4 1-3.P15 1-3.PI1.6 1-3.PL.7 1-3.P1.8 1-3.PI1.9
TanueH
Ta

Onucan | Opurun Jixenepukn | Opurux Jxenepu Opurunans | J:xeHepu Opuruna Jxenepu Opurunan

ne ajbHbIC : aJIbHbIC KH: Hele JIC: KH: JbHbIC KH: bHBIE JIC:

mopesn | JIC: - 6uoanayor | JIC: - - JlopHaza - JIC: - - JlopHaza
- JlopHasa - Ounoananor | anbpa, 6uoananor | - JlopHasza 6uoanamor | ambda,
JopHaza anbda, JlopHaza JlopHasa - JlopHasa anbda, JlopHa3a -
anboa, - anbda, anbda, T'unepronnu | ansoda, - anbda, T'unepronn
- T'unepronnu | - - eCKui - T'unepron - YECKHUH
T'unepto ecKuit T'unepto T'unepron pactBop 7% T'unepron NYECKHA T'unepron pacTBop
HUYECKH pactBop 7% | HHUYECKH MYECKUH HaTpUs MYECKUH pacTBop NYECKHH 7% Hatpus
i1 HaATpUs i pacTtBop XJopuza - pacTtBoOp 7% HaTpust | pacTBOp XJIopuza -
pacTBop XJIOpHJIA - pacTtBop 7% natpus | 0,1% 7% Hatpust | XJopHIa - 7% natpus | 0,1%
7% 0,1% 7% XJIOpHJIA - THalypoHaTa | XJIOpHAA - 0,1% XJIopuza - rHaTypoHa
HATPUS THATYPOHAT | HATpPHS 0,1% HATpHS, 0,1% ruanypona | 0,1% Ta HATPHS,
XJIOpUaa | a HaTpwi, XJIopuIa | THalypoHa | - THalypoHa | Ta HaTpWs, | THAIypoHa | -
-0,1% - -0,1% Ta HATPWsl, | TMAHKPEaTWH | Ta HATpUsd, | - Ta HATpWs, | MAHKpPEaTH
THAIYpOH | NMaHKpPeaTHH | THAIYpoH | - B - MaHKpeaTH | - HB
aTa B aTa MaHKpeaTH | MAHAMAJBH | MaHKpeaTH | HB MIAHKpeaTH | MaKCHMalb
HATpHS, MHHHMAJb HATpHs, HB oii 03¢ HB MaKcHMaa | HB HO¥ 103€e
- HOIi 03¢ - Makcumana | (popma MHHHMAJ bHOM 03¢ | makcuman | (dopma
nmaHkpear | (popma IIaHKpeaT | BbHOIi 103¢ | BBIIyCKa bHOIT 103e | (hopma bHOI1 03¢ | BBITyCKa
UH B BBIITyCKa UH B (hopma 25000 EJ (dhopma BBIITyCKa (popma Kpen
munuma | 10000 EJT MaKCHMa | BBITyCKa Ne20), BBIITYCKa 25000 E/T BBIITyCKa MHKPO),
JIbHOI Ne20), JILHO# 10000 Ef - 25000 E Ne20), 25000 EX -
J103e - J103e Ne20), unparporms | Ne20), = Ne20), UIPaTPOIH
(bopma unparpormusi | (popma - Opomu, - unpaTrponu | - s1 Opomu,
BEIIyCKa | Opomwuz, BBIIyCKA | HIIPaTpOINH | - BUTAMUH HIpaTpony | s OpOMHA, | HIPaTpOIH | - BUTAMUH
10000 - BUTAMHUH 10000 s opomun, | 13, s OpoMmu, - BUTaMuH | 5 Opomuz, | [I3,
EJ 113, EN - BUTAMUH - peTHHONa - BUTAMUH 13, - BUTaMUH - peTHHONA
No20), - peTuHONa Ne20), 13, arerar 13, - perunona | /I3, arerar

areTaT areTaT
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= = - peTuHONAa - peTuHoNa - peTHHOIIA
HIPATPO UIIPaTPO amerar amerar ameTaT
sl nus
Opomu, Opommu,
BUTaMUH BUTaMUH
13, A3,
peTHHONa peTHHOIA
areTar aneTaT
Croumo | 670447,0 | 463994,2 670447,0 | 5232815 548371,2 455305,6 633365,4 502361,2 837971,4
cTh
MojeJau
Jetn 11-18 ser (Mojgesib 6a30Basi 3) — BMECTO THIIEPTOHNYECKOro pactBopa MAHHUTOJL
Mogeanb 1-3.P1.10 1-3.PL.11 1-3.P1.12 1-3.P1.13 1-3.PL.14 1-3.P1.15 1-3.P1.16 1-3.P1.17
nanMeHTa
Onucanne Opurunans | Jxenepuk Opurunans | J:keHepuk Opurunans | JkeHepuK Opurunainb | JIkeHepuK
Moean Hble JIC: H: Hble JIC: H: Hble JIC: H: Hble JIC: H:
- JlopHaza - Ouoanasor | - JlopHasza - Ouoanasior | - JlopHasza - Ouoanasor | - JlopHasza - OuoanaJor
anbda, JlopHa3a ansda, JlopHasa anbda, JlopHasa anbda, JlopHasa
- anbda, - anbda, - anbda, - anbda,
MaHHHuTO - MaHHHTOJ - ManHuTO - MaHHHUTOJ -
(bponxurton | MauHuTONX (Bporxuton | MaHHHTOI (BpouxuTon | MaHHHTOJI (BporxuTton | MaHHHTOJI
), (Bponxuron | ), (Bpouxuton | ), (Bponxuron | ), (Bponxuron
- ) - ) - ) = )
MIaHKpeaTHH | - MaHKpeaTHH | - [IAHKpEaTHH | - MaHKpeaTHH | -
B [aHKpeaTHH | B IaHKpeaTHH | B IAHKpeaTHH | B MIAHKPEaTHH
MHHHMAJb B MaKcHMajib | B MHHHMAaJb B MaKcHMalb | B
HOIi 103e MHUHHUMAJIb HOIi 103e MaKCHMAaJb | HOW J103e MHUHHMAJIb HOJ¥i 103e MaKCHMAJIb
(bopma HOI1 J103¢ (popma HOI1 J103€ (bopma HOI1 J103¢ (popma HOi1 J103¢
BBIITyCKa (popma BBIITyCKa (popma BBIITyCKa (popma BBIITyCKa (popma
10000 E/T BBIITyCKa 10000 E/T BBIITyCKa 25000 EZJ BBIITyCKa 25000 E/L BBIITyCKa
Ne20), 10000 EX Ne20), 10000 EXQ Ne20), 25000 EZ Ne20), 25000 EZ
= Ne20), = Ne20), = Ne20), = Ne20),
Hnparponus | - unparponust | - HmpaTpormus | - HIpaTponus | -
Opomuz, unparpornusi | OGpomun, unparponusi | Opomuz, unparponusi | Opomun, UIPaTPONUs
- BUTAMUH Opomu, - BUTAMHH Opomu, - BUTAMUH Opomu, - BUTAMHUH Opomu,
13, - BUTaMUH 13, - BUTAaMUH 13, - BUTaMUH 113, - BUTAMUH
- peTHHOJIA 13, - peTHHOJIA 13, - pEeTHHOJIA 13, - peTHHOJIA 13,
areTar - peTHHOIIa arerar - peTHHOIA aneTaT - peTHHOIIA ameTaT - peTHHOIA
areTaT areTaT areTaT areTaT
Croumocts | 907580,4 852362,2 1014247 911649,5 892171,2 843673,6 977165,4 890729,2
MoJiesIH,
pyoaun

Taoauna 5. CtoumocTh 0a3ucHOrO Jieuenus aereii ¢ MB B roja
¢ yuerom mMojeeii manuentos (E 84.0)

Jern 1o 3 aer (Moean 6a3osas 1.1)

Mojaeanr manueHTa

1-1.PS.1

1-1.PS.2

Onucanue Moaen

Opurunanshbie JIC:
- lopHasa anbda,

- ['unepronnyeckuit pactBop 7% HaTpHs
xnopuza - 0,1% ruanyponara HaTpHs,

- Hunpatponusi OpoMu,

- BUTaMuH /13,

- PETUHOJIA alCTaT

JxeHepuKH:

- 6uoanainor JlopHasa ainbpa,

- l'nnepronnyeckuii pactBop 7% HaTpus
xyopuga - 0,1% ruanypoHarta HaTpus,

- unparponusi OpoMu,

- BUTaMuH /13,

- PCTUHOJIA alleTaT

CTouMOCTBH MOJeJH, Pyd.au 481938,13 414485,29
Jetu 4-10 ger (Mmomean 6azoBas 2.1)

Mojaeab nanueTa 1-2.PS.1 1-2.PS.2

Onucanue Moaean Opurunaabubie JIC: JUKeHepUKH:

- opHasza anbda,
- l'umepTonuyeckuii pactBop 7% HATpUS
xiopuna - 0,1% ruamypoHaTa HaTpus,

- unparponusi OpoMu,

- BuTamuH 13,

- PETUHOJIA aeTaT

- 6uoanainor JlopHasa anbpa,

- l'umepTtonnyeckuii pactBop 7% HATpUsL
xnopuna - 0,1% ruamyponata HaTpus,

- unparponusi OpoMu,

- Butamud J[3,

- PETHHOJIA aleTar

CTOMMOCTH MO/IeJIH, PY6Jau 487800,4 420155,3
Jlern 11-18 ser (Moxenn 6asoBas 3.1)

Mopaesib manueHTa 1-3.PS.1 1-3.PS.2

Onucanne Moaen Opurunanshubie JIC: J’KeHepUKH:

- lopHa3sa anbda,
- l'unepTonnyeckuii pactBop 7% HATpUs
xnopuza - 0,1% ruamyponara HaTpHs,

- 6uoananor JlopHasa anbda,

- l'umepTronnyeckuii pactBop 7% HATpuUs
xynopuga - 0,1% ruanyponarta HaTpus,

- HOpaTpoInus OpOMHJI,
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- UMpaTponust GpoMuz,
- BuTamuH 13,
- PETHHOJIA aleTar

- BuTamuH /13,
- pETHHOIIA aleTaT

CTOHMOCTb MOEJIH

491708,53

423935,29

Jetn 11-18 set (Moaesan 6a3oBasi 3) — BMecTO rHNepTOHHYecKoro pacrsopa MAHHHUTO.I

Mopeb nmanueHTa

1-3.PS.3

1-3.PS4

Onucanue MoaeTu

Opurunanbusie JIC:

- lopHasa anbda,

- MannaunToa (bpouxurodn),
- HIIPATPOTIHsI OPOMHUI,

- BuTamuH /13,

- PETHHOJIA aleTar

JIKeHEePHKH:

- 6uoananor JlopHasa anbda,
- MannnToa (bponxuroi),

- UIPaTpoIust GPOMHL,

- BuTamuH /13,

- PETHHOJIA aleTar

CToumMocTh MOJeJH, pyd.au

836508,53

812303,29

Ta6auna 6. CroumMocTh Tepanuu 060cTpeHHii GPOHXO0/1er0YHOr0 NMpoLecca y NalHEeHTOB ¢
MB B roa npu HaaIu4MM S.aUreus B AbIXaTeJIbHbIX MYTAX, He TPedyloLee BHYTPHBEHHbIX

KypcoB Tepanuu u/uiau npu OPBU (Mogeas 2)

JlexapcTBeHHBIH 0-3 roga 4-10 aer 11-18xer
npemnapar Mogaean 2-1 Moaen 2-2 Mogaean 2-3
Opurunaibi | /Ikenepu | OpurunansH | IkeHepn | OpurnHansH | keHepu
blii Ipenapar | K blii Ipenapar | K blii Ipenapar | K
Mopeas 2-1.1 Moaean Mopeas 2-2.1 Moaean Mopeas 2-3.1 Moaeian
2-1.2 2-2.2 2-3.2
AMOKCHIMIIME/KJIABYIaHO | AyrMeHTHH? - AyrMeHTHH? - Ayrmentun? -
Bast KMCJI0Ta! (Cycrensus) 926,00 1389,78 2316,3
AMOKCHIIJUIMH/KIIABYJIAHO | - - - - Ayrmentun® Dkoknas?
Bas kucnoTal (Tabn.) 1194,1 1913,85
Bceero* | Jas 1856 - 2779,56 - 4632,0 -
cyCneH3nn
Jnst - - - - 2388,2 3827,7
Ta0JIeTUPOBaH
HOi1 hopmbI
[Ipumeuanus:

* U3 pacyera 2 Kypca B ToJt

Monubiit pacueT — B IPUIOKEHHH 6
2 Ayrmentun EC, AO "T'nakcoCmutKnsita Tpeitmunar", Poccust; CmutKnsun buuem Jlumuren, BenmukoOpuTaHus, MOPOIIOK
JUISl IPUTOTOBJICHHUS CyCIIeH3HMH JUTsl mpreMa BHYTpb 600 mr + 42,9 mr (B 5 mit), Bo daakone (100 mur)
3 Ayrmentun, AO "TnaxcoCmutKnsitn Tpeiiaunr", Poccust; CvutKisun Buuem JTumuten, BenukoOpuTanus, TabneTky,
MTOKPBITHIE TIGHOYHOH 0007109KOH, 875 Mr+125 mr
4 Dkoknas, AO "ABBA PYC", Poccusi; TabIETKH IIOKPHITHIE IIICHOYHOM 000104KOH, 875 Mr+125 mr.

Ta6auna 7. CTouMocTh Kypca BHYTPHMBEHHOH Tepanuu Npu 060CTPeHUH
OpPOHX0JIEr0YHOI0 Mpolecca, BbI3BaHHoro S.aureus (Mogens 3)

JlexkapcrBennsl | 0-3 roga 4-10 aer 11-18 aer
il mpenapar Mogaeasp 3-1 Mopaeap 3-2 Mopaeab 3-3
Opurunaiasubl | J:keHepuk Opurunaibubl | Jl:keHepuk Opuru”aibibl | Jl:keHepuk
il mpenapat i mpenapat i mpenapat
Mopeas 3-1.1 Mogneas 3- Mogeas 3-2.1 Moneus 3- Mogeas 3-3.1 Mopnean 3-
1.2 2.2 3.2
Lledrpuakcon® ? | Pouepun® Ledrpuakco | Pouepun’ LledTpuakco | Pouepun® LledTpuakco
u* u’ u’
8375,6 2681,3 12563,5 4021,9 25074,0 8043,8
4 kypca B rox 33502,4 10725,2 50253,8 16087,6 100296 32175,2

[Ipumeuanus:

' Tlonuplii pacuer — B IpUIIOKEHUH 7

2 u3 pacuera Ha Kypc 21 1eHb

3 Pouedun - ®.Xopdmann-JIa Poum JItx - Ilseiiuapus
4 Hedrpuakcon - OGIIECTBO C OTPaHUUEHHON OTBETCTBEHHOCTRIO "TTPOMOME]] PYC" (OO0 "TIPOMOME/]] PYC"),

Poccust; Akimoneproe O6mecto "bruoxumuk" (AO "buoxumuk"), Poccus

Tab6auna 8. CTouMocTh Kypca Tepanuu Npu NepBUYHOM BbICeBe
METHIHLINH-Pe3ucTeHTHOro cTadmiokokka (MRSA) (Moaeas 4)

JlexapcrBennslii npenapat | 0-3 rona 4-10 ner 11-18 ner
Mogpeas 4-1 Mogpean 4-2 Mogaeus 4-3
OpurnnaiabH | Iskenepn | OpurunaabH | :kenepuk | OpurumHansn | JKeHepm
blii mpenapar | K blil Npenapart blii Ipenapar | K
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Mopens 4-1.1 | Mopens 4- | Mopenas 4-2.1 | Mopeas 4- | Moaeas 4-3.1 | Moaeas 4-
1.2 2.2 3.2
Pudamnuun?, Pudammuiun | Pudamnun | Pudamnuuun | Pudammun | Pudammuuun | Pudammnui
Kypc 3 Mecsna 2 uH 2 2 un 2 2 uH 2
277,02 277,02 461,7 4617 738,72 738,72
Tpumeronpum/cynbpamerok | Bucenror® Ko- Bucenror® Ko- Bucenror® Ko-
casoitt, 224,95 Tpumokca3 | 449,91 tpumokca3z | 899,82 TPUMOKCa3
Kypc 3 Mecsana on? on? o
137,79 275,58 551,16
Bankomurmn?, DIULUH ° Bankomurn | DaunuH ° Baukomur, | DmummH ° BankoMuig
Kypc 2 HeJeu 3695,40 uH ° 6159,01 nn® 12 318,012 nn 8
2704,14 4506,89 9013,79
Bcero 4197,37 3118,95 7070,62 5244,17 13956,55 10303,67
[Ipumeuanus:

Tlonuplii pacyeT — B NPUIIOKEHHUH 8

2 Pudammunus - OAO "®apmacuntes”, Poccus
3 bucenrron - AO Ionsga, Ionbma

4 Ko-tpumokcazon - OAO "®apmcranmapt-Jlekcpenctra", Poccus
5 D nunun - Xemodapm AT, Cepbus
6 Bankomurun - 000 "Texnonorus nexapcts"), Poccust

Taéauna 9. CtoumocTh Kypca 3paJuKAIMOHON Tepanuu NpPU NepBHYHOM BbICceBe
P.aeruginosa (cxema 1*) - toopamunun 3 mecsinia (MoaeJib 5)

JlexapcrBennsl | 0-3 roma 4-10 et 11-18 aer
il mpenapat Mogean 5-1 Mogaean 5-2 Mojaean 6-2
Opurusaiabibl | [XKeHepUK Opurnsaiabibl | /KeHepuK Opurunnaiabubl | J’KeHepuk
il npenapar il npenapar il npenapar
Mopeas 5-1.1 Mopeis 5- Mopean 5-2.1 Mopeas 5- Mopeas 6-2.1 Mopes 6-
1.2 2.2 2.2
To6pamunun +2 | Bpamutob 3 Tobpamunun | Bpamuro6 3 Tobpamunun | Bpamuro6 3 ToGpamunun
317232,0 -To66u * 317232,0 -To66u 317232,0 -To66u *
317220,0 317220,0 317220,0

[Ipumeuanus:

onuelii pacuer — B mpuioKxeHun 9

2

u3 pacuera 3 Kypca 1o 28 nHei

3 BpamuTo6 - Knesu dapmanestuun C.i.A., Uranus.
4 Toopamuun-I'066m — Jla6oparopus Trotop C.A.C.U.®.U.A - Aprentuna.
*CornacHo HamnmonansHOMY KOHCEHCYCy (2-¢ m3maHue) «MyKOBHCIHIO3: OIpEAEIeHHEe, NHAarHOCTHYECKHE
KpuTepuu, tepamus» [19].

Taéauna 10. CtomMocTh Kypcea 3paauKanMoOHOi Tepanuu NePBUYHOT0 BhICEBA

P.aeruginosa (cxema 2*) npu HaJIH4HH OPOHX0IKTA30B U TSKeJIOM TeueHun MB:

ToOpaMuuuH 6 MecsueB + nunpodguiokcanul 3 Hexeau (Moges 6)

JlexkapcrBenn | 0-3 roga 4-10 aer 11-18 ner
plif npenapat | Moaeas 6-1 Mogaenap 6-2 Mopeb 6-2
OpurnnaiabH | /I’KeHepuk OpurnnaiabH | /IKeHepuk OpurunainbsH | /’keHepuk
blif Mpenapart blii Mpenapart blii Ipenapat
Mopeas 6-1.1 | Moaeas 6-1.2 Mogpeas 6-2.1 | Moaeas 6-2.2 Mogeas 6-2.1 | Moaeas 6-2.2
To6pamuuun & | Bpamuro6? To6pamuuus- Bpamuro6? To6pamuuu- Bpamuro6* To6pamuuun-
2 634 464,00 To66u> 634 464,00 To66u> 634 464,00 To66u®
634 440,00 634 440,00 634 440,00
Hunpodnokca | I{unpo6ait © Hunpodnokcan, | Lumpo6aii® Hunpodnokcan, | Llunpo6aii® Hunpognoxcary
b3 770,94 uH’ 1284,9 uH' 1798,86 uH'
72,39 120,65 168,91
Bcero 635234,94 634512,39 635748,9 634560,65 636262,86 634608,91
[Ipumeuanus:

Tonublii pacuer — B mpunoKkeHUH 9

23 pacuera 6 KypcoB 1o 28 aHeit
U3 pacyera Kypca 3 Helenu
4 Bpamuto6 - Knesu @apmaneptnun C.i.A., Utanus.

3

5 To6pamunun-T'o66u — JlaGoparopus Trorop C.A.C.U.®.U.A, Aprenruna.
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8 [unpo6aii - baitep AT, Tepmanus
" Hunpodnokcauun OAO "Banenta ®@apmanesruka", Poccus
*Cornacuo HamronansHOMy KoHCEHCYCY (2-¢ n3nanue) « MyKOBHCIHIO03: ONPEIENICHAe, IUarHOCTHISCKUE
Kputepuu, Tepanusi» [19].

Taoauna 11. CTtoumocTh Kypca 3paJuKalMOHON Tepanuu NPy NePBUYHOM BbICeBe
P.aeruginosa (cxema 3*) - KOJIMCTUMETAT HATPHUSI JIMTEILHOCTHIO 3 WiIH 6 MecsieB

(Moaean 7)
JlekapcrBennblii | 0-3 roga 4-10 ner 11-18 ner
npenapar Mogean 7-1 Mogaean 7-2 Mogaean 7-3
OpuruHanbublii | J:xenepuk | OpuruHaiabubii | JxeHepuk | OpurunHaubHblil | JIkeHepuk
npenapar npenapat npenapar
Mogeas 7-1.1 Mogean 7- | Mogeas 7-2.1 Mopeas 7- | Moaeas 7-3.1 Mopeas 7-
1.2 2.2 3.2
Konucrumerar Konucrun? - Konucrun? - Konucrun? -
HaTpus 288000,0 ° 288000,0 ° 576000,0 4
576000,0 * 576000,0 * 1152000,0 ©
576000,0 °
1152000,0 ©
[Ipumeuanus:

Monmpiit pacueT — B IpHIOkKeHN 9
2 KonucTyH - I'pronenrtans I'M6X, I'epmanust
3 u3 pacyera Kypca 3 Mecsina B 03¢ 1 MiH 2 pasa B JIeHb
4 u3 pacuera Kypca 3 Mecsla B 103€ 2 MIIH 2 pa3a B JICHb
5 u3 pacuera 6 Mecs1eB B 03¢ | MIH 2 pasa B I€Hb
6 13 pacuera 6 MecsIEB B 03¢ 2 MIIH 2 pa3a B JICHb
*CornacHo HanmonansHOMy KOHCEHCyCy (2-e u3nanue) « MyKOBHCIHIO3: OMpEeICHUE, TUATHOCTUUECKHE
Kputepuu, Tepanus» [19].

Ta6auna 12. CtouMocTh Tepanuu 060cTpeHusi GPOHXO0J1er0YHOro npouecca y aereii ¢ MB
NpH XpOHUYECKOM BhIceBe P.aeruginosa (cxema 1 — To6paMuuH+MnpogaoKcanuH) - npu
OTCYTCTBUH IOKa3aHUM K BHYTPUBEHHOH aHTHOaKkTepuaibHOl Tepanuu (Moaeas 8)

JlekapcTBeHH 0-3 rona 4-10 ner 11-18 aer
blii MpemapaT Mogeas 8-1 Mogpean 8-2 Mogaeus 8-3
OpurunaiabH | JxkeHepuk OpurnnaiabH | [lsxeHepuk OpurunaiabH | [lskeHepuk
bIii Ipenapart blil penapart bl Ipenapart
Mogean 8-1.1 |