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Pesiome

MyxkoBuctnnos (MB) — Tskenoe My TBTHCUCTEMHOE 3a00JIeBaHNe, TPEOYIolee KOMITIEKCHOTO METUKAMEHTO3HOTO U HEMETUKaMEHTO3HOTO Jiede-
HUsI. OCOOEHHOCTSIM JIEKAPCTBEHHOM Tepanyuy pa3HOPOAHBIX MO YKUCITY M BO3pACTy IpyIi 60abHbIX M B, mpoxuBatolux B pa3HbIX pernoHax Poc-
CUU, TIOCBSIIIIEHO OTPAHMYCHHOE YHUCIIO PAOOT, OTHAKO OONINIT aHATTN3 TAHHBIX OOJTBIIION TPYTITIHI MAIMEHTOB B paMKax eIMHOTO PETUCTPa paHee He
npoBoauics. Ileas. BoisiBeHME OCOOCHHOCTE MEAMKAMEHTO3HOM Tepanuu 60abHbIX MB B Poccuu nmo naHHbIM HauMoHanbHoro Peructpa (2014).
Mamepuanwt u memods:. Vicnionb3oBaHbI cBeneHUS 0 areHTax (n =2 131; 2 092 xuBbix u 39 ymepinux) u3 74 peruonoB Poccun, cocTosumx B Ha-
LMOHaIbHOM Peructpe 601bHBIX MyKOBUCLIMI030M (2014). MeaunaHna Bo3pacTa nauueHToB coctaBuia 10,2 (15,2) rona, 1051 B3pOCbIX (HE MOJIOXKE
18 net) — 29,2 %. IpoaHaau3MpoBaHa YacTOTa HA3HAYCHUS JIEKAPCTBEHHOI Teparnuu OpoHxoamiaratopamu, nHraasioHHbivu (ul'KC) u cu-
cremHbIMU (cI'’KC) rimokokoptukocrepouaamu (I’KC), nopHasoit anbba, TMIIEpTOHUYECKUM PacCTBOPOM HATPUs XJIOpUIA, MAKPOJIUAAMU, CUCTEM-
HBIMU U WHTTAIMOHHBIMUA aHTUOAKTepUalbHbIMK TiperapatamMu (ABIT), maHkpeatnueckumMu (epMeHTaMU, YPCONE30KCUXOJIEBOM KUCIOTON
(YAXK), XrupopacTBOPUMBIMU BUTAMUHAMU. Pe3yrsmamur. YacToTa NpuMeHEHUs MEIMKaMEHTO3HOI Tepanuu o Poccun pacnpenesneHa ciemny-
fOLIMM 00pa3oM: Oporxoamaaratopsl — 65,9 %; ul'’KC — 21,7 %; cIT'’KC — 5,5 %; makpomunst — 32,4 %; nopHasa aibha — 92,8 %; runeproHuIeC-
KUt pacTBOp Hatpust xiopuaa — 45,9 %; suytpuseHHble ABIT — 62,3 %; nepopanbHbie ABIT — 73,3 %; unransiunonnsie ABIT — 41,3 %; naHkpe-
atrueckue pepmenTsl — 93,3 %; VAXK — 91,4 %; xupopacTBOpuMbIe BUTAMUHEI — 88,3 %. OTMeUeHO, 9TO B3POCIBLIM OOJBHBIM HANOOJIEE YacTO
HazHayvatoTcst OpoHxonutTryeckue rpenapatsl, ABIT u TKC; pexe npumensitorcs naHkpearnuyeckue pepmentsl U YAXK. 3akarouenue. Cpeny oco-
OEHHOCTEl Tepary POCCUMCKUX OOJBHBIX ITO CPABHEHUIO CO CTpaHaMU 3amagHoil EBpOTIbI MOXHO BBIICIUTH BHICOKYIO TOJTIO HA3HAUCHUST TIaH-
kpeatnueckux pepmenTon, YIXK, nopHa3sbl ajibha, runepToHrnyeckoro pacrsopa 1 BHyrpuBeHHbIX ABIT. ITo cpaBHeHuto ¢ CIIA yaiie HazHaya-
I0TCSI MaHKpeaTnieckue GepMeHTBI, pexe — OPOHXOMMIATATOPHI, TATIEPTOHUYECKUI paCTBOP HATPUS XJIOpUIA U MHTAIAIIMOHHBIe ABTT.
KiioueBble clioBa: MyKOBUCLIMI03, PETUCTD, JICUEHUE, Teparnus, JopHa3a aibda, T’UINepTOHUYECKUIl pacTBOP HATpUsl XJI0puUaa, OpoHXoAMIaTa-
TOPBI, TTIOKOKOPTUKOCTEPOUIBI, MyKOJTUTHUYECKUE TIPETIapaThl, aHTUOAKTEpUATIbHBIE TIPeTapaTthl, TaHKpeaTuIecKue GepMeHTHI, YPCOME30KCH -
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Drug treatment of cystic fibrosis patients in Russian Federation
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S.4.Krasovskiy ', E.L.Amelina’, E.I. Kondrat eva’, A.Yu.Voronkova’, A.V.Chernyak', Yu.V.Gorinova*, M.V, Usacheva’,
N.P.Revel -Muroz®, N.1. Romanenko®, M.G.Rybalkina’, T.I.Safonova®, N.A.Satsuk’, D.F.Sergienko™, V.N.Seroklinov ",
T.V.Simanova %, 0.1.Simonova*, M.A.Skachkova®, V.V.Smirnova ”, LI Smirnova™, O.1.Starodubtsevam ",

L.V Stashkevich ™, T.A.Stepanenko ", 1.A. Baranova®, A, Yu. Tomilova ", T.A. Filimonova ", T.A.Filippova ”,
V.V.Chikunov®, L.A.Shabalova’, 0.1. Golubtsova®', V.V.Shadrina®, 0.G. Zonenko®, A.A.Shevlyakova®, V.D.Sherman’,
N.A.Karchevskaya', Zh.K.Naumenko', I.N. Butyugina®, 0.Yu.Gracheva®, M.S.Kevorkova ™, V.B. Yakovleva®,

N. Yu.Kashirskaya’

1 — Federal Pulmonology Research Institute, Federal Medical and Biological Agency of Russia: 32, 11® Parkovaya str., Moscow, 105077, Russia;
2 - D.D.Pletnev City Clinical Hospital, Moscow Healthcare Department: 32, 11 Parkovaya str., Moscow, 105077, Russia;
3 — Federal Medical Genetic Academic Center, Russian Academy of Science: 1, Moskvorech'e str., Moscow, 1115478, Russia;
4 - Federal Academic Centre of Children's Health, Healthcare Ministry of Russia: 2, build. 1, Lomonosovskiy av., Moscow, 119991, Russia;
5 — Chelyabinsk Regional Clinical Hospital: 70, Vorovskogo str., Chelyabinsk, 454076, Russia;
6 — Novosibirsk City Pediatric Emergency Clinical Hospital: 3, Krasnyy av., Novosibirsk, 630007, Russia;
7 - Orenburg State Medical Academy, Healthcare Ministry of Russia: 6, Sovetskaya str., Orenburg, 460000, Russia;
8 — Omsk Regional Pediatric Clinical Hospital: 77, Kuybysheva str., Omsk, 644001, Russia;
9 — Nizhnevartovsk District Pediatric Clinical Hospital, Khanty Mansiysk — Yugra autonomous district: 30, Severnaya str., Nizhnevartovsk, 628609, Russia;
10 — Astrakhan' State Medical Academy, Healthcare Ministry of Russia: 121, Bakinskaya str., Astrakhan', 414000, Russia;
11 - Altay State Medical University, Healthcare Ministry of Russia: 75, Lenina av., Barnaul, 656060, Russia;
12 — Udmurtia Republic Pediatric Clinical Hospital, Healthcare Ministry of the Udmurtia Republic: 79, Lenina str., Izhevsk, 426009, Udmurtia Republic;
13 — N.V.Dmitrieva Ryazan’ Regional Pediatric Clinical Hospital: 1z, Internatsional'naya str., Ryazan’, 390039, Russia;
14 - Federal Research Institute of Medical Genetics, Siberian Department of Russian Academy of Medical Science: 3, Moskovskiy trakt, Tomsk, 634050, Russia;
15 — The First Republic Clinical Hospital, Healthcare Ministry of the Udmurtia Repiblic: 57, Votkinskoe av., Izhevsk, 426039, Udmurtia Repiblic;
16 — Bryansk Regional Pediatric Hospital: 100, Stanke Dimitrova av., Bryansk, 241033, Russia;
17 - Saint-Petersburg City Multi-Profile Hospital No.2: 5, Uchebnyy side street, Saint-Petershurg, 194354, Russia;
18 — N.I.Pirogov Russian State National Research Medical University, Healthcare Ministry of Russia: 1, Ostrovityanova str., Moscow, 117997, Russia;
19 — Federal Central Pediatric Clinical Hospital of Federal Medical and Biological Agency of Russia: 20, Moskvorech'e str., Moscow, 1115409, Russia;
20 - V.F.Voyno-Yasenetskiy Krasnoyarsk State Medical University, Healthcare Ministry of Russia: 1, Partizana Zheleznyaka str., Krasnoyarsk, 660022, Russia;
21 - Chuvash Republic Pediatric Clinical Hospital, Chuvash Healthcare Ministry: 27, Gladkova str., Cheboksary, 428020, Republic of Chuvash;
22 - E.A.Vagner Perm State Medical Academy Healthcare Ministry of Russia: 22, Baumana str., Perm', 614066, Russia;
23 - V.D.Seredavin Samara State Regional Clinical Hospital: 159, Tashkentskaya str., Samara, 443095, Russia

Summary

The aim of this study was to analyze drug therapy of patients with cystic fibrosis (CF) in Russia. Methods. Findings of the Russian National Register
of CF patients, 2014, were used in this study. The 2014 Register included data for 2,131 patients (2,092 alive and 39 died) from 74 regions of Russia.
The median age was 10.2 (15.2) years, 29.2% of patients were aged 18 years and older. We analyzed administration of bronchodilators, inhaled cor-
ticosteroids (ICS), systemic steroids, dornase alfa, hypertonic saline solution, macrolides, systemic and inhaled antibiotics, pancreatic enzymes,
ursodeoxycholic acid, and fat-soluble vitamins. Results. Drug administration rates were as follows: bronchodilators, 65.9%; ICS, 21.7%; systemic
steroids, 5.5%; macrolides, 32.4%; dornase-alfa, 92.8%; hypertonic saline solution, 45.9%; intravenous antibiotics, 62.3%; oral antibiotics, 73.3%;
inhaled antibiotics, 41.3%; pancreatic enzymes, 93.3%; ursodeoxycholic acid, 91.4%; and fat-soluble vitamins, 88.3%. Conclusion. Compared to
treatment of CF patients in the Western Europe, there is higher rate of administration of pancreatic enzymes, ursodeoxycholic acid, dornase alfa,
hypertonic saline solution and intravenous antibiotics in Russia. Compared to treatment strategy in USA, there is higher rate of administration of
pancreatic enzymes and lower rate of administration of bronchodilators, hypertonic saline solution and inhaled antibiotics in Russia.

Key words: cystic fibrosis, register, treatment, therapy, dornase alfa, hypertonic saline solution, bronchodilators, corticosteroids, mucolytic agents,
antibacterial drugs, pancreatic enzymes, ursodeoxycholic acid, Russia.

MyxkoBucuuno3 (MB) — Tsxenoe HaciaeICTBEHHOE IMO-
JIMOpTraHHOE 3a00JIeBaHNE, OOYCIOBJICHHOES CHCTEMHOM
nucGyHKIIMEeN 9K30KpUHHBIX xXeJe3. [IpogeMoHcTpupo-
BaHO ITOCTOSTHHOE YJIyUIIEHWE BBIKMBAEMOCTH Y OOJIb-
HBIX MB — OT ITOYTH TOTaIbHOM CMEPTHOCTH Ha TICPBOM
rony XX13HU Npu ero onvcanuu B 1938 1. o 40-yeTHero
BO3pacTa B HacTosllee BpeMs. DTU YCIieXu 00yCcIoBe-

HBI BHEIPECHNEM MHOTOKOMITOHCHTHON MEIUKAMEHTO3-
HOl M HEMEAMKAMEHTO3HOI Tepalny M HaKOIICHHEM
OIbITa B CTIeLIMAIM3UpPOBaHHBIX LieHTpax M B [1]. OnHa-
KO HECMOTpSI Ha 3HAYMTENIbHOE YJYUIICHNE MPOrHO03a,
CpefHsIsl TPOJOJIKUTENbHOCTh XU3HU O00JbHBIX MB
MpUMEPHO B 2 pa3a HIKE OOIICTIONY/ISIIMOHHBIX IT0-
Kkaszareneil. Ilpu sToM TpeOyeTcsl malbHEMIINUI TOUCK
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MyTeil yIydileHus BBLDKMBAEMOCTHU, U B OJIvKaliiieM Oy-
IyIIIeM — 3TO, 0€3yCIOBHO, BHEAPEHNE TPUHLIMITUATIBHO
HOBBIX JIEKAPCTBEHHBIX CPEICTB, BO3AECHCTBYIOIIMX Ha
STHOJIOTHIO U TTaTOTeHEe3 3a00JIeBaHUsI, HO B HACTOSIIIEE
BpeMsI He TepsieT aKTyaJIbHOCTU TaKXe COBEPIICHCTBO-
BaHUE U ONTUMMU3ALIUS YK€ CYLIECTBYIOIINX JEYEOHBIX
MEPOIPUSTUIA.

HeobOxogumocTh co3gaHusl perucTpoB 00JibHEIX M B
omnpeaesieHbl TSLKeCThlo TeueHuss M B, HU3Koi mpomoJi-
KUTEJbHOCTBIO KW3HU, Pa3HOOOpa3veM OCIOXHEHUI
U 3HAYUTEJbHBIM OO0BEMOM TepareBTUYECKUX BMella-
TEJIbCTB TIPU JAHHON HO30JI0TMH. METWIIMHCKUIT pe-
TUCTP — 3TO CUCTeMaTU3alus MH(pOpMaIIK U ee aHaIu3,
KOHEYHOI I1IeJbI0 KOTOPBIX MOJIDKHA CTaTh pa3padoTKa
CTpaTeruu BeeHWs U ONTUMU3ALMSI KOHTPOJISI HaJl Teue-
HUeM 3a0oeBaHus [2].

HaunonansHble perucTpbl 601bHBIX M B neiicTByoT
BO BCEX Pa3BUTBIX CTpaHax, a 0b1ast MHGoOpMaIs CyM-
mupyetrcs B obuieeBporieiickom Peructpe. B Poccum
coznad u ¢ 2011 1. exxerogHo OOHOBJISIETCS HALIMOHATb-
HbIii Peructp 6oabHBIX MB.

B GonbmmHcTBe peructpoB MB oTpaxxeHsl oOliue
neMorpaduyeckre TMoKasaTeau, JaHHbIe, Kacarolluecs
IWaTHOCTUKKA M TeHeTMKW MB, aHTpomomeTpuiecKue
nmapameTpbl, GYHKIMOHAIBHBIN pecIupaTOpHbIN CTaTyc,
XapakTep OpOHX0JIeTrOYHON NH(MEKIIMHU, TIeTOUHbIE U BHE-
JIETOYHbBIE OCJIOXXHEHWUS, COLlMalbHAas 3aHITOCTh U T. A.
O0s13aTeIPHO COCTABIISTIONICH BCEX PETUCTPOB SIBIISIETCS
nHbopMalUs 0 MEAMKaMEHTO3HOM JieueHun MB.

Llenbro HacTOSIIEro UCCIEeIOBaHUS SIBUJIOCH BbISIB-
JieHre ocobeHHocTel Tepanuu y 60apHbIXx MB B Poccun
110 JaHHBIM HalmoHaJbHOTO Peructpa (2014).

Martepuanbi 1 MeTOabI
OpraHusaums uccnegoBaHus

C MoMeHTa co3JaHUsI POCCUMCKUI HalMOHAJIbHBIN
Peructp TecHO MHTErpUpOBaH B pabOTy €BPOIECKOro
Perucrtpa 60abHbIX M B 1 gBJIsIeTcsl HE TOJIbKO OCHOBOM
JIUISI BKJIIOUEHUSI POCCUIMCKUX MTOKa3aTesieil B 001eeBpo-
neiickue, HO U CaMOCTOSITEJIbHBIM MHCTPYMEHTOM IUISI
00001IeHMs 1 aHanu3a AaHHbIX B Poccuu. B cBs3u
¢ oTuM (opma 3aroJIHeHUsT oTeuecTBeHHOTo Permcrpa
COIEPKUT BCE MapaMeTphl, TPEOyeMbIe IS BKIFOUCHUS
JIaHHBIX B eBponelickuii Peructp. Hapsioy ¢ aTum opra-
HU3aIMOHHBIM KOMMTETOM HallMOHaJbHOTO Perumcrpa
JIOTIOJTHUTEJIBHO BKJIIOYEHBI HEKOTOPbIE IOKA3aTEeNu.
Takum oOpaszom, B poccuiickoM Perucrtpe maHHbIe
MpeacTaBAeHbBI 0oJiee IUPOKO, YeM B EBPOIICHCKOM.

B Peructp (2014) BkItOYEHBI CBeEHUS O 74 peruo-
Hax — cyowekrax Poccuiickoit Denepaiinu, HaceleHUE
KOTOPBIX B MCCIeAyeMOM Tromy coctapiisuio 141 041 839
yenoBek (obmiee HacenaeHue Poccum B 2014 . Hacuu-
ThIBaio 146 267 288 uenoBek). B Perucrtpe oTpaxkeHbI
IaHHBIC PETHMOHOB ¢ (PYHKIIMOHUPYIOIINMHU LECHTPAMK
MB, mnpencraBieHa Takxke MH(GOpMAIMs O MalMeHTax,
MPOXUBAIOIIMX B APYTUX PErMOHAX, HO KOTOpbIe HAO0-
JIIOJAICH B YIIOMSTHYTBIX IIeHTpaxX. B cBsIi3u ¢ 9TMM WH-
dopmanust B Peructpe mpejicraBieHa cienyommnM o0-
pazom: 30 perMoHOB, MPEICTABUBIINE CBEICHHUS 000
BCEX CBOMX OOJIBHBIX (IETSAX U B3POCIBIX), OXapaKTepu-
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30BaHbl MO OTIEJbHOCTM, a TMALIMEHTHl U3 PETrMOHOB,
1eHTpbl MB B KOTOPBIX OTCYTCTBYIOT, OObEIMHEHBI MO
Ha3BaHUEM «JIpyrue peruoHbl» (Bkioyas Cankr-Ile-
TepOypr u YenssOMHCKYO 00JacTh, T. K. IO HUM IIpeJi-
CTaBJICHBI TaHHbIE MPEUMYILIECTBEHHO O B3POCJBIX Ia-
LIMEeHTAaXx).

Ilpu 3anonmHeHuu 4vactu Perucrtpa, MOCBSIIEHHONW
JneueHnio MB, oT Bpaueil TpeboBanach MHMOpMaALVI
MO CJCOYIOIIMM IOKa3aTeJIsIM: Teparnusl WHTaIsIuOH-
HBIMM aHTUOakTepuasbHbiMU Mpernapatamu (ABIT),
TUTIEPTOHUYECKUM PACTBOPOM HATPUS XJIOPUAA, TOPHA-
3011 anbda, MpreM MaHKpeaTUIeCKnX (PepMEHTOB, yp-
coae3okcuxoneBoii kucnotrel (YIAXK) m mMakpoaumoB
(B cyOMHTMOUpYIOLIeit 103¢e), TpUMEHEHNEe KUCIOPOA0-
Tepanuu, YUCIO TpaHCIUIaHTaluii. JlOomoJHUTEIbHbIE
CBeIeHUsI OBLIN BKIIFOUEHBI OPTKOMUTETOM HaIlMOHAIb-
Horo Perucrpa n nocssimeHsl Tepanuu ABIT BHYTpu-
BEHHO W BHYTpPb, UHTAISIMOHHBIMU (MU' KC) 1 cucreM-
HeiMu (cT'KC) rmokokoptukoctepounamu (I'KC),
KMPOPACTBOPUMBIMU BUTaMMHaMu. [lox mpuemom Je-
KapCTBEHHBIX CPEJCTB B paMKax 0a3WCHOU Tepamuu
noapasymMeBajach CyMMapHasl IJIUTEIbHOCTb JICUCHUS
> 3 Mmec. B rogy. Takue xe BpeMeHHbIE PAMKU MPUMEHS -
Jmch g kuHesutepanuu. B cioyyae cI'’KC Takke mpu-
HUMAaJIUCh BO BHUMaHNE BHYTPUBEHHBIE KypChl TPOI0JI-
KUTEJIbHOCTBhIO = 14 gHeil, KOTOphIX Ha MPOTSIKEHUU
1 roga mOmKHO OBITH = 3.

Hns cpaBHEeHUs TIOKa3aTelleil Tepalmuyu POCCUMCKIX
OoJIbHBIX C JieyeHrneM MB B 1pyrux ctpaHax oOlieeBpo-
neiickoro Peructpa (2013) nmpuBeaeHbl JaHHBIE Maly-
€HTOB 13 Yexun Kak CTpaHbl ¢ MAKCUMAJIBHBIM YUCJIOM
6oabHBIX B BocTouHoit EBpone. Takxe mpeacTaBiieHbI
MoKa3aTeIu CTpaH ¢ OOJIBIINM OITBITOM YCIIEITHOTO Be-
nenuss MB — CIIIA u BennkoOputaHuu.

Cratuctuueckasgs o0paboTKa AaHHBIX MPOBOIMUIACH
C TIOMOIIIBI0 TIaKeTa MPUKIIAAHBIX TIporpamm Statistica.
B 3aBucHMOCTM OT BUIA paclpeneaeHUs MepaMu 1IeHT-
paJbHOU TEHACHILIMM U PACCESHUS CIYXWJIU CpeaHee
3HaueHue (M) * craHmapTHOe OTKIIOHeHUe (SD) mnm
MennaHa (Me) (MHTEpKBAaPTUILHBIA pa3Max).

Pesynbrartbl
00LwLas xapaKTepucTMKa rpynnbl

Yuicno 60IbHBIX B perMOHAaX, A0JIsI B3POCIIbIX MallUEHTOB
B KaXXIIOM M3 HHX, OTHOIIIEHWE YKCJIa TTallieHToB ¢ MB
K OOIleil YMCIEHHOCTH HaCelIeHUs, IIPOKUBAIOIIETO
B PETHOHE, a TAaKXKe SKCTPAITOIMPOBAHHOE YUCIIO OOJIb-
HBIX B Poccum, ucxons U3 BCTpeyaeMOCTH 3a00J1eBaHUS
B KaXXJIOM perMoHe, oTpaXkeHbl B Ta0I. 1.

IIpencraBiensl peruonsl LleHTpanbHOoro, Cesepo-
3anannHoro, KOxwuoro, ITpuBoirkckoro, Ypanbsckoro, Cu-
oupckoro, JlampHeBocTouHOro, CeBepo-KaBkazckoro
1 KpbIMcKoTo (henepaTbHBIX OKPYTOB.

B Peructp (2014) BritoueHsl gaHHbie 2 131 (2 092
KMBBIX 1 39 ymepinux) 6ompHOTO: 1 847 — 13 30 peruo-
HOB ¢ paboTatonmu ueHtpamu MB, 284 — u3 44 peruo-
HOB Poccun, B KOTOphIX 1IeHTpEI MB He TIpeacTaBieHBI
WJIN JaHHBIC M3 HUX MPEICcTaBIeHBI YacTUIHO. Mcxoms
13 BCTpeyaeMOCTU 3a0oseBaHUsI B cyobekTax Poccuii-
ckoit Denepaunu, B 2014 . pacyeTHOE YMCIO OOIBHBIX
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MB B ctpane coctaBuio 3 380. Takum obGpa3oMm, B Ha- Bospact mauueHToB Kojebaincs ot 0,1 roga 1o 65 JerT.
LIMOHaJIbHOM Perucrpe mpeactaBiieHbl AaHHble 001b-  CpenHuit Bo3pact nauueHToB B 2014 1. coctaBun 12,8 +
HbIX, COCTaBUBIIKX 63 % OT 00I1Iero Yucia. 9,7 roma, meauaHa Bo3pacta — 10,2 (15,2) roma. Jdoms
Tabauua 1

Yucaennocno 604bHbLX, 0045 83pOCAbIX U wacmoma ecmpevaemocmu MB ¢ pazauunoix pecuonax P® (2014)

Table 1

Number of patients, proportion of adult patients and prevalence of cystic fibrosis in different regions of Russia, 2014

BonbHbie MB, n

Pervou | HaceneHue pervoxa, n*

B3apocnbie, n (%) | Yacrora Ha 100 Tbic.

Mpumeyarme: * - faHHble PenepanbHoi cnyxObl rocy[apcTBEHHOI CTaTUCTIKM (PoccTat) 0 YueneHHocTH HaceneHus Poccuiickoit @enepaumm Ha 01.01.15; ** = nOA T. H. ApyriMN pervioxa-
Mu nogipasymesatotcs: CankT-Metepbypr (n = 31), Yensburckas (n = 16), Amypckas (n = 3), Apxanrensckast (n = 1), benropogckast (n = 9), Bnapumupckas (n = 16), Bonrorpaackast (n = 9),
Bonoropackast (n = 13), MBaHosckasi (n = 8), Vpkytckas (n = 7), Kanunukrpagckas (n = 3), Kanyxckas (n = 12) obnactu; Kamyarckwii kpaii (n = 1), Kapayaeso-Yepkecckas Pecny6auka (n = 11),
Kuposckas (n = 4), Koctpomckas (n = 4), Kypraxckas (n = 1), Jiuneukas (n = 5), Opnosekas (n = 1), Mensewckas (n = 7), Mckosekas (n = 2) obnactu; Pecnybnuku: Anpirest (n = 2), Antaii (n = 6),
Bypsitus (n =2), AarectaH (n = 6), Kanmsikus (n=2), Komn (n = 4), Kpbim (n=7), Mapuii 9n (n = 4), Caxa (Akytus) (n = 1), Cesepras OceTns - Anaus (n =6), Toia (n=1),

Xakacus (n = 8); PocTosckas (n = 5), Capatosckas (n = 12), Caxanuxckast (n = 1), Ceepanosckas (n = 6), Tambosckast (n = 5), Teepckast (n = 14), YnbsiHosckast (n = 1) obnacu;

TiomeHckast 06nacTb 6e3 aBTOHOMHbIX OKpyroB (n = 3); Xabaposckuii kpaii (n = 7), Yeuerckas Pecnybmuka (n = 12), Imano-HeHewkuit aBTOHOMHBI OKpyr (n = 5).

Notes. *, data of the Federal State Statistics Service on population of Russian Federation to 01.01.2015; **, other regions include: Saint-Petersburg (n = 31), the Chelyabinsk region (n = 16),
the Amur region (n = 3), the Arkhangel'sk region (n = 1), the Belgorod region (n = 9), the Vladimir region (n = 16), the Volgograd region (n = 9), the Vologda region (n = 13), the Ivanovo region
n =8), the Irkutsk region (n =7), the Kaliningrad region (n = 3), the Kaluga region (n = 12), Kamchatka krai (n = 1), the Karachay-Cherkess Republic (n = 11), the Kirov region (n = 4),

the Kostroma region (n = 4), the Kurgan region (n = 1), the Lipetsk region (n = 5), the Orel region (n = 1), the Penza region (n =7), the Pskov region (n = 2), the Republic of Adygea (n=2),

the Altai region (n = 6), the Buryat Republic (n = 2), the Dagestan Republic (n = 6), the Kalmyk Republic (n = 2), the Komi Republic (n = 4), the Crimea Republic (n = 7), the Mari El Republic

n =4), the Sakha (Yakutia) Republic (n = 1), the Republic of North Ossetia-Alania (n = 6), the Tyva Republic (n = 1), the Republic of Khakassia (n = 8), the Rostov region (n = 5), the Saratov
region (n = 12), the Sakhalin region (n = 1), the Sverdlovsk region (n = 6), the Tambov region (n = 5), the Tver region (n = 14), the Tyumen Region without autonomous districts (n = 3),

the Ulyanovsk region (n = 1), the Khabarovsk krai (n = 7), the Chechen Republic (n = 12), the Yamalo-Nenets Autonomous District (n = 5).

w
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B3pOCJIBIX MaleHToB (He Mojoxe 18 jet) — 29,2 %.
Cpenn 00JIBHBIX TTpeobTagaa MysKIuHBI (52,8 %).

CTpykTypa n 00beM MeUKaMEHTO3HOI
Tepanuu MB B Poccuu

B Tab6n. 2 npencrasiaeHa xapakKTeprUCTUMKA U 4YacTOTa Ha3-
HauyeHUsI MEAUKAMEHTO3HOI Tepanuu OojabHBIM MB
B Poccun cornacHo TpeOGoBaHUSIM K 3aIlTOJTHEHUIO HALIM-
oHajbHOro Perucrpa.

B Tab6n. 3 npencraBieH 00beM MeAUKAMEHTO3HOM Te-
panuu, JOTOTHUTEILHO BKIIIOUEHHOM B HALIMOHAJIBHBI
Peructp.

OpuruHaanue uccneposaHug

YacToTa NpUMEHEHUsT MEIMKAMEHTO3HOM Tepanuu
10 CTpaHe pacripenesieHa CJIeAYIoIMM 00pa3oM: MaHK-
peatmuyeckue depmeHtol — 93,3 %, YAXK — 91,4 %,
nopHasa anbda — 92,8 %, KupopacTBOPUMbIE BUTAMU-
Hbl — 88,3 %, nepopanbHbie ABIT — 73,3 %, 6poHxoau-
maratopsl — 65,9 %, BHyTpuBeHHBIE ABIT — 62,3 %,
TMTIEPTOHWYECKHI pacTBOp HaTpus xyiopunaa — 45,9 %,
uHrajasiuuonnsie ABIT — 41,3 %, makponunsr — 32,4 %,
ulKC — 21,7 %, cI'’KC — 5,5 %.

B Tab6s. 4 npeacraBaeHoO cpaBHEHUE MEIUKAMEHTO3-
HOIi Tepanuu B Poccuu ¢ TAKOBOI B HEKOTOPBIX CTPAaHaX
Espomnel u CILA.

Tabauua 2

Cmpyxkmypa u o6sem meouxamenmosnoii mepanuu 60avuoix MB 6 Poccuu coeaacrno mpe6osanusam 3anoineHus

esponeiicko2o u nauuonaavnozo Pezucmpos; %
Table 2

Spectrum and rate of administration of drugs for CF patients in Russia according to general requirements

of European and National Registers, %

Pernox TMneptoHuyeckmit | MHransumoHHble Bpohxo- [opHa3sa Makponuabi MaHkpeaTnyeckue YAXK
pacTBop HaTpus ABN Avnararopbl anbda (asuTpommumH) hepmeHTbI
xnopuaa

Mocksa 53,7 47,5 58,6 95,1 24,7 87,8 94,5
fipocnaeckas o6nacTb 58,5 45,2 48,8 92,9 3157 92,7 68,3
3abaiikanbckuii Kpaii 66,7 50,0 73,3 93,8 12,5 100,0 93,8
Tynbckas o6nactb 48,3 60,0 51,7 93,3 83,3 100,0 100,0
Tomckas o6nactb 59,1 81,8 100,0 100,0 36,4 95,5 100,0
CmoneHckas o6nactb il s 0 62,5 93,8 12,5 100,0 81,3
Camapckas o6nactb 68,9 53,4 94,2 86,4 44,7 97,1 93,2
Psizanckas o6nactb 7,7 15,4 61,5 92,3 38,5 92,3 100,0
Mepmckuii kpait 32,9 15,7 39,1 77,9 19,1 91,0 71,6
OpeHOyprckas 06nacTb 50,0 59,6 30,8 100,0 44,2 100,0 100,0
Omckas obnactb 77,2 55,4 87,7 91,2 26,3 96,5 91,2
HoBocubupckas o6nactb 51,6 53,2 88,7 95,2 33,9 100,0 96,8
Huxeropogackas o6nactb 82,2 42,5 63,9 98,6 31,9 100,0 98,6
MockoBckas o6nactb 53,7 43,3 66,5 93,9 15,9 87,2 89,6
JleHnHrpapckas oonactb 28,6 25,0 28,6 96,4 21,4 96,4 96,4
KemepoBckas o6nactb 64,6 39,6 35,4 93,8 56,3 100,0 89,6
BopoHexckas o6nactb 23,3 65,0 96,7 85,0 78,3 100,0 98,3
BpsiHckas 06nacTb 8,3 33,3 25,0 76,9 9,1 92,3 76,9
AcTpaxaHckas o6nacTtb 79,0 26,3 94,7 89,5 68,4 79,0 89,5
CraBpononbCKuii Kpai 9,8 70,5 88,5 95,1 36,1 96,7 96,7
Mpumopckwii kpai 83,3 59,5 81,0 79,1 72,1 97,7 78,6
KpacHosipckuit kpaii 82,7 40,4 94,2 96,2 61,5 100,0 92,3
KpacHopaapckuii kpait 3513 44,1 89,7 100,0 60,3 97,1 100,0
Anaiickuii kpai 27,5 25,0 80,0 97,7 35,0 100,0 100,0
Pecny6nmka Yysawums 15,4 17,3 38,5 98,1 1,9 94,2 92,3
PecnyGnuka Yamyptus 35,9 18,4 89,7 71,8 10,3 79,5 74,4
Pecny6nuka TatapcTaH 19,3 25,7 61,2 96,3 15,6 97,3 94,6
Pecny6nuka Mopposus 50,0 33,3 66,7 66,7 75,0 100,0 91,7
Pecny6nuka bawkopTocTaH 29,2 30,1 47,2 91,8 16,4 100,0 94,4
XauTbi-MaHcuiickmii
ABTOHOMHbliA okpyr — lOrpa 18,0 15,4 74,4 100,0 2,6 100,0 100,0
[Lpyrve peruoHbl 36,6 34,2 57,8 93,1 32,9 86,6 85,5
CpepHee 3HayeHue no Poccun 45,9 41,3 65,9 92,8 32,4 93,3 91,4
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Tabauuya 3

Cmpykmypa u 0066em mMeduKameHmo3Hol mepanuu, 0onOAHUMEAbHO KAIOHEHHOU 6 HAUUOHAAbHBLI Peeucm;; %

Table 3

Spectrum and rate of administration of drugs for CF patients additionally included in the National Register in Russia, %

Pervou BryTpueeHHbie ABI MepopanbHbie ABI UrKc CrKC XupopacTteopumble
BUTaMMHbI
Mockea 39,6 79,6 25,2 4,0 92,4
fipocnaeckas o6nactb 70,7 95,1 17,1 0 95,1
3abaiikanbckuii Kpaii 81,3 62,5 0 12,5 93,8
Tynbckas o6nactb 89,7 85,7 20,7 6,7 83,3
Tomckas o6nactb 77,3 100,0 27,3 0 100,0
CmoneHckas o6nacTtb 43,8 50,0 25,0 0 18,8
Camapckas o6nactb 69,9 73,8 8,7 1,9 83,5
Psa3aHckas obnactb 61,5 69,2 46,2 53,9 84,6
Mepmckuii kpait 53,0 58,1 7,7 3,0 88,1
OpeHOyprckas o6nacTb 96,2 92,3 15,4 3,9 100,0
Omckas 06nacTb 94,6 69,1 49,1 5,3 92,7
HoBocubupckas o6nactb 62,9 75,8 27,4 8,1 96,8
Huxeropognckas o6nactb 52,8 56,2 15,1 4,2 94,5
Mockogckas o6nacTtb 32,9 76,1 17,2 4,3 92,6
JleHuHrpapckas o6nactb 67,9 100,0 25,0 14,3 89,3
KemepoBckas o6nactb 70,8 35,4 4,2 0 95,8
BopoHexckas o6nactb 73,3 96,7 81,7 13,3 93,3
BpsHckas 0bnactb 16,7 41,7 25,0 8,3 84,6
AcTpaxaHckas o6nacTtb 63,2 94,7 5,3 21,1 73,7
CraBpononbCKuii Kpai 45,9 59,0 1,6 1] 93,4
Mpumopckuit kpai 61,9 88,1 38,1 U3 90,7
KpacHosipckuit kpaii 63,5 94,2 13,5 25,0 94,2
KpacHopapckuii kpain 92,6 64,7 27,3 4,5 97,1
AnTaiickuii kpait 57,5 100,0 10,0 2,6 100,0
Pecny6nuka Yysawms 76,9 98 11,5 1,9 17,3
PecnyGnuka YomypTus 89,5 92,1 15,4 5,1 74,4
Pecny6nuka TaTapcTaH 87,0 58,3 13,0 2,8 96,3
Pecny6nuka MopaoBeus 50,0 91,7 0 0 91,7
Pecny6nuka bawkopTocTaH 71,2 50,0 12,5 15,1 100,0
XauTbi-MaHcuiickmii

aBTOHOMHblii Okpyr - KOrpa 100,0 41,0 33,3 0 100,0
[Lpyrue pernoxb! 61,1 66,2 26,9 4,4 78,1
Poccusi, cpepHee 3HavyeHune 62,3 73,3 21,7 5,5 88,3

OO0beM MpUMEHEeHUsT JOopHa3bl ajlbda B perrMoHax
npencTaBieH Ha pucyHke. JIaHHbII BUI Tepanuu B OT-
YeTHOM Toay npuMeHsiica y 92,8 % GONbHBIX.

B Tabn. 5 nmpuBoauTCcs cpaBHEHME MEIMKAMEHTO3-
HOW Tepanuu y B3pOCJIbIX U JIETECH.

00cyxaenue

BrniepBbie mpoBeaeH aHaiu3 faHHbIX > 2 000 poccuiickux
601bHBIX M B, coOOpaHHBIX B eTMHOM (popMate 1 0 eau-
HOMY mpuHLIUITY. HecOMHEHHOE MpenMyIIecTBO UCClIe-
JNIOBaHMS Ha 6a3e HallMOHAJIbHOTO Perucrpa — 1mmpokuii
0OXBaT PErMOHOB, 00beAMHEHWE yeuauii > 80 cienuanuc-
TOB U3 perdoHajibHbIX LIeHTpoB MB. PaGoTel oTeuect-
BEHHBIX CITCLIMAJIMCTOB MPEIIICCTBYIOIIMNX JIET MOCBSI-

IIECHBI Pa3IUNIHBIM OCOOCHHOCTSIM MEOMKAMEHTO3HOTO
U HEMEIMKAMEHTO3HOIO BeaeHUA 00sbHBIX MB. BOnb-
11asi yacTthb uccienoBanuii (Ilaenoe I'. B., Cupomxun E.A.,
Illadopuna 3.M., baiixoea I'.B., llladpuna B.B., Pomanen-
xo H.U., Yuxynos B.B., Poioarkuna M.I'., Yavanoea JI.B.,
Cumanosa T.B., Aweposa U.K., Jlednesa B.C.) TIOCBSI-
1IeHbl 0OCOOEHHOCTIM Tepanu MB B pa3nuyHbIX perm-
OHax cTpaHbl [3—5]. AKLIEHThI Ha JIeYEHUM MOpaKEeHU
OTIEIbHBIX OPTraHOB M CHCTEM OBUIM CHCIaHBI B pado-
tax H. U Kanpanosa, JI.A.2Keaenunoii, H.FO.Kawupckoii,
O0.H4.Cumonosoii, E. T fAeyosny, T.I0.Kanycmunoii, C.IO.Ce-
mouicuna, O.B.Ycenko, A.FO. Boponkosoii, A.M. Paduonosuu,
B Illepman, FO.B.Iopunosoii, JI. B.Ilepedepko, /. D.Cep-
euenko, C.A.Kpacosckoeo, B.C. Hukonosoii |6—8]. Bo3pact-
HbIe 0COOCHHOCTH BEeICHUSI MAllMEHTOB OTPaXKeHbI B C-
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OpuruHaanue uccneposaHug

cnenoBaHusix JI.A.Kponunoii, E.JI.Ameaunoit n A.B.1[vi-
eanka [9—10]. HecMoTpsi Ha akTyaJlbHOCTb U 3J1000/-
HEBHOCTh MHOTHMX U3 HUX, 9TU PAOOTHI HE UMEJTN €IMHO-
ro ¢opmata mpeAcTaBieHMSI JaHHBIX, YTO 3aTPYIHSIO
O00BEKTUBHYIO OLIEHKY. DTOMY Xe TMpernsaTCTBOBAIN He-

pador.

OJIMHAKOBBIE KOJIMYECTBECHHBIC U BO3PACTHBIC XapaKTe-
PUCTUKHU BI)I60p0K, a TaKXK€ pasHOC BPEMA MPOBCACHUA

Hecmotpst Ha To, 4TO hopMaT OONBITUHCTBA UMEIO-
LIUXCS B MUpPE PErucTpoB 00JbHBIX MB cxoxX, caMbIM

Tabauua 4

Medurxamenmosnaa mepanus MB ¢ Poccuu no cpasnenuto ¢ oannvimu Pecucmpoe CIIIA, Beauxoopumanuu, Yexuu

Table 4

Drug therapy of CF in Russia in comparison to data of Registers in USA, Great Britain and the Czech Republic

Tepanus, %

TMnepToHMYECKMiA pacTBOP HAaTPUS XNopuAa

ABI:
MHransiLMOHHbIe
BHYTPUBEHHbIE
nepopanbHble

BpoHxoaunaratopbl

UrKc

CrKc

[LlopHa3sa anbda

A3nTpOMULMH

YAXK

MaHkpeaTuyeckue GpepmenTbl

JXupopacTBopuMble BUTaMUHbI

Poccus (2014) ‘ Yexus (2013) ‘
45,9 20,1
413 25,2
62,3 HN
73,3 H
65,0 46,8
21,7 HN

5,5 H
92,8 57,1
32,4 14,8
91,4 37,9
93,3 82,0
88,3 H

CLLA (2014)
65,7*

69,8 +42,5+9,2***
35,2
HM
96,1*
43,8
HM
86,0*
67,5**
HM
87,3
HM

‘ BenukoGputanus (2014-2013)

26,1(22,9)

88,6*** (54,8)
47,0
HN
51,01
HN
HN
54,5 (51,0)
39,3 (42,6)
20,85
84
HN

Mpumeyatme: fantble no CLUA npencTasneHbl u3 HauyMoHanbHOro PerucTpa, no Yexwn - 13 obLueeBponeiickoro. HekoTopsie faHHble N0 BennkobputaHi NpeACTaBaeHbl ABaX bl M3 HALWO-
HanbHoro PerucTpa (B ckobkax - u3 obLieeBponeiickoro); HIM - He MPeACTaBNeHo; * - y NaUMeHTOB CTaplue 6 fIeT; ** - y NaUMeHTOoB cTaplue 6 1eT ¢ XPOHU4ECKOM CUHErHOMHOI MHhEKLMel;
- 88,6 % - pacyer 0T yncna 6oNbHbIX C XPOHUYECKON CUHErHONHOM

# -8 Peructpe CLLA npeacTaeneHo 01aensHo npumMeReHIe TopamuLmHa, a3TpeoHama 1 KOMMCTHHA COOTBETCTBEHHO;
MHQEKLMElt (COBOKYMHOE Y11CN0 NoNyYatoLLyX TOBpaMULIMH B PACTBOPE, KOAMCTUH, NPOMUKCHH, a3TpeoHaM, konuctumertar, Tobu Mopxanep).

kK

Notes. Data for USA were received from the National Register of USA, data for the Czech Republic were received from the European Register. Some findings for Great Britain are given twice,
from the National Register of Great Britain and from the European Register (in brackets). "HM" means "not available"; *, for patients aged 6 years and older; **, for patients aged 6 years and
older with chronic Pseudomonas aeruginosa infection; #, tobramycin, aztreonam and colistin are considered differently in the CF Register of USA; ***, the proportion of total number of patients
with chronic P. aeruginosa infection treated with inhaled tobramycin, colistin, promyxyn, aztreonam, colistimethate, or Tobi Podhaler.

Mocksa

Apocnasckas 061,
3abaiikanbCkuit Kpaii
Tynbckas 061,
Tomckasi 06,
CwmoneHckas 06.
Camapckas 0671
PsizaHckas 061
MNepmckuit kpait
OpeH6yprckast 061,
Owmckasi 0611.
HoBocubupckas o6n.
Huxeropoackast 061
Mockogckasi 0611.
JleHuHrpazckas 0b.
Kemepogckas 0671.
BopoHexckas 061.
BpsHckas 06n.
AcTpaxaHckas 061
CraspononbCKkuit kpa
Tpumopckuit kpaii
KpacHospckuit kpait
KpacHopapckuii kpait
AnTarickuit kpan
Pecny6nuka Yysatums
Pecny6nuka Yomyptis
Pecny6nuka Tatapcta
Pecny6avka Mopaosus
Pecny6anka Balukoproctad
XMAOQ - l0rpa

[lpyrue pervoHbl

0

20

AdopHa3a anbda

40 60

PucyHok. I[puMeHeHue nopHasbl ajibda y 60abHbIX MB B pernonax Poccun
Figure. Administration of dornase alfa in cystic fibrosis patients in regions of Russia
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Tabauua 5

Ob6sem meduxamenmosnoi mepanuu MB ¢ 3asucumocmu
om eo3pacma 6oAbHbIX

Table 5

Rate of administration of drugs in different age groups

Tepanus, % ‘ Bce ‘ Oetn ‘ B3apocnbie

TMnepToHUyecKuii pacTeop
HaTpus xnopuaa 45,9 51,2 32,8
ABIT:

MHransiLOoHHbIe 41,3 39,3 46,1

BHYTPUBEHHbIE 62,3 57,5 74,2

nepopanbHble 73,3 68,1 86,1
BpoHxoannatatopb! 65,9 61,6 76,7
UrKkc 21,7 12,9 43,4
CrKc SR 5,0 6,8
[LopHasa anbda 92,8 94,8 88,0
A3NTPOMULIMH 32,4 29,4 39,7
YAXK 91,4 94,4 83,9
MaHkpeaTuyeckue GpepmeHTbl 93,3 97,7 82,5
XupopacTeopuMble BUTaMUHbI 88,3 92,3 78,3

MHOTOACIIEKTHBIM SIBJIICTCS UMEHHO paszaes « Tepamusi».
IIpuunHa 3TOr0 — KIMHMYECKHUEe ocobeHHocTu MB.

MB — 3aboeBaHMe C TOAMOPraHHBIM MOPaXXeHUEM
W TeTePOTeHHBIM TeueHNeM. MyJTBTUCHCTEMHOCTD ITopa-
KEHUSI OOYCIIOBJICHA pPa3BUTHUEM IIaTOTCHETHMIECKOTO
Kackajga B TUITMYHBIX OpraHax-MUIICHSX, K KOTOPHIM
OTHOCSITCSI CIU3UCTasi OPOHXUAJIBHOTO JAepeBa, HOCO-
[JIOTKM M KUIIEYHWKA, TOKETyI0IHas XKene3a, eYeHb,
CEeMSIBBIHOCSIIIINE TIPOTOKM, CITIOHHBIC KeIe3bl. B MeHB-
IIeil CTEMeHW IIPSIMOMY ITaTOJIOTMYECKOMY BIIMSTHUIO
MEePBUYHOIO TEHETUYECKOTo neteKTa MoaABEePKEHbI MOY-
KU, CepICYHO-COCYIUCTas CUCTeMa, OpraHbl MOYEBBI-
JIeJIeHUsT M cJiyXa, KOCTHO-CyCTaBHasi cuctema. Bosie-
YeHHUE ATHX CHUCTEM OOYCIOBJICHO B OOJBIINCHH Mepe
BTOpUYHBbIMU 3¢ ¢eKTamMu 3a00jieBaHUsI, TaKUMHU Kak
pa3BUTHE CUCTEMHOIO BOCIAJICHUsI, TUTIOBUTAMUHO3A,
SHIOKPUHOJIOTUIECKOTO AUcOaaHca, Hu3Kas (hu3ndec-
Kasi aKTUBHOCTb U T. 1. TpeTbrM (paKTOPOM, OIIPEACIISIIO-
IIUM monuopraHHocth MB, — 310, 06€3yc/ioBHO, BuUsI-
HUE aKTMBHOM, 3a4acCTyI0 arpECCUBHOM M MHOTOJIETHE
Tepanuu MB [11].

Takum 00pa3oM, MpHU TTOJMOPTaHHBIX MOPAKECHUSIX
U TSDKeJIoM TedeHuu MB TpeOyroTcs pa3HOpOAHBIE Jie-
yeOHBIC U MPOPUITAKTHICCKIE MEPOITPHUSITHS.

Bo3moxHo, B Oyaymux peructpax He OyaeT Tak Iiu-
POKO TIpeICTaBIeHa CUMITTOMATHYeCKasl Tepamnusl, a Jie-
yeHue OyleT HallpaBJIeHO Ha ucrpaiieHue MyTauuu M B
WJTA BO3IEWCTBUE Ha XJIOPHBIN KaHall. [TombITKM Meau-
KaMEHTO3HOI KOPPEeKIIUM MepBONPUIMHEI MB — B0O3-
IEeCTBME Ha MYTallUM — CTOJKHYJINUCH C PSIIOM OOBEK-
TUBHBIX CJOXHOCTEHf M B HacTosllee BpeMs TI'€HHas
Tepanus ajs JedyeHuss MB octaercst Hepa3paboTaHHOI.
IIp 3TOM BBHIIArOLIMECS YCIIEXHM OOCTUTHYTHI B Tia-
TOTCHETUYECKOM JICUCHUM — BO3ICUCTBMM Ha pabo-
Ty XJIOpHOro KaHaja — Oenka MB TpancmeMOpaHHOTO
perynsitopa. «[laToreHeTMYECKU TIPOPHBIB» CBSI3aH
¢ ampo0amnueil 1 BHeAPeHNEM B IIPAKTUKY «IIOTCHIINATO-
POB» U «KOPPEKTOPOB». «[loTeHLIMATOPbI» — 3TO Bellle-
CTBa, CIOCOOHBIE YBEJIMYMBAThL PabOTy HEIOCTAaTOYHO

(YHKIIMOHUPYIOLLIETO XJIopHOro KaHayna. OcCHoOBHas 3a-
Jadya «KOPPEKTOPOB» — BIMSIHAE Ha IMpaBUJIbHOE (Gop-
MUPOBAaHUE U Pa3MELIEHUE XJIOPHOTO KaHala B MeMOpa-
HE KJIETOK IIPM MYTAIlAsSIX, KOTOPHIE COIPOBOXIAIOTCS
MOJHBIM ero orcyrcTBueM [12]. PeanbHoe BHeapeHue
B MPAKTUKY «MOoTeHIuaTopa» Kanuaeko (MexXayHapo-
Hoe HemaTeHToBaHHoe HaumeHoBaHue (MHH) — uBa-
Kadrop) n OpkamMbM, KOTOpOe MPeACTaBIsIeT COO0I KOM-
OMHALIMIO <«TOTEHIMATopa» M «kKoppekTopa» (MHH —
uBakapTOp U JyMmMakahTOp) U SIBISETCS OYEBUIHBIM
JMOCTIDKeHUEeM mocienHux JjeT. «[laroreHetnueckuii
MPOPBIB» YKE MPOAESMOHCTPUPOBAJ BBIIAIOIINECS KITH-
HUYECKME pe3yJbTaThl, 3TO MEPCIeKTUBHOE HaIlpaBiie-
HUE CcTajJo HeoTbhemsieMoil 4yacthio Peructpor CIIA
u BenukoOpuranuu [13, 14].

HanHOe MHOTOOOCIIIAoIIIeE JICUCHHE eIIle He YTIOMHU-
HaeTcd B eBporieiickoMm Peructpe (2013) [15]. Hecmotps
Ha MOJIMOPTaHHOCTh HO30JIOTU U, TSKECTh U TIPOTHO3 3a-
0oyieBaHUSI B TOJABJSIONIEM OOJBIIMHCTBE CIy4aeB
00YCIIOBJIEHBI TIPOTPECCUPYIOIIMM THOWHBIM TTOpaXKe-
HueM Jerkux [1, 2, 5,9, 11]. DTo 0ObSICHSIET IOMUHUDPY-
IOIIYIO ITYyJIbMOHOJIOTMYECKYIO HAlPaBJICHHOCTh B KOM-
TJIEKCHOM JIEYEHUM OOJIbHBIX.

Kpome BBIIBICHHBIX DOCTATOUHBIX PA3IMIUIl CO
crpanamu EBpornbl, CILIA 1 ABcTpanuu, B JaHHOU pa-
0oTe IMoKa3aHa 3HAUYMTEJbHAs BapuadeJIbHOCTh Ha3Ha-
YeHUS pa3IMIHBIX MEANKAMEHTO3HBIX CPEICTB B TIpec-
nax Poccuiickoit ®enepannu (cMm. Taodm. 2, 3).

bBpouxoaumuueckue npenapamovt — TpyIna IIUPOKO
MPUMEHSIEMbIX JIEKAPCTBEHHBIX CPEACTB, 1ejecoodpas-
HOCTb JUTMTEJTBHOTO Ha3HAUCHMS KOTOPBIX Ipr M B myic-
KyTtabenbHa. HeoOxonuMocTh MpuMeHeHUsT OpOHXOJIM-
TUYECKUX MpernapaToB MpU 00paTUMOI OpOHXMANBHOI
00CTpyKIIMM (C pa3BUTUEM OPOHXMAJILHOM acTMbl WU
0e3 TaKOBOU) W Tepel UHTATALUUSIMU pa3Ipaxkaroimnx
MYKoOJIMTUYeCcKuUX TiperiapaToB u ABII B ciayuyae runep-
pPEaKTUBHOCTU OpOHXOB HE BbI3bIBAaeT COMHeHuil. Mc-
MOJIb30BaHWE OPOHXOJUTUYECKUX IPEernapaToB Takke
000CHOBAHO Y TMAIIMEHTOB C CYOBEKTUBHBIM ONIYIICH!-
€M YMEHBIIEHMST OABIIIKKM ITociae MX MHransuuu [16].
HecMoTpst Ha pe3ynbTaThl MCCAEIOBAHUM, MOCBSIICH-
HBIX 3(PDOEKTUBHOCTH KOPOTKO- W JUIMTEJIbHO MEWCT-
BYIOIINX [3,-aTOHUCTOB U AHTUXOJWHEPTMYSCKUX TIpe-
mapaTtoB, II0 MHEHHIO KOHCEHCyca aMEepUKaHCKMX
CHELUAIMCTOB, B HACTOSIIIEE BpeMs TaHHBIX IS PEKO-
MEHAAUUN MO IJIUTEIbHOMY MCITOJIb30BAaHUIO OPOHXO-
JIMTUYECKUX MpernapaTtoB HepoctatouHo [17]. [Tapagokc
B ToM, uTo MMeHHO B CIIIA, Tae ObUI co31aH 3TOT JOKY-
MEHT, MPUMEHEHUE OPOHXOAUIATATOPOB COCTABJISIET
96,1 %. Bpsii i 3TO TOBOPUT O HEJTOBEPUU aMepPUKaH-
CKMX Bpauell «Ha MeCTax» K HallMOHAJIbHBIM COTJIaCH-
TeJIBbHBIM JoKyMeHTaM. CKopee Bcero, 3HauMTeJIbHas
JOJIT BTOr0 BUIA Tepanuu B JiedeHUM OoJbHBIX MB
00ycJIoBJIeHa KaK BBICOKOUW KJIMHWYECKON OIIEHKOW ee
3(GHEKTUBHOCTH, TaK M MHTYUTUBHBIM U CUMITTOMATH-
YeCKMM Ha3HaUYeHUEM OPOHXOIMTUUYCCKUX ITPEIapaToB
Mo Mepe B3POCACHMS OOIIeil MOMmyIsuuUd OOJIbHBIX
(B8 CIIA nong mamueHTOB cTapiie 18 jeT cocraBiser
> 50 %) m HapacTaHus OPOHXMAJIBHOW OOCTPYKIIMU
¢ Bo3pacTtoM. B meHbInieit crenenu, yem B CIIA, onHa-
KO JOCTaTOYHO YacTO OPOHXOAMIATATOPHI MPUMEHSIOT-
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ca u B EBpore. Ecy MCKITIOUUTDL peKoe MCIOIb30Ba-
Hue ux B CroBeHun (12,4 %), n 4pe3BBIUAITHO 9aCcCTOE —
B Makenonuu (95,3 %), To B 00/bILIMHCTBE cTpaH EBpo-
bl TIPUMEHEHNE OPOHXOJUTMYECKMX IIperapaToB CO-
crasiseT okojio 50 % (or 41,6 % — B Hunepiaangax 1o
89,1 % — B ABctpum); B CILIA HazHayeHUe TIpenapaToB
9TOH IPYIIILI KOJiebeTcs ot 66,5 1o 100 %. Tak xe BbI-
COKa HEOTHOPOMTHOCTh Ha3HAUYCHUSI OPOHXOJIUTUICCKIX
npemnapaToB B Poccuu — ot 25 % B bpsiHckoii obactu
1o 100 % — B Tomckoit oby1acTh; cpeIHUe TTOKa3aTelIn
MIPUOJIIKAIOTCS K TAaKOBBIM B EBporre.

ITouemy e HazHaueHUe OpoHXoAMIATATOPOB B EB-
pore, ueHtpax CIIIA u cyobekTax P® HacToJIbKO pa3s-
nuyaetcsa? B EBpone oTyacTy 3TO MOXHO OOBSICHUTH
Pa3IMINAMHU KaK B CHCTeMaX 3IpaBOOXPAHCHUS B CyBe-
PEHHBIX CTpaHaX, TaK ¥ B YpOBHE MOMOIIU 001bHbIM M B
B 3amnanHoii u Boctounoii EBpornie. Ho npu cyiiectBo-
BaHWM B KaXKIOW CTpaHe eIUHBIX COTJIACUTEITBHBIX TOKY-
MeHTOB, Kak B CIIIA u Poccuu, Takoii pazdpoc Kaxercs
YIUBUTEIHLHBIM.

HaBepHoe, OTBEeT B ceayIOIIEM: HECMOTPSI Ha MeX-
IYHapOIHBIC ¥ HAIMOHAIBHBIC PEKOMEHIALINMI, PYKOBO/I -
CTBa M KOHCEHCYCHI, Ha3HaUYeHUE OPOHXOIUTUICCKON
Teparmuy HaxoguTcs B (DOKyce JIMYHOTO OIThITa Bpada
WIX TPAAULIMOHHO TPUMEHSIEMOI Tepanuu B KOHKPET-
HOM rocygapctBe win LeHTpe MB. J/lokazarenbcTBOM
CITY>KUT CUTYallWsI B IBYX ITOXOKUX BO MHOTOM PECITyO-
nukax — CinoBeHun u MakeqoHUU, B KOTOPBIX MpPOJe-
MOHCTPUPOBAHbl MUHMMAaJbHBIE M MaKCUMaJbHbIe
u@pPBl IO TPUMEHEHNIO OPOHXOIMIATaTOpOB B EBpO-
ne. Yto kacaercs Poccuu, To 3mech cutyaluio 0600-
maet MHeHue H.K.Aweposoii (SIpocmaBckuii 1IeHTP
mykoBucuunosa; I'bY3 S0 «Jlerckasg KinmHUYecKas
oompHUIA N2 1»), KOTOpass OOBSICHSCT MEHbIIEE, YeM
B EBpomne, Ha3zHaueHuWe OpPOHXOAUIATATOPOB B CBOEM
LIeHTpe cieayrolunM odpa3om: «Haia Taktuka 6asupy-
eTCs Ha UCIOJb30BaHUM OPOHXOJUMTUYECKUX Iperapa-
TOB TOJBKO Y ITaIlMEHTOB C OOPAaTHUMBIM KOMITOHCHTOM
OOCTPYKIINH WIN Y TeX OOJIBHBIX, KOTOPBIC UCITHITBIBAIOT
CyOBEKTMBHOE VIIyUIICHNE OPOHXMATBbHON ITPOXOIM-
MOCTU TIOC/ie WHTaJAIUU [-arOHUCTa KOPOTKOTO
nmeiicTeus» [18].

ToBopst 0 cormacuTEIBbHBIX TOKYMEHTAX, IMpuMeda-
TeJIbHA BBICOKAS JOJISI HAa3HAYCHMST OPOHXOIUTUICCKIX
npernapatoB B CILIA npu oTCyTCTBUHU y BeAyIIUX aMepH-
KaHCKUX CITCIIMAJIMCTOB YETKOTO MHEHHUsS O Heo0Xo-
INMOCTH MX ITOCTOSHHOTO ITPUMEHEHUSI, UTO OTPaKEHO
B aMepUKaHCKOM COTJIacUTeJIbHOM OOKymeHTe [17].
B Poccum xxe, Ha060poT, B KITMHUYECKUX PEKOMEH Al -
sx Coto3a nennatpoB 1 HarmmoHaabHOM KOHCEHCYCE 110
MB mpakThueckKn HE OrpaHWYMBACTCS MPUMEHEHHUE
9TOrO BMIA TepaluM, OJHAKO HAa3HAYCHHE €€ CYIIeCT-
BeHHO Huxke, yeM B CIIIA u He sBisieTcsl OOIIETTpUHS -
TBIM (YTO eule pa3 moaTBepxaaeT MHeHue H.K.Awepo-
o) [19, 20].

HTKC. TIpotuBoBocnanutenbHoe neiictBue nl' KC
SIBJIIETCSI OCHOBHBIM B JICUCHUU OPOHXUATBbHOMN aCTMBI.
HamnpasienHbie Ha 303MHOMDWIBHOE BOCITaJICHNE U Ha3-
HavaeMbIe TIOUTH Ha BCeX dTallaX CTYIICHUYATOM TepaItnu
oponxuanbHoi actMmbl, MI'KC 3aHS11M OCHOBHYIO HUIILY
B JICUEHU U 3TOM COLMATIBHO 3HAYMMOIM HO30JIOTUU Opra-

Opuruuanbuue uccneposaHug

HOB apIXxaHus [21]. JIorMuHO, 4TO COMYTCTBYIOLIAs
OpoHXMaJibHasl aCTMa — AUHCTBEHHOE aOCOTIOTHOE TT0-
kazanue 1151 HazHayeHus ul KC mpu MB.

Mecro uI'KC B nmeuenun MB 6e3 OpoHXMalIbHOM
acCTMbl HallIOMUHAET MX POJb B Teparvuu XpOHUYECKOM
OOCTPYKTUBHOW 0OJIE3HU JIETKUX, TJe 3TU JIeKapCTBEH-
HBIE CPElCTBa HE peKOMEHIOBAHBI IUISI PYyTUHHOM Tepa-
U1 OOJIBIIMHCTBA O0JILHBIX. [IpruunHO 3TOMY SIBJISIET-
¢Sl JOMUHUPOBaHUE HEHUTPOGhMIbHO-MaKpoharaibHOIo
THIIa BOCITaJIeHUs TIp M B, 1 COOTBETCTBEHHO — OTCYT-
crBue Touku npuiaoxenus 1 ul' KC. Hecmotps Ha pe-
3yJIbTaThl HEKOTOPBIX MCCICIOBAHUI, B KOTOPBIX ITOKA-
3aHbl nonoxuteabHble 3¢g¢ekTel uI'KC B cHMXeHUMn
MapKepoB BOCIAJEHUsI W psAa APYTUMX ITOKa3aTesei,
MHEHIE MEKIYHAPOIHBIX COTNIACUTEIBHBIX TOKYMEHTOB
ennHo: ul' KC pns pyrnHHoii Tepanuy M B He pekoMeH-
JIOBaHbI, a €CJIM Teparnusl UMU ellle MPOBOAUTCS, TO MX
OTMEHa BO3MOXHa, IieJiecoo0pa3Ha u 6ezomnacHa [16, 17].
B cBs3u ¢ 3TUM B OOJBIIMHCTBE HALIMOHAIbHBIX U 00-
meeBporneiickoMm peructpax teparmus ul KC He mpen-
craBiaeHa. [Ipy 3TOM HEOOXOOMMO OTMETUTb, UTO OHa
duxkcupoBaiacsk eiie B eBporneiickom Peructpe (2003),
cocTaBiisisl B TO BpeMs 42,6 % OT uuciia 3aloJHEHHBIX
60JbHBIX (18,5 %). OTCyTCTBUE CYILIECTBEHHOM 10KAa3a-
TeJIbHOM 0a3bl U (popMUpPOBaHUE OOILIETO MHEHUST COOT-
BETCTBEHHO TIPUBEIIN K NCKITIOUEHHIO 3TOU TPYIIITHI IIpe-
mapaToB M3 eBporieiickoro Perucrpa.

B camom macmtaGHOM IO YuCTy (DUKCHPOBAHHBIX
noka3zateneiit Peructpe CIUA nonsa HazHayaembix ul KC
cocraniseT 43,8 %. [1pu 5TOM yKa3bIBaeTCsl, YTO ITa Te-
pamms He peKOMEHIOBaHA aMEpMKAHCKUM KOHCEHCY-
coM. Takoli mar, MpeapUHSITHIN aMeprKaHIIaMU, BEPO-
SITHO, OOYCJIOBJIEH MOIBITKOI MPUBJICYEHUSI BHUMAHMS
Bpavyeii-CIeINAIMCTOB K YPEe3MEPHOMY ITPUMEHEHHIO
MpernapaToB HEpeKOMEHIOBAHHOM TpymIibl. JloJs Tpu-
meHennss nl'’KC Takke Bbicoka B Mprmangum, rae oHa
cocTanisieT 31,6 % cpenu maluMeHTOB crapiie 18 JieT.

B Poccuu ucnonbzoBanue ul'’ KC B 2 pa3za Huxe, yeM
B CIIA, HO nIp1 3TOM HALIMOHAJIbHBIE COTJIACUTEIbHbIE
MOKYMEHTBI MeHee KaTeTopudIHbI B oTHomeHnu nl'KC,
4yeM eBpoIleiickre U aMepuKaHckue. PasnnuHoe ux mpu-
MEHEHWE B permoHax Halllell CTpaHBI, 110 aHaJOTHH
¢ OpOHXOJUTHYECCKUMH TIpeITapaTaMu, BEPOSITHO, 3aBU-
CHUT OT JIMYHOTO OITBITa Bpaya 1 cTpaTeTuu BeaeHus: MB
B OIpeaeIeHHOM LIeHTpe U peruoHe. [Ipu aToM Kpome
HejeHanpaBiaeHHoi mno3uuun HaszHadeHuss ul'’KC kak
MIPOTUBOBOCITAJIUTEILHBIX CPEICTB, OTHON M3 TPUYNH
Ha3HAYCHMST 3TUX IIPEIrapaToB, BO3MOXKHO, SIBJISIETCS
crnenyomee: nl'’KC mpucyTcTByIoT BO MHOTMX COBpe-
MEHHBIX TIpelrapaTaXx B KOMOWHAIMW C IJIUTEJIBHO
JEUCTBYIOIIMMHU OPOHXOJIMTUUYCCKUMHU IIperapaTaMu.
Bo3MoXXHO, ONBITKA Ha3HAYCHUSI JUIUTEJIBHO EHCTBY-
IO1IETO OpOHXOAMIATATOPA B YIOOHON MHTaNSLIMOHHON
¢dopMe aBTOMAaTWUYECKM BJICUET 3a CO0OI IpUMeEHEHUE
ul'KC.

CI'KC. be3ycnoBHO, OMHUM M3 TTOBOAOB HA3HAYCHMS
ul'KC saBnsieTcs cTpemieHue YMEHBIIUTh CUCTEMHbBIE
noOoYHbIe sIBJeHUsI, cBs3aHHbIe ¢ TpuemoM cl'KC.
CuinbHeiilee poTuBoBocanuTenbHoe neiicteue I'KC
HallUIo OTpaxkeHWe B MX IpuMeHeHuu npu MB. He-
CMOTpSI Ha psii MCCIIeJOBaHMIi 32 pyOexXoM U B Hallei
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cTpaHe, IO pe3yjbraTaM KOTOPBIX MPOAEMOHCTPHUPOBA-
Ha addexktuBHOCTh cI'KC Kak npu 1IUTEIbHOM MpremMe
BHYTPb, TaK U KypcaMH TapeHTepaTbHO, MEXITYHAPOI-
HBIMU JTOKYMEHTAMHM MX PYTMHHOE MCIIOJIb30BaHME HE
pekoMeHoBaHo [16, 17]. [IppanHaMK TaKMX OrpaHUYe-
HUI SIBJISIETCS] HEIOCTaTOYHAs JoKa3aTesbHas 0aza Mx
WCTIONBb30BAHUST U TSKEJble TTOOOYHBIC SBICHUST Tepa-
mun 'KC. Hecmotps Ha ycremrHoe npumeHenune cI'KC
B KJIMHUYECKOM MPaKTHKe, EAMHCTBEHHBIM OUeBUIHBIM,
HE BBI3BIBAIOIIMM COMHEHMUI MOKa3aHWeM K Ha3Haue-
Huto c['KC gBnsiercst pazBuTre ajiepruyeckoro 0poH-
XOJIETOYHOTO acliepruiuie3a. EnmHomynrHOe MeXIyHa-
pOIHOE MHEHHE O HEeleJecO00pa3HOCTU PYTUHHOIO
ucnonbzoBaHusi c'KC omnpenenuno oTCyTcTBUE 3TOM
TPYIIBI TIpEnapaToB B HEKOTOPHIX HAIMOHATbHBIX
(BkJTIOUasT maxke MaKCUMalbHO WH(GOPMAaTUBHBIN Pe-
ructp CIIIA) u obmeeBpomneiickoM peructpax. B mo-
cienHeMm Tepanusi cI'KC dukcupoBasachk omHaxXabl
(2003). IMpu aToM B Peructpe ®paniuu npeacraBieHb!
cBeneHus o ToM, 4yTo B 2013 1. 13,4 % GONBHBIX UCIIOJIb-
30BaJiM B aeyeHuun opanbHble ['KC, a B aBcTpanuiickom
Peructpe atoro xe roga — 5,9 % nereii u 9,6 % B3poc-
JIBIX COOTBETCTBEHHO.

Bonee nmubepanbHOE OTHOIICHUE U IMMPOKME TTOKa-
3aHusg K npumeHeHuio 'KC B oTeyecTBEeHHBIX KJIMHU-
YECKUX PEKOMEHIAIIMSIX OIPEAeTNIO BKIIOYEHUE TaH-
HOM Tepamuu B HalMOHaIbHBIA Peructp. B Poccum
(2014) nons 6onbHBIX, TpuHUMatomux cI' KC sHTepaib-
HO M TapeHTepalbHO, cocTaBwia 5,5 %, 4TO IOYTU
B 2 pa3a HIKe, YeM cpeau 0obHBIX Bo @panimu. JlaH-
HbIEe, TIpencTaBieHHble 1o Poccun, ®paHimm u ABcTpa-
JINU, a TakKe BbIcoKas ot mpuMeHeHmst cI'’KC-tepa-
muu B esporeiickoM Peructpe (2003) (83,0 % — ot
3aMOJIHEHHBIX U 2,9 % — oT o01ero yucia 00JbHBIX),
TOBOPSIT O CYIIECTBEHHOW POJIM TIPOTUBOBOCTIATUTEIb-
Horo neyeHust cI'’KC B Hacrosmiee Bpemsi. OgHaKo He-
CMOTpsI Ha HENOCTAaTOYHYIO JoKa3aTeJbHylo 0a3y Io
cI'KC, uenecoodbpazHo ObUIO Obl MX BHOBb BKJIIOUUTh
B obuieeBporneiickuii Peructp.

CiemyeT OTMETUTH, YTO B paboTax CIICIIMAIMCTOB
Poccuiickoro nieHTpa mykoBuciunosa JI.B.Ilepedepko,
H.U.Kanpanosa, A.JI.Ilyxaarsckoeo moka3aHoO, YTO JUIU-
tenbHOe TipuMmeHeHue 'KC B Tepanuu MB oka3biBaeT
BBIpaXXEHHBI KIMHUKO-(PYHKIMOHAIBLHBIN 2D deKT.
[1pu aTOM MoOKa3aHO, UTO aHTU(PUOPOTUUECKUM JASHCT-
BUEM O00JIalIal0T TOJBKO aJbTePHUPYIOIINE KOPOTKUE
KYpPCHI TIpeTHU3010Ha B no3ax 0,3—0,5 Mr / KT, 4TO 1O/~
TBEPAUJIOCH CHIDKCHHEM IO HOPMBI YPOBHSI CHIBOPO-
TOYHOTO IMTOKMHA TpaHcPopMUpYyIollero ¢akropa
pocta-f; 6e3 MoGOIHBIX IDHEKTOB U OCIOXHEHUH, Xa-
pakTepHbIX WId Tepanuu Beicokumu go3amu ['KC [8].
Maxkpoauosi. Ecmu mpoTMBOBOCHIANIMTENIBHBIN 3 hEKT
c¢I'KC 3auactyio o4yeBUAEH cpasy NMpPU MX Ha3HAYEHUHU,
TO JieYeHUE CYOMHTMOMPYIOIIUMU 103aMH MaKpOJUIOB
nMeeT 0oJiee CTpaTerMUeCKUil XxapakTep W HaIlpaBIeHO
Ha Toaiep:KaHue IUTEIHBHOTO IPOTHUBOBOCIIAINTEIb-
Horo a¢dexra. [TokazaHueM mist Ha3HAYEHUS TIpenapa-
TOB 3TOM TPYMIIBI SIBJISIETCS XPOHUYECKasi CUHETHOMHast
WHOEKIMS, a ToUKa TIPUIIOKEHNST — BIIMSTHAE Ha XEMO-
TaKCHUC HEUTPODWIOB, CUHTE3 IIPOBOCIIATUTEILHBIX 1T~
TOKMHOB, (hOopMUpPOBaHUE OMO(PUIbMA U CITIOCOOHOCTH

ABII npoHukath BHYTpb Pseudomonas aeruginosa [6].
HecMmotpst Ha TTOJIOXKUTENBbHYIO OLIEHKY JTaHHOTO BHUIA
Teparnuu B 3apyOeXKHBIX U OTEUECTBEHHBIX COTJIACUTEIb-
HBIX TOKYMEHTaX, peaJbHOe MCITOIb30BaHUE MaKpPOJIU-
0B (a3UTPOMMIIMHA) MMEET 3HAUYMTE/IbHbIC PasIMuus
B cTpaHax EBpornbl: oT 6,2 % — B Cinoenuu 10 90,5 % —
B YkpauHe. Takas xe cutyauus B peruoHax Poccuu: ot
1,9 % — B YyBaiumu no 83,3 % — B TyabcKoii 001acTu.

B uyem ke mpuuyrMHaA TaKOro HEOTHOPOIHOTIO IPH-
MeHeHUsT MakpoiunoB? Kpome IuyHOTO OIBITa Bpava
" npoeccuoHaNbHON TTPUBEPKEHHOCTH KAaKOMY-JTN0O0
BUIy Tepanuu (110 aHAJIOTUH ¢ Ha3HaYeHUEM OpOHXOIN-
naratopoB, UI'KC u cI'KC), B oTHOLLIEHMN MaKpOJIUI0B
MOXHO BBIIEIUTS €Ile IBe MPUINHBI TAKUX KapAUHAIIb-
HBIX pa3JIMInii B UX IPUMEHCHUH, TIepBas U3 KOTOPHIX
BBITEKACT M3 IMOKA3aHUI K 3TOMY JICUCHUIO, T. €. HaJll-
yye XpOHUYECKON CUHETHOMHON MH@EKIIMU, TTOITOMY
BITIOJTHE JIOTMYHO, YTO OHU JTOJIKHBI Ha3HAYaThCs Jallie
B T€X CTpaHaX U PETMOHAX, [JIe YUCJIO UH(PUITUPOBAHHBIX
CUHETHOMHON IaJloukoii OOJIbHBIX BhIlIEe. BeposiTHO,
9TO ompeneiseTr U Oojee MIMPOKOEe MPUMEHEHHUE MX
B CIIA, rae nojisi CHHerHOMHOM MH(MEKIUK BBIIIE, YeM
B EBponie. B Poccuu, HecMOTps Ha MIMpoOYaiIiuii pa3-
Opoc MeXXIy permoHaMH, 9acTOTa IMIPUMEHEHHUS MaKpo-
JIMIOB COBMAAAeT C M0Jei 00JbHBIX, MH(OUIIUPOBAHHBIX
P. aeruginosa, n coctapnsiet > 30 %. CrnenyeT OTMETUTD,
YTO BHEJPEHUIO MaKPOJIMIOB B TEPATIEBTUUECKYIO TIPAK-
THKY B CTpaHE CITOCOOCTBOBAJIM MCCIICAOBAHMS, IIPOBE-
neHHble B PI'BY «Mennko-reHeTM4eCKUii HaydHBIA
nentp» PAH (Mocksa) [6].

IMo muenuto Y. K. Aweposoii, TONOTHUTETHHOM, a B PsI-
e CciaydyaeB M OCHOBHOW NPUYMHON OrpaHUYCHUS
HCIIOJIb30BaHUS TIPerapaToB 3TOW TPYMIIbl SIBISIETCS
WX «HU3Kasl KOMIUIAGHTHOCTb B CBSI3U C OTCYTCTBHUEM
OBICTPOTO, TIOJIOXKUTETEHOTO, CYOBEKTUBHO OIILYTUMOTO
addekrar [18]. Y mocmenHeil BO3MOXHONM TPUYMHOM,
KOTOpasi MOXET IMOBIMSTh Ha CHUKEHUE MX MPUMEHEe-
HUSI, — 3TO HECOBMECTMMOCTb MaKpOJHWIOB C JieKap-
CTBEHHBIMU TIperapaTaMu HEeKOTOPBIX KiaccoB. K mpu-
mepy, B DI'BY «<HUU nynbmonHonorun» @MBA Poccun
Yy HECKOJIbKMX MallMEHTOB IPUIIIOCh OTMEHUThH Kia-
PUTPOMUIIMH B CBSI3M ¢ Ha3HaueHUEeM OoJiee BaxKHOTO
¢ KIIMHUYECKOM TOUKY 3peHUsI TIperapara Jijisi KOHTPOJIS
CepAeYHOTo pUTMa — KopakcaHa (mBabpanmnHa). He pe-
KOMEHJIyeTCsl TIpMeM MaKpOJUIOB C PSIOM aHTUMMKO-
TUYECKUX CPEICTB, aHTAIIMIHBIMM TIperapaTaMu, Tera-
puHOM. [laHHBIE CUTyaluu HaOIIOmaNach B JIETCKOW
MPaKTUKEe HAYIHO-KIMHUUYECKOTO OTAENIa MYKOBUCIIH-
no3a ®PI'bBY «MenuKo-reHeTU4eCKUii HaydHbIi LIEHTP»
PAH.

Myxkoaumuuecxue npenapamot. K cpencrBam, HeoO-
XOIWMOCTh IPUMEHEHMST KOTOPHIX HE BBI3BIBACT COMHE-
HUSI, OTHOCSTCSI WHTAJSLMOHHBIE MYKOJUTHYECCKUE
nperapaThl. [IpuMeHeHUE MYKOJIMTUYECKUX TIpernapa-
TOB, BO3/ICMCTBYIOIIMX Ha KITIOYEBYIO TOUKY IaToreHe3a
npu MB — BsI3Ky10 00€3BOXKEHHYIO MOKPOTY, UMEEeT BbI-
COKYIO CTeTIeHb ToKa3aTeJbHOCTU. JlaHHbIC penapaThl,
K KOTOPBIM OTHOCSITCS IOpHa3a ajibtha U rTUIepTOHNYeC-
KWii pacTBOp HATpUs XJIOpUIA, BKIIOUYEHBI B MEXIyHa-
pPOIHBIC W HAIlMOHAJIBHBIC PEKOMEHIAIIUM W IIMPOKO
MPUMEHSTIOTCSI BO Beex cTpaHax [11, 16, 17, 19, 20].
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bonee yem 20-5eTHee MpUMEHEHUE B MUPE TOPHA3BI
anbda npu MB npoaukToBaHO yOeAUTEIbHBIMU JOKa-
3areqbcTBaMU €€ 3G (GeKTUBHOCTU. [lonoXuUTeIbHOE
BIMSTHUE Ha HEIMOCPEACTBEHHBIC KITIOUEBBIC TOUKU —
BSI3KOCTb MOKPOTHI, YPOBEHb ITPOBOCIIATUTEIbHBIX 111~
TOKMHOB, (DYHKIMIO Jerkux (00beM (opcCUpOBaHHOTO
BbIIOXa 3a [-10 CeKyHy), BpeMsi, CBOOOIHOE OT 000CT-
peHMIi, KOJIMYECTBO IIPOIYIICHHBIX IHEH I0 paboTe
u / unu yyede, o0beM BBIHYXIEHHON aHTHOAaKTepUab-
HOM Tepanmuu M T. 1. J0Ka3aHO MO pe3yjibraTaM 0oJib-
IIIOTO YKCJIa MYJIBTULICHTPOBBIX MEXKIYHAPOIHBIX KpaT-
KOCPOYHBIX U JOJTOCPOUYHBIX uccienoBaHuii [7]. Kpome
9TOro, B psiiec MCCIEIOBaHUI YBEIMYEHHUE BbIKUBae-
MOCTH OOJIBHBIX 3a TTOCJICIHIE YeTBEPTh BeKa CBSI3bIBa-
eTcs UMEHHO ¢ TIpUMEHEHUEM B JICUCHUN JOPHA3HI allb-
da [22].

B Poccum mpumeHeHue gopHasbl ajibda 3aMeTHO
BBIIIIE, YeM B OCTaJbHBIX CTpaHax EBpombl. Bwicokoe
IIOBepHe Bpauel M IMAIIMEHTOB CBSI3aHO C pe3yJIbTaTaMK
nccienoBaHuil 3P PEeKTUBHOCTU IIperapaTa B MHpeE
u B Poccun [7].

Kpome Toro, BepoSITHOI MPUYMHON TaKUX BEICOKIX
TTOKAa3aTeNIeil SIBJIICTCS BO3MOXHOCTD TIOJIyUeHUS HOp-
Ha3bl ajbda 10 denepanbHoil mporpamme «CeMb HO30-
noruit». HeobxoauMo OTMETUTD, UTO CPEAU BCEX MHTa-
JIIMOHHBIX TMpernapaToB OopHa3a ajibda Haubosiee
onHoponHo (66,7—100 %) Ha3HauaeTCs BO BCEX PErvo-
Hax Hallleil CTpaHbl, cocTaBiss B cpeaHeM 92,8 %. Ilo
naHHbIM Peructpa (2014), B CIIA nopHa3sa anbga Ha-
3HAYaeTCs ITOYTH TaK XKe 4acTo, Kak u B Poccuu (86,0 %)
¥ TIOYTH B 2 pasa 4aiie, yeM Bo ®panunu, Bermkoopu-
TaHUU U ABCTpaJIUU.

Heckonbko aApyrumM MexaHU3MOM YIIy4IIeHUs peo-
JIOTUYECKUX CBOMCTB MOKPOTHI 00JIagacT THUIIEPTOHM-
YeCKMII pacTBOp HATPUS XJIOPWIA, IPEACTABIISIONINIA
Cc000¥i TMIepOCMOJISIPHBIN PacTBOP U SIBJISIFOLLIMIACS pe-
rugpataHToM [23]. CTpeMuTeIbHOE BHEAPEHUE 3TOTO
BUJIA JICUCHUS TTPOM30IILIO W TIPOMCXOIUT B MUPE B TTO-
caenHue 5—15 JeT, mosToMy ellie B OOIIEeBPOINEeHCKOM
Perunctpe (2003) maHHBI TIpermapaT HE YIIOMHHAJICS.
OTHOCUTE/IbHAST «<HOBU3HA» TUIIEPTOHMYECKOI'O PACTBO-
pa SIBJISIETCS BO3MOXKHOW TIPUYMHOM BeChMa HEOIHO-
POIHOTO TIPUMEHEHMS €T0 B perMoHax Halllell CTpaHbl —
ot 7,7 no 83,3 %. Dra Xe npuuMHa, BEPOSITHO, OIpe/e-
JISIET OYEHb OOJIBIIYIO Pa3HUILY B TPUMEHEHUH COJIEBOTO
pacTBopa cpelM €BpOINeNCKUX TrocyaapcTB B Peructpe
(2013). Cpenu nuaepoB MO UCIOJb30BAHUIO TUTIEPTOHU-
YEeCKOro pacTBOpa MOMHHHPYIOT CTpaHBl BocTouHoi
EBpornsr (Cnosenust — 97,5 %, Ykpauna — 96,2 %, Jlar-
Bust — 94,5 %, Mongosa — 80,3 %, Cepbus — 79,2 %).
Bo3MOXHO TTIPUUUHOI MOXKET OBITH OTHOCUTETEHO BBI-
COKasi CTOMMOCTD JIOpHA3H! alb(da 1 B 3TUX CTpaHaX UC-
MMOJIb30BaHWE TUIIEPTOHUYECKOTO pacTBopa SIBISICTCS
SIMHCTBEHHOM BO3MOXHOCTBIO ITOJIyYaTh aicKBAaTHYIO
OTXapKWBAIOIIYI0 WHTAISIIMOHHYIO Tepanuio (HaIlpHu-
Mep, YkpauHa, rae [Tynemo3uM (mopHa3a anbda) Ha ce-
TOAHSIIIHUI JeHb He 3apeructpupoBaH). JloruuHoe
MPEANOI0XEHNE O TOM, YTO B COIIMAILHO OoJiee pa3Bu-
TBIX CTpaHaX Jalle MpUMEHSICTCS TopHa3a ajabda, a B Me-
Hee pa3BUTHIX — COJIEBOM pacTBOP, MONTBEPKIACTCS HE
B TMoJIHO# Mepe. Tak, B HEKOTOPBIX TocymapcTBax Boc-

Opuruuanbuue uccneposaHug

ToyHOU EBpombl yacToTa NMpuMMEHEHUsI COJeBOIO pacT-
BOpa JOCTAaTOYHO HU3Kas U B MakeJOHUM COCTaBJIsIET
15,3 %, B CroBakun — 7,4 %, B Uexum — 20,1 %. [pu
5ToM BOo MpaHIMU NaHHBI TOKa3aTelb COCTABIISICT
4,5 %, HecKOJIbKO BhIllle — B Benukoopuranuu (22,9 %)
u Hunepnanmax (23,9 %).

Takum oOpa3oM, 1axe Npy HAJIUYUU TEHAEHLIMU 00-
JIee 4aCcTOro MPUMEHEHMSI COJIEBOTO PacTBOpPA B CTpaHaXx,
rae JeKapCcTBEHHOE obOecrieueHue JOopHa30il anbda 3a-
TPYIHUTEJbHO, OYEBUIHO, YTO YETKOTO JJOTUYHOTO 00b-
SICHCHMST Pa3IMIHOTO €T0 IPUMEHEHMS B CTpaHax EBpo-
el HeT. [Ipw aHanm3e cOOCTBEHHBIX JAHHBIX M JTaHHBIX
eBporeiickoro Perucrtpa (2013) BbiAeNIeHBI CTPaHbI, Ie
yalle NpuMeHsieTcsl U JopHa3a ajabda, U ColeBOi pacT-
Bop. K HuM otHocstcs Poccus, benbrus, U3paunb, Py-
MbIHMSA. CTpaHOl ¢ BBICOKOI 10JIeii KOMOMHUPOBAHHOM
UHTASIIMOHHOM OTXapKMBAIOLIEW TEpanuvu SIBJISIETCS
CIIA. ITpumeHenue nopHa3sbl aabda B 86,0 % u coneBo-
ro pacrBopa B 65,7 % cny4yaeB yOeAUTEIbHO T'OBOPUT
0 TOM, 4TO Kak MuHuMyM 50 % Gonbhubix MB B CILIA
WCIIOJIb3YET M TOT, U APYroM Ipenapar, YTo 3Ha4YMTEIAbHO
MPEeBOCXOINT TToKa3aTen Benmukooputannu, @panumm
W IPYIUX Pa3BUTHIX B oTHolleHUUM MB ctpan EBpombl.
CxoxXue 1o IUIOTHOCTA Ha3HaYeHUsI 000MX OTXapKHUBa-
IOIIMX CPelCTB JaHHbIe ¢ TakoBbIMU B CILIA nmpoaemMoH-
CTPUPOBAHbI B OOJBLIMHCTBE peruoHoB Poccuu.

MoxHO yTBepxXaaTh, 4TO KOMOWHALMSI COJIEBOTO
pactBopa u gopHa3bl anbda B Poccuu n CILIA nHranm-
pyeTcd yaiie, yeM B 0oJbiMHCTBe cTpaH EBpornbl. K To-
My e BBbICOKasl J10Jisd Ha3HauYeHUs COJIEBOTO pacTBopa
B CIIIA MOXeT SIBJISITbCSI OMHOM U3 BO3MOXHBIX TTPUYUH
BeICOKOM nmonu npuMeHeHust B CILIA 6poHxonnTuyec-
KHX TIpernapaToB, KOTOPbIE YKe 00CYKIaINCh.

Buympueennvie ABII. CuictemHoe npumeHenue ABIT
SIBJISIIOCh OCHOBHBIM JIeYEHUEM OpPOHXO0JIETOYHON WMH-
dexum B TeyeHune 50 et ¢ MomMeHTa omnucaHusg MB.
[MostBuBmnecs B 1980—90-¢ romsl MHrajasIliMOHHBIC
ABII, nmes onpenesieHHbIE TPEUMYILIECTBA MEPE] CUC-
TEeMHBIMU, Cpa3y 3aHSJIM OINpeaeeHHYIO HUIILY B Jieue-
Hun OosbHbIX MB. Tommnyeckoe aeiicTBHE, MPOCTOTA
B HMCMOJIb30BaHNM, MUHUMAJIBHBIN CUCTEMHBIN 3D heKT
UHraaauMoHHbIX ABIT cHU3WIM TTpUMEHeHUe CUCTEM-
HOI aHTUOaKTepuaabHOI Tepanuu [24].

B eBpomneiickom Peructpe (2013) oTpaxkeHa TOJb-
Ko Tepanusi MHransumoHHbiIMU ADBII. BuyTrpuBeHHas
Tepanusl oTpaxkeHa B Peructpe BenaukoOputaHuu, rae
B 2014 . ee o6beM cocTtaBui 47,0 %, 4TO HECKOJILKO HU-
Ke poccuiickux gaHHbIX (62,3 %). Cpenu eBpoIeiicKux
CTpaH, B KOTOPBIX MPEACTaBICHbI HallMOHAJbHBIC PETH-
CTpbl, HEOOXOAUMO BbIIEIUTh Mpnanauto, rae B 2014 .
J10J1s1 OOJIBHBIX, MOJIyYalOlIMX BHYTPUBEHHYIO TEPANuIo,
coctaBuia 26,3 %, u ®paHuuio (aHaJOTUYHAST OIS
B2013r — 32 %).

B nemom mpuMepHO y 2/3 60npHBIX MB B Poccun
B 2014 r. mpoBeAieH KaK MUHUMYM | KypC BHYTPUBEHHOM
Tepaltuiy, YTO BHIIIE eBPONECHCKNX moKa3areieit. Bepo-
SITHO, TaKMe BBICOKME IIMGPHI OTYACTH OOYCIIOBJICHBI
TpaAULIMOHHO MPUHSTON B Hallleil cTpaHe HaIlpaBJieH-
HOCTBIO Ha CTallMOHApHOE JIeUeHUE, YTO BJIEUYET 3a CO-
0011 MpoBemeHNE Kypca BHYTPMBEHHON aHTHOAKTEPH-
allbHOM Tepanuu. BTopoii, BO3MOXHO, 0oJiee BeCOMOIi
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MPUYMHOMN SIBJISIETCS HEIOCTaTOUHO Pa3BUTHIE MO CpaB-
HEHUIO C 3aIlalHbIMU CTpaHAMK MEPOTIPUSITHSI, HaIlpaB-
JICHHBIE Ha TIPeaynpexkaeHue 000CTpeHUl 3a001eBaHuUs,
TaKWe KaK PEryJsIpHOE IIPOBEICHNE KWHE3UTEPaIluu,
MOIIIHASI MHTAJISIIIMOHHAsI aHTUOaKTepraibHasl Teparnmusl,
HU3KUI HYTPUTUBHBIA CTaTYC POCCUMCKMX OOJIbHBIX.
JIOTIOTHUTETbHBIMUA TIPUYWHAMU BBICOKOW JOJIM BHY-
TPUBEHHOI aHTUOaKTepUaJbHOW Tepaluy B Hallei
CcTpaHe SIB/IsSIeTCsl 0oJjiee TsKesIoe OPOHXOJIETOYHOEe IMo-
paxeHue, B T. 4. OOYCJIOBJIeHHOEe WHOUIMPOBAHUEM
pecnupaToOpHOTrO TpakTa He TOJIbKO P. aeruginosa, HO
u 0ojee arpeCCUBHBIMU MHUKPOOPTaHU3MaMM, TaKUMU
Kak Burkholderia cepacia compex u Achromobacter spp.
Takoit xapakTep WHGUIIMPOBAHUS AbIXaTEIbHBIX ITyTEH
CBSI3aH C HENOCTaTKaMUW OpraHu3ainuu JjieueHus MB
B Poccun, korma moutn 100 % mariyeHTOB 13 OOJIBIIMH-
CTBa PETMOHOB TOCIIUTAIU3UPYIOTCS €XKETOIHO B TIJIaHO-
BOM MopsiiKe (HampuMep, ISl €XXeroJHoro oocienona-
HUS WA OoQOPMIICHUS WHBAIMOHOCTU) B KIMHUKU
denepanbubix yupexaeHuii — OI'BY «Poccmiickasa
JIeTcKas KiIMHU4YecKast bonbHULIa» MuH3npasa Poccun,
®TAY «HayuHblil 1IeHTp 310pOBBS neTeit» MuH3npaBa
Poccun, ®TBY «HUU nynemononorum» @MBA Poc-
CUU WIA PETUOHAIbHBIE CTALIMOHAPHI, YTO ITOBBILIAET
PUCK BHYTPUOOJIbHUYHOMN MHMEKIINHU.

B oTnnuue oT Apyrux JeKapCTBEHHBIX CPEICTB, UC-
noiab3oBaHue BHYTpYMBEHHbIX ABIT B permoHax cTpaHbI
JIOCTaTOYHO paBHOMepHOe. OMHAKO B HEKOTOPBIX PETHO-
HaX, K KOTOpbIM OTHOCcSTCSI MockBa 1 MocKoBcKasi 00-
JIaCTh, 00BEM JaHHOM Tepanuu cocrasiser 39,6 u 32,9 %
COOTBETCTBEHHO, YTO TPUMEPHO B 2 pa3a HUKe 0011epoc-
CHICKMX JTAHHBIX M COIOCTAaBUM C ITOKa3aTeJISIMU €BPO-
neickux crpaH. Pasymeercs, atu 1ugpsl He caydyaiiHbI,
OHU SIBJISTIOTCS CJIEACTBMEM OpPraHW3allMU BeAeHUsT O0JIb-
HBIX B MOCKOBCKHUX IIcHTpax MB, ycIoBHSI B KOTOPBIX
MaKCHUMaJIbHO TTPUOJIVIKEHBI K €BPOITEICKIM CTaHAapTaM.

Hueaaayuonnvie ABII. B pamkax cCOBpeMEHHOI MO-
JIeJI BeIeHUsI OOJIbHOTO C XPOHUYECKOW CMHETHOWHOM
nHOEKIMe MHTAISIIMOHHAS aHTUOAKTepraIbHas Tepa-
s 3aHUMaeT Beayiee mecto [16, 17, 19, 24]. OcHoBs-
HBIM TOKa3aHMWEM K Ha3HAUYeHUIO TaHHOM Tepamuu SiB-
JIIeTCsl XpOHUYecKast MHMEKIMS, UHTEPMUTTUPY IO
BBICEB U dpaaukauusi P. aeruginosa. TeM caMbIM Hepas-
HOMEpHOE Ha3HaYeHWE IIpernapaToB JAHHOW TPYIIIBI
B Halllell CTpaHe U APYTrUX rocy1apcTBax 3aBUCUT IIPEXK-
JIe BCEro OT JOJM CUHETrHOMHOW MHMEKINU B TeX WIN
WHBIX PErMoOHax M CTpaHax (M0 aHAJOTUM C Ha3Haye-
HUEM MaKpOJIUIOB). YBEIMUMBAIOIIASICS N0 Achromo-
bacter spp., Stenotrophomonas maltophilia v B. cepacia
complex TakKe BAUSIET Ha o0LIMe HUMPHI, T. K. TPU TUX
MHQpEKLUsIX, 0e3yCJOBHO, TakXkKe TpeOyeTcs JieueHUue
vHrasiunoHHbIMU ABIL. Ipyrum BaxkHeUIIUM 00OCTOSI -
TEJbCTBOM, BJIMSIOIIMM Ha HEOTHOPOIHOCTh IOKa3aTe-
JIeii, SIBASIeTCS MTOCTYIMHOCTD B Pa3JIMYHBIX perMOHax 0-
POTOCTOSIIIINX WHTAISIIMOHHBIX (hOpM TOOpaMUIIMHA
M KOJIMCTUMETaTa HaTPHS.

HecMoTpsi Ha OTHOCUTETBHO HEPAaBHOMEPHOE MpPU-
MeHeHue uHraassunoHHbix ABIT B Poccuu, cpeaHue mo-
KazaTtenau 1o crpade (41,3 %) cooTHOCSTCS ¢ eBpoOIeii-
ckumu naHHBIMH (2013), rme B OOJBIIMHCTBE CTpaH
TaKOBbIE COCTABJIAIOT 35—55 %.

B naumonanbHbix Peructpax CILUA u Benuko6pura-
HUU JEMOHCTPUPYIOTCS HAMHOTO 0oJjiee BHICOKME 1M -
PBI IPUMEHEHUS UHTATSAIUMOHHBIX ABII, yem B mpyrux
crpaHax. OgHAKO 3TW JAaHHBIC TIPEICTABICHBI TOJIBKO
I71s1 OOJIBHBIX ¢ XPOHUYECKOI CUHETHOMHOM MHMEKIIM-
€1, 4TO JJOTMYHO MOBBIILIAET MoKa3aTeau (cM. TabJ. 4).
B apyrux HaIMOHaJIBHBIX PETUCTpaxX, B YaCTHOCTH
Opannyy 1 ABCTpaInuu, TPUHIIAT IIPEICTaBICHUS TaH-
HBIX aHAJOTUYEeH OOIIEEBPONEHCKOMY M POCCUICKOMY
Peructpam. Pacuer monu ocyimecTBisieTcs: K 0OIIeMy
YUCJTy TIAIMEHTOB, YTO OIPEAENNIIO TTOKa3aTeIn, CXO-
KH€E C eBPONENCKUMI U poccuiickumu, — 38,6 1 49,8 %
Uit @paHuuKY 1 ABCTPaIUU COOTBETCTBEHHO [25].

Ecnu B ob1ieeBponeiickoM 1 poccuiickom Peructpax
Tpe/icTaBlIeHa TOJIBKO NOJIST OOJIbHBIX, WHTATUPYIOIINX
ABIT > 3 Mec. B roay, TO B HallMOHAJIBHBIX Permcrpax
CIIA, Benmukooputanuu u ®paHiuum TpeactabieHa
TakKe CTPYKTypa U 1051 KoHKpeTHbIX ABIT. MHTepecHo,
YTO B €BPOMNENCKUX CTpaHaX HapsAy ¢ TOOPaMUIIMHOM
¥ a3TPEOHAMOM IIHPOKO TIPUMEHSIOTCS TIperapaThl KO-
JIMCTUHA, B TO BpeMs Kak B CILIA ero mo:s1 3HaUUTEIHLHO
Hiske. [IpuxoauTcst coxkaieTb, YTo B Poccuy MHTaISIIIN-
oHHas opma a3TpeoHaMa He 3aperucTprupoBaHa.

Ilanxpeamuueckue ghepmenmot. 3amMecTUTEILHAS Te-
panus MaHKpeaTHYyeCKMMU (hepMEHTaMU B JICUCHUU
MB, 6e3ycinoBHO, siBAsieTCsl OAHOI U3 OCHOBHBIX. [1o-
Ka3aHus K UX Ha3HAUEHWIO — MaHKpeaTndeckKasl Helo-
craTrogHOCTh. [laHKpeatnmueckne (epMEHTHI — camMas
HazHavaeMasi Tepanus y 6onbHbIXx MB B Poccuu, mons
KOTOpOIii cocTaBiisieT B obiieM 1o ctpade 93,3 %. To-
tanbHOe, 100%-Hoe mpUMeHEHUE ITPOAEMOHCTPUPOBA-
HO B 12 n3 30 pernoHoB, BKIIOYEeHHBIX B Pernctp. Poc-
cus Hapsay co ctpaHaMu BoctouHoit EBporibl siBaseTcs
OIHUM W3 JIUACPOB 110 TTPUMEHEHUIO 3TOTO BUIA Tepa-
MUY ¥ 3HAYUTEIbHO (Ha 5—15 %) npeBOCXOAUT TAKOBOE
B Hunepnanmax, ®panumu, Benmmkoopuranuu n benb-
ruu. [lapagokc faHHBIX TTOKa3aTeaell B TOM, UYTO UMEH-
HO B Halllell CTpaHe YCWIMSIMU TIOCJEIHUX JIeT cTajia
OueBUIHA OOJIbINIAsT YACTOTA «MSATKUX» TEHOTHUTIOB / he-
HOTHITIOB 3a00JIEBaHMSI, COITPOBOXIAIOIINXCS COXpaHe-
HUEM HOpPMaJbHOU (DYHKIIMY MOMIKETYI0UYHOM XKeJIe3bl,
YTO JOJDKHO OIpenesisiTh He OONbIly0, a HaoOOpOoT,
MEHBIIIYIO YaCTOTY Ha3HAUYCHUS TTaHKpeaTHIecKuX dep-
MEHTOB I10 CPaBHEHMIO C 3alaJHbIMU CTpaHaMH [26].

Ilouemy xe B Halllell cTpaHe Ha3HAUYCHUE MTaHHOTO
BUJA TEpAMU HE COOTHOCHUTCSI C PEajlbHOM 4acTOTOM
MaHKpeaTNnIeCcKOol HeToCTaTOYHOCTU? BeposiTHO, OTBET
3aKJII0YAeTCSI B TOM, YTO BO MHOTMX ILIEHTpax M (eme-
paJbHBIX KJIMHMKAaX 3a4acTylo Mpu AuarHoctuke MB
(YHKIIMS TTOMKETyTOUYHOM 3KeJIe3bl OINpenessieTcs] Kak
MaHKpeaTnyeckasi HeIOCTaTOYHOCTh, a TMarHo3 (popMy-
JIpyeTcs KaK CMEIIaHHas JISTOYHO-KUIIIeYHast popma,
YTO, KOHEYHO Xe, B psIlie CIydyaeB MPUBOAUT K aOCOJIOT-
HO HEBEPHOMY U JTUTEIbHOMY Ha3HAYeHUIO MMaHKpea-
TUYECKUX (HEPMEHTOB. YCyryossieT JaHHYIO CUTyallWIo
Ype3BhIUATHO HU3Kas B HAIlleil cTpaHe dJacToTa 00-
cllieloBaHMsI MALlMEHTOB Ha cofiepxXaHue (eKaabHOM
ajacTa3bl-1, OTCYTCTBUE aHaIM3a TPEXIHEBHOTO CTYJa,
HUBKUI OXBaT TEHECTUICCKUM HMCCICHOBAaHUEM W / WU
HEBO3MOXHOCTb KJIMHUYCCKON OICHKU €ro pe3yiIbTra-
10B. [To onbity ®I'BY «<HUM nynsmoHonorun» ®MBA
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Poccuu, npu Ha3HaUeHUM TepaIuu IMaHKpPeaTUIeCKUMU
depMeHTaMu MHOTHE BpauyW PYKOBOICTBYIOTCSI HE
CTOJIBKO KJIMHWUKO-7Ta00pPaTOPHBIM CTAaTyCOM TIOMXKEITy-
IOYHOM KeJIe3bl, CKOJBKO (PU3MUECKUM pPa3BUTHUEM
00JIbHOTO, TIOKa3aTesSIMU €r0 POCTa, MAcChl TeJla U UH-
JeKca Macchl Tesia. [TopouHOCTh 3TOl MPAKTUKU B TOM,
YTO B pSijie CIydaeB JieueHWe HU3KOTO HYTPUTUBHOTO
craryca 00JIbHOTO ITPOBOIUTCS BCE BO3PACTAIOIINMU JI0-
3aMU MaHKpeaTUYeCKUX (PepMEHTOB BMECTO 3HAUMTEIIb-
HOTO YBeJWYEHUsI OOIIel KaJOpUIMHOCTM MUTaHUS U
IPYTOi KOPPEKIIUH OUETHI, a TAKKE JICUCHUS APYTUX OC-
JIOKHEHU, HallpuMep CO CTOPOHBI IelaTOOMIMAapHOM
CHUCTEMBI.

VXK. Eciu naHkpeatTuyeckue (pepMeHThl OTeUeCT-
BEeHHBIMU CICIHATNCTAMUA HA3HAYAIOTCS BCETO JIMIIb
HECKOJIBPKO Yallle, YeM 3aIlafHOCBPOIICHCKUMU, TO HC-
nonb3oBaHue YJIXK B Poccun B HECKOIBKO pa3 BHILIE,
YeM B pa3BUTHIX cTpaHax EBpombl. Tak, 1Mo qaHHBIM 00-
meeBporneiickoro Peructpa (2013), mosisi manmeHTOB,
KOTOPBIM Ha3HauyeHa 5Ta Tepanus, Bo PpaHIuUU CO-
craBuina 32,5 %, B Benukoopuranun — 20,9 %, B beinb-
ruu — 21,6 %, B Janum — 21,5 %, B Utanmun — 26,7 %.
CnoBoMm, B Poccur O4YeBUAHO 4Ype3MEPHOE BBICOKOE
npumeHeHue Y/IXK. Takas ke cuTyalusi cKJiaabIlBaeTCsI
B HEKOTOPBIX cTpaHax BoctouHoii EBporbl, a B YKkpanHe
u MojjioBe AaHHOE JIeYeHHWEe MOYTH TOTaJIbHOE U CO-
craBisieT, Kak u B Poccun, > 90 %.

I1pu nopaxkeHUM renaToOMINAPHOI CUCTEMBI Y 00JIb-
Horo MB YIIXK cuuTaeTcss eIMHCTBEHHBIM 3TUOTPOII-
HBIM JICKapCTBEHHBIM IIpEIapaToM, TOKa3aBIIUM CBOIO
3 GEeKTUBHOCT M 0€30MaCHOCTD TP ITUTEITLHOM TP -
MEHEHHU axe y AeTeil mepBoro roaa Xku3Hu. [1pumene-
Hue YJIXK oka3sblBaeT MOJOXKUTEIbHOE BIMSIHUE Ha
aKTUBHOCTb (DepMEHTOB II€YeHU, €€ CEKPETOPHYIO
(yHK1IMIO, OMTMAPHBIT IPeHaX, TUCTOJIOTUIO U COOTHO-
IIeHNEe He3aMEHUMBIX JKUPHBIX KUCIIOT, YMEHBIIIAeT JIV-
TOTEHHOCTb XEJIYM, MpeaoTBpallaeT OaKTepHualbHYIO
TPaHCJIOKAIIMIO W pa3BUTHE 3HIO0TOKceMun. Kpome To-
ro, npu IuteabHoM npumeHeHun YIXK 3amepxuBaet-
Csl TIpOrpeccUpoOBaHME IIMPPOTUUECKUX HU3IMEHEHUM
U 1a’ke YaCTUYHO BOCCTAaHABIMBAIOTCS YUaCTKU (poKab-
Horo ouimapHoro uuppo3sa [27—29], onHako JOCTOBEp-
HBbIC TaHHBIC O CHIDKCHNM CMEPTHOCTU M HEOOXOIMMO-
CTW TpaHCIUIaHTAllMM TleyeHU Tmipu npueme YIXK
oTcyTcTBYIOT [30].

PanHsg nMarHocTWKa M afeKBaTHAs Tepalns ITopa-
KEeHMI meyeHu y OosibHbIX MB npuoGpeTtaeT ocolyio
aKTyaJbHOCTh, T. K. B psie pabOT yKa3aHO Ha oOpaTu-
MBI XapakTep (Ha (oHe JieueHUsT) TaKUX U3MEHEHMUIA,
KaK >KMPOBOI Teraro3 u xojiecra3. BMecre ¢ TeM KIIMHU-
YeCcKHe ¥ JIabopaTOpHBIC MPU3HAKHU ITOPAKECHUS MICUCHU
mpu M B mosIBIISIIOTCS TT03MHO, KaK MIPaBWJIO, JIUIIb TIPU
nanexko 3amenmieil cranuu uuppo3sa. CornacHo EBpo-
MEeMCKNM peKOMEHIAIIMSIM 10 TUArHOCTUKE U JICYCHUTO
MMopakeHus TIedeHn pu M B, U1 monTBepXaeHUST Ha-
JIMYMST OCJIOKHEHUSI CO CTOPOHBI IIEYeHU HEOOXOIMMO
MMETh COYETaHUE BBIPAXKEHHBIX KIMHUUECKMX U3MEHE-
HUI 1 / W1 1a00paTOPHBIX U / WM MHCTPYMEHTAIBHBIX
MmeTonoB wucciaenoBanusg [31, 32]. OteyecTBEeHHBIE
pPEeKOMEHIAIIMY HampaBiICHBl Ha IpoduIaKTHIeCKoe /
JNOKJIMHUYECKOe JieueHue TopaxeHuit meuyenu [11, 18],

Opuruuanbuue uccneposaHug

T. K. T¢ WX MHBIC IPU3HAKU MOPAKEHUS rernaToomiap-
HOM CHCTEMBI MOTYT OBITh BBISIBJICHBI IPAaKTUUECKU
y Beex (1o 90 %) 6ombHBIX M B nereit (Kanycmuna T.1O.,
2001) [33]. OueBumHO, Ooee MpUIlIETbHAs OlLIEHKA
HaszHaueHus1 YJIXK u HeoOXoguMOCTh MepecMoTpa
M KOHKPETU3AllMM PEKOMEHIAINIA TTPOINKTOBAHBI BbI-
SIBICHHBIM TMCCOHAHCOM MEXKIY OT€YECTBEHHBIMM U 3a-
MagHOEBPONEHCKUMHU JaHHBIMU. MIMEHHO I03TOMY
B HAcCTOsIIIee BpeMs MHULIMMPOBAHO MEXIYHApOIHOE
MHOTOIICHTPOBOE MCCJIEOBAaHNWE C ydacTHEeM CIielra-
quctoB u3 Poccuu, Utanuu, lIBenuun u ABcTpainu 1o
uzyyeHuto BaussHus tepanuu YXK Ha TsoKecTh Teue-
HUSI TTOPaXKEHUSI TIEYCHU M YaCTOTY Pa3BUTHS LIUPPO3a.

Kupopacmeopumbie gumamunst. Bo Bcex MexxayHapo-
HBIX PEeKOMEHOAIUSIX W OTEYCCTBEHHBIX PYKOBOACTBAX
no MB npornucaHo, yto Bce 6osibHbIe M B ¢ mankpearu-
YEeCKOI HEeIOCTAaTOYHOCThIO €XKEIHEBHO MOJIKHBI MOJTY-
YaTh JOMOJHHUTEIBHO XUPOPACTBOPUMBIC BHUTAMWHBI
(A, A, E u K) u f-xapoTuH, a manueHTaM ¢ COXpaHHOM
GYHKIIMEN TTOMKETyI0YHON Keae3bl 005S3aTeIbHO 10~
MoJHUTEeNbHO Ha3zHavaeTcs ButamuH E [11, 31]. Tem He
MeHee JaHHBIe Perncrpa cBUIOETENIBCTBYIOT O TOM, YTO
TOJIBKO 78,3 % B3pocibix 001bHBIX M B noyyaror Bura-
MHWHOTEPAIINIO, YTO CBUICTEIBCTBYET O HEIOCTATOYHOM
MOHMMaHMU BpayaMHu B perMoHax Ja M CaMUMM OOJIb-
HBIMU U MIX POOUTEIISIMU BaXKHOCTH JAHHOM TepaItim.

B 3aBepuieHue o0CyXaeHUs CleayeT OTMETUTh, YTO
HEOTHOPOTHOE IIPUMEHEHNE TOM MIM MHOM Teparuu OT-
medeHo Takxke U B CIIA. KpoMe yrmoMsiHyTBIX OpOHXO-
JIUTUYECKUX TIperapaToB, TopHa3a ajb(a HazHavyaeTcs
B 42,2—100 %, nHranssuuoHHbIi TOOpaMULIKH — B 28,0—
100 %, runepTOHMYECKMII PacTBOP HATPUS XJIOpHIA —
B 6,7-97,1 %, azurpomuniud — B 17,6—100 % cityuaes.

Ormurs B 00beMe TPOBOIMMOI Tepariy MEKIy
JNEeTbMU U B3pPOCJBIMU OMpEAesiioTcs 0ojee TIyOooKUM
CHIDKEHUEM PeCIMpPaTOPHOI (DYHKIINM, BLICOKOM JTOJIeii
rpaMoTpULIATeIbHONM MH(MEKUUNU U OOJIbIIeH 4acTOTOMI
OCJIOKHEHUI cpeay TauudeHToB crtapiue 18 jer. [do-
MHWHHUPOBAaHNEC B KIMHUYCCKON KapTHUHE HEIPEPBIBHO
PEeMIUBUPYIONIETO TOPaXkKeHUs JIETKUX y B3POCIBIX
OOJILHBIX IUKTYET 00Jiee YacToe Ha3HAYeHUEe OPOHXOJIM -
tudyeckux npenaparos, ABIl u I'KC. C npyroii ctopo-
HBI, MCHBIIIAsg YacTOTa TIPUMEHEHUS TTaHKpPeaTUIeCKIX
GepMeHTOB Cpean B3pOCHIBIX, 0E3yCITOBHO, CBsS3aHa
¢ Oosiee BBICOKOM pPAacCIpOCTPaHEHHOCTBIO CpPeau HUX
MMPEUMYIIECTBEHHO JIerouHOi (opMbI 3a00JIeBaHUS

Tabauua 6

Cpasnenue uneaaauyuonnoi mepanuu mexcoy CIILA
u cmpanamu 3anaonoi Eeponot

Table 6

Comparison of inhaled therapy in CF patients in USA
and the Western Europe

Tepanus ‘ CLUA 3anapHas Eepona
[opHasa anbpa Bonee yactoe Menee yacToe
IMnepToHMyeckuii pacTeop
HaTpus xnopuaa Bonee yactoe Menee yacToe
BpoHxoaunatatopb! Bonee yactoe MeHee yacToe
ToOpamuuyH Bonee yactoe MeHee yacToe
Konuctun Menee yacToe Bonee yactoe
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BCJIEACTBUE OOJBIIEro 4YMcia «MSITKUX» T€HOTHUIIOB.
DTUM Xe MOXHO OOBSICHUTb W MEHbIlIee Ha3HAYCHUE
YIAXK y B3pocibix 60JabHBIX [34].

B nanHOIt paboTe He TOJbKO IIPOAEMOHCTPUPOBAHbI
0COOEHHOCTH MeanKaMeHTOo3Hoil Tepanuu MB B Poc-
CUM TI0 CPaBHEHUIO C €BPOIEMCKMMH CTpaHaMu, HO
¥ BBISIBJICHBI OYCBHUIHBIC PA3ININS B HA3HAYCHUN HEKO-
TOPBIX JIEKapCTBeHHbIX cpeacTB Mexay CIIIA u crpaHa-
mu 3amnagHoit EBporbl. DTH pa3nuyus NnpencTaBiIeHBI
B TabJ1. 6.

orpaHM‘lEHVI'iI uccnenosaHus

HccrnenoBanue Ha ocHOBe Perncrpa mmeer Te ke orpa-
HUYCHUS, KOTOPBIe OOCYKIAINCh B paboTax IT0 TeHETH-
YeCKOI XapaKTepUCTUKE M MUKPOOMOJIOTMYECKOMY ITPO-
dumo poccuiicknx 6oapHBEIX MB [26]. Tpexne Bcero,
5TO OTCYTCTBHE IETAIM3ALIMU B CAMOI CTPYKTYpE 3a1oi-
HSIEMBIX JAHHBIX — HE OTpPa’kKeHBI Ha3BaHUS KOHKPET-
HBIX MCIIOJBb3YeMBIX IIperapaToB B KaXXIOM pasiesie
(McKIIroueHueM sIBJIsIeTCs JopHa3a anb(da, MpeacTaBIeH-
Hast OMHUM OPUTHHAJIBEHBIM IIperiapaToM), He OTpakKeHBI
O3Bl W TIPOIOJKUTEIBHOCTE JieueHUs . [1o cpaBHEHUIO
C HEKOTOPHIMU HAIlMOHAJIBHBIMM DPETUCTPaMM JaHHBIC
poccuiickoro Perucrtpa BBIIISASAT Oojlee CKyOIHO — He
OTpakeHBI IMaTOTeHETHYECKOEe JIEYCHHE, ITPOTHMBOBOC-
MMaJINTeJIbHAST TepaITisl HeCTePOUTHBIMI ITPOTUBOBOCIIA-
JIMTSIBHBIMU TIpeIiapaTaMu, TaOJeTUPOBAaHHBIMM OT-
XapKMBAIOIIMMU, aHTUCEKPETOPHBIMU IIperapaTaMu
W PSIIOM IpyrMX. B cpaBHeHMW ¢ JTaHHBIMU IPYTUX
HaIlMOHAJIBLHBIX PETUCTPOB HE BCeTaa SICHO, KaKasl Ipo-
JIOJDKUTEIBHOCTh Tepaluy IS 0003HAYCHHUS ee KakK
MOCTOSIHHOM CUMTAETCS MOTPAHUYHOM, YTO 3aTPYIHSIET
00BEKTHBHOE COITOCTABJICHIE JaHHBIX.

3aknioyeHue

Bnepsoie B Poccuu npoBenaeHa olieHKa MeIMKaAMEHTO3-
HoI Tepanuu 60JbHbIX M B 110 JaHHBIM HALIMOHAJILHOTO
Perucrpa.

Cpeny oCOOEHHOCTEI Tepanmuu POCCUMCKUX 0O0JIb-
HBIX 110 CPAaBHEHUIO C €BPOIEHCKUMU MOXHO BbIIEIUTH
BBICOKYIO JOJII0 Ha3HAaYeHUsl TMaHKpeaTU4yecKux Gep-
meHTtoB, YIIXK, mopnaswl anbda. [To cpaBHeHUIO CO
crpaHamu 3anagHoit EBpombl yalie Ha3HaYaloTCsT MHTa-
JISIAM TUTIEPTOHUYECKOTO pacTBOpa HATpusl XJopuja
W BHYTPUBCHHAsI aHTUOaKTepuUalbHasg Tepanus. [lo
cpaBHeHmIo ¢ CIIIA vaiie Ha3HavalOTCd IMaHKpeaTudec-
Kue (hepMEeHThI, pexke — OPOHXOAMIATATOPhI, TUIIEPTO-
HUYECKUI pacTBOp HATPUSI XJIOpUAA U UHTAISILIMOHHbIE
ABII.

Cpenn mpuUYMH HEOTHOPOMTHOTO Ha3HAYCHUS TeX
WJIM UHBIX JIEKAPCTBEHHBIX CPEACTB B Pa3JIMUHbBIX CyOb-
ektax P® MOXHO BBHIIEIUTH OOBEKTHBHBIC M CYOBEK-
TUBHBIC (paKTOPBI. K MepBBEIM MOXHO OTHECTH Pa3HYIO
CTEIIeHb TSLKECTU OOBHBIX B PETMOHAX, BKIIIOYAsl HEO-
JMHAKOBBIM MUKPOOUOJOTMYECKUI CTATyC TMalleHTOB,
HaJuyKhe WU OTCYTCTBUE HEKOTOPBIX JOPOTOCTOSIINX
npernapaToB, HEPa3BUTOCTh aMOYJATOPHOIO 3BEHA; KO
BTOPBIM — JIMIHBIM OMBIT Bpadya ¥ TPAAUIIMOHHO ITPUHSI-
ThI€ TIPOrPaMMBbI JIEYCHUST B KOHKPETHOM PErMOHe.

PazButue Perucrpa B Oymyiiem cienyeT IMJIaHUPO-
BaTh B BUJIE paclllMpeHus criekTpa rnokasareneit. [1pex-
JIe BCEro, oyeBUHA HEOOXOAMMOCTb B Oosiee moapod-
HOM OTpaXX€HMM KOHKPETHBIX JIEKAPCTBEHHBIX (HOpM
(MHH), no3 u npomoJzkuTenbHOCTH JedeHus. Cpeau
OpraHU3allMOHHBIX aCMEeKTOB, BEPOSTHO, HEOOXOAUMO
YUUTBIBaTh 00BbEM ITPOBEACHUS TepaIllMy B CTallOHAP-
HBIX WJIM aMOyJIaTOpPHBIX YCIOBUSX. B mambHelinem
MOXHO OXWJAaTh, YTO OoJjiee MOoApOOHAas OLieHKAa MEAr-
KaMEHTO3HOro JjieueHus 0oiabHbBIX MB B Poccum pact
BO3MOXHOCTh ONTUMM3UPOBATh AJTOPUTMBI BEICHUS
MalMEeHTOB U OPTraHM3alMIo0 TTOMOIIIN.

KoHpmukr nHTEpEcOB OTCYTCTBYET. MccaenoBanne MpoBOIMIOCH 6e3
yJ4acTHsi CIIOHCOPOB.
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