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AHHOTAUA

Llenbio HACTOSIIEr0 MIJIOTHOTO HEMHTEPBEHIIMOHHOTO HAbMIOaTeIbHOTO UCCIe/I0BAHMNS SIBANIOCH OIIeHUTh PacIpo-
CTPaHEHHOCTD HEeKeJIaTeIbHbIX SIBJIEHUIA, CBSI3aHHBIX C TPUMEHEeHNeM aHTUMUKPOOHBIX JIeKaPCTBEHHBIX TIPerapaToB y
JleTeil ¢ MyKOBUCLMO030M, B TOM UKCJIe [IPA OTCYTCTBUU OXKM[IAEMOTr0 TepaleBTUYeckoro sgpdexra 10 KIMHUYeCKUM
MPOSIB/ICHNSIM Ha dTalle CTAllMOHAPHOTO jJedeHUs. B rpymmy HabmogeHus ObUIM BKIIOUEHBI 15 MalMeHTOB C MYKO-
BUCLM[1030M, rocnuTanusupoBantble B ['BY3 «Mopososckas [II'KB [13M» ¢ nuarHosom «MyKOBUCLM[I03» B [1€PUOL
¢ 12.12.2019 no 30.03.2020. [TpoBefieH aHaiM3 6e30aCHOCTH TIPUMEHEeHWsT aHTUMUKPOOHBIX JIeKAPCTBEHHBIX TIperta-
paToB y BCeX IOCIMUTAIM3MPOBAHHLIX B CTAllMOHAD [eTel C MYKOBUCLMI030M. 3a MEPUOJ] UCCIIeJOBaHUS CepPbe3HbIX
He)KeJlaTeJIbHbIX §IBJIEHUI MPK NPUMEHeHUU BCeX JIeKapCTBEHHBIX MpernapaToB He OTMeueHOo. HexxenaresbHble siBje-
HYsT OBUTM 3apPerNCTPUPOBAHBI Y 3 U3 15 MalyeHToB, BKIIIOUEeHHBIX B HAGII0JaTe/IbHOE NCCIIeJoBAHMe TIPY TPUMeHEeHNI
4 7exapCTBEHHBIX MperapaToB. TakuM 06pa3oM, YacTOTa BOBHUKHOBEHMST HeKeJIaTeIbHEIX SBI€HNN Ha aHTUMHUKPOO-
Hble JIeKApCTBEHHbIE MpernapaThl y OOJbHBIX MYKOBMCIM/[030M B HAllleM MCCIefoBaHuM cocTaBuia 11,8 %, uTo He
IPeBbILIAeT IoKa3aTesiel [yIst 061Ieil MOMyJISIINY Mal[MeHTOB, TOTyYalolNX aHTUMAKPOOHLIE MTPeITapaThl, 3aperucTpu-
poBaHHble K MegunMHCcKoMy TpuMeHenuio B CILIA u EBpocorose (1o maHHBIM aKcrepToB, 14-20 %). Ha atamne cranu-
oHapHOro sieveHust GakT HeahPeKTUBHOCTH dapMaKoTeparunt 3a neproy HabmogeH|st Y GOIbHBIX MYKOBUCLL030M
yCTaHOBJIEH He 6bUL. HacTosiIiee MMIOTHOE HEeMHTEPBEHIMOHHOe HAOII0aTeIbHOe NCCIIeIoBaHIe UMeeT Cephe3Hble
OTpaHWYeHWS [/ aHaan3a, TI03TOMY B COOTBETCTBHM C MuChbMoM 02-17376/20 demepaabHON CITY>KOBI IO HAI30PY
B cdepe sapaBooxpaHenusi or 01.04.2020 mno pesynbsratram coBemanus B OI'BHY «MIHII um. AxajeMuka
H. I1. BoukoBa» denepabHbIMU YUPEKIEHUSIMU 3[0PABOOXPAHEHUS, OKA3blBAIOLIMMU MeJUIIMHCKYI0 IOMOLb JeTIM
C MYKOBHCHUA030M,(B ToM uncie u ['BY3 «Mopososckasg [II'KE [13M»), mpopomkeHa peanusanys MpOTrpaMMbl
MOHUTOPUHTA 3PGEKTUBHOCTH ¥ 6e30MacHOCTH WCIIOIb30BaHUsT aHTHOAKTePUaTIbHBIX JIEKAPCTBEHHBIX MPerapaTos,
IPUMEHSIEMBIX ¥ 60JIBHBIX MYKOBUCIIM030M IIPY CTAllMOHAPHOW TOCITUTAIN3ALNN.
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Abstract

The aim of this pilot non-interventional observational research was to assess the prevalence of adverse events
associated with the use of antimicrobial drugs in children with cystic fibrosis, including the situations with the
absence of the expected therapeutic effect in terms of clinical manifestations at the stage of hospital treatment.
The observation group included 15 patients with cystic fibrosis hospitalized at the Morozovskaya Children’s City
Clinical Hospital of Moscow Healthcare Department from 12.12.2019 to 30.03.2020. In the article there was carried
out the analysis of the safety of antimicrobial drugs use by all children hospitalized with cystic fibrosis. During the
study period, there were no serious adverse events caused by the use of all drugs. Adverse events were reported in
3 out of 15 patients included in the observational study with the use of 4 drugs. Thus, in our study the frequency
of adverse events connected with the use of antimicrobial drugs by the patients with cystic fibrosis is 11.8%, which
does not exceed the rates for the general population of patients receiving antimicrobial drugs registered for medical
use in the United States and the European Union (according to experts 14-20 %). During the observation period in
hospital of patients with cystic fibrosis, there was no established fact of pharmacotherapy ineffectiveness.

This pilot non-interventional observational study has serious limitations for analysis, therefore, in accordance
with letter of the Federal Service for Surveillance in Healthcare (04/01/2020 N° 02-17376/20), based on the results
of a meeting at the Federal State Budgetary Scientific Institution “Moscow State Scientific Center named after
Academician N.P. Bochkov» federal medical institutions providing medical care to children with cystic fibrosis
continue to implement the program for monitoring the effectiveness and safety of antibacterial drugs used in
patients with cystic fibrosis during hospitalization on permanent basis.
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BBeaenue

KnuHnueckas npakTUKa MPUMeHeHUs JeKapCTBeH-
HBIX ITperaparoB y [eTell Hepa3pbIBHO CBS3aHa C CO-
6JTI0[TeHEeM TIPUHITUIIOB 0e30TacHOCT hapMaKoTe-
paruu. Ocoboe BHUMaHMe K KIIMHUYECKON TTpaKTHKe
Ha3HAUeHWs JIeKapCTBEHHBIX MpernapaToB y [eTei
cTasio Bo3pacTtaTh ¢ 1997 rofa, Korfga ObUTH TTPUHSITHI
OCHOBOTIOJIAralIMe HOPMATHBHbIE HOKYMEHTBI T10
BOTIpocaM 0e30TmacHOCT hapMaKoTepaluu y JeTel.
MexnyHapofHblit kKomuTeT «Critical Path Institute»
(Kanaga, fdnonus, EBpora u CIIIA) 00beIUHWIT CTIEITH-
aJINCTOB B HEOHATOJIOTUH, TIeUaTPUU, KITMHUYECKON
bapmakosornu, CrielajncToB Mo MojIIep)KUBatole-
MY YXOAY M CeCTPUHCKOMY Jie/Ty B PeryiasiTopHble Op-
ravbl C 1e/ibio GOPMUPOBAHHUS U peasiu3aliiu MpuH-
[IMTIOB HaJIJIesKalel KIMHUUYeckoi MpakTHKU B chepe
bapmakoTepanuu ¥ 6e30MacHOCTH KJIMHUYECKUX UC-
Clle[JOBAHUI JIeKapCTBEHHbIX IIperapaToB Yy [eTei
[1]. EBporetickast ceTh MeJuaTpuyecKux HCCaeoBa-
HUI nipu EBpOTMeENCKOM areHTCTBe JleKapCTBEHHBIX
cpenctB  (Enpr-EMA) o6GocHoBasa He0OXOIUMOCTh
YBEJIMUEHUs] Uncia HabIofaTe/TbHbIX HeWHTepPBEeH-
IIMOHHBIX UCCJIeOBAaHUN (e30MacHoCTU  hapMako-
Tepanuu y gereit [2]. Pesynberarel mporpammel EC
JIEMOHCTPUPYIOT ~ YCIElIHOCTh  rOCyAapCTBEHHO-
YacTHOTO (QUHAHCUPOBAHUS WCCIeIOBAaHUM JieKap-
CTBEHHBIX MPerapaToB, Y KOTOPbIX 3aKOHUYMIICH CPOK
MATeHTHOW 3allUThI, [JI OIeHKM 0e30MacHOCTU WX
reHepuueckux Gopm, MpUMeHsIeMbIX B eiuaTpuu [3].

HeoOxoaMMocTh 00BEeKTUBHOM OLIeHKU Oe3orac-
HOCTH AHTUMUKPOOHOU (dapMaKoTepanuu MpOInK-
TOBaHA OGOJIBIIMM YHUCJIOM CIIOHTAHHBIX COOOIIEHUN
0 HeyJ[IOBJIETBOPUTENIbHOW TePeHOCUMOCTHU  MHO-
I'MX TeHepUYecKUX aHTUMUKPOOHBIX IIpernapaToB
GOJILHBIMUA  MYKOBHCITU/I030M, HATpaBleHHbIX [la-
IIUEHTCKUM COOOIIeCTBOM WX POJUTENIeli B KOHIe
2019 ropa B VYhpaBieHUs OpraHusalyu ToCydap-
CTBEHHOTO KOHTPOJIS KadyecTBa MeIMUIIMHCKOW Tpo-
nykiuu OefepasbHON CITYKOBI 110 HA30py B cdhepe
3npaBooxpanenus (OP3H). Hacrosiee HeMHTepBEeH-
IIMOHHOe HabJTI0/1aTe/IbHOe NCcilefloBaHre TIPOBeIeHO
o uHunmaTee defepaabHOU CIYKOBI MO HAI30DPY
B cdepe 3/paBOOXPaHEHUS.

Henbro HacTodAIero nccjaenoBaHus ABUJIOCH
OIIeHUTb pacrpoCTpaHeHHOCTb HeKeJlaTeJIbHbIX
SIBJIEHUN, CBYI3aHHBIX C npuMeHeHUeM aHTUMU-

KpOGHbIX JIGKAPpCTBEHHLIX IIpelapaToB Yy nerem
C MYKOBMUCHMOO30M, B TOM 4HCJ/Ie TIpU OTCYTCTBUU
OKnaaeMoro TepareBTUYeCKOoro 3(1)(1)61(Ta 10 KJIMHU-
UeCKMM TIIPpOIdB/IeHUAM Ha 3Talle CTAllMOHAPHOTO Jie-
YeHUsd.

MarepuaJ/ibl 1 METObI

B coorBercTBUM ¢ mucemoMm OP3H ot 1212.2019
roga N° 02-62799/19 mno opraHuzaliMyd W TpoBefie-
HUIO papMakoHa/A30pa, B paMKaxX IPOrpaMMbl MO-
HUTOpWHTA 2PPEeKTUBHOCTM ¥ 0e30MacHOCTH aH-
TUOAKTEPUATbHBIX ~ JIEKAPCTBEHHBIX  ITPEapaTos,
TIPUMEHSIEMbIX Y OOJBHBIX MYKOBHCIIUI030M, B OC-
HOBY MCCJIe[IOBATEIbCKOTO IIPOTOKOJIA IOJIOJKeHa
KIIMHWYecKast TTPaKTHKA JTeueHnst OOITbHBIX MyKOBHC-
unpo3oM B ['BY3 «Mopozosckasg [II'KE [13M». Tepa-
NeBTUUeCKasg TaKTHUKa olpenensercd HanuoHamb-
HBIM KOHCEHCYCOM «MyKOBUCIM[IO3: OIpefeseHHne,
IWArHoCTAYeCKrue KpuTepuwu, Teparmus» 2016 ropa
Uit GONBHBIX ~ MYKOBMCIMIO30M. MUKPOGHOIO-
rM4yeckre WCCIeflOBaHUS MOKPOTBI W BCe [allb-
Helilllle  MCCJIe[JOBAaHUS TI0  BBIJIEJIEHUIO  BO3-
OyouTeneil B [bIXaTeJbHBIX MYTSX POBOJUIN
C WCIONIb30BaHMEM OOIIENPUHSTBHIX OTeUeCTBeH-
HBIX ¥ 3apy0eXHBIX MeTofuK. Orpe[e/ieHre UYyB-
CTBUTEILHOCTH MUKPOOPTAaHU3MOB K aHTHUOMOTHKAM
M KOHTPOJIb KayecTBa MUKPOOUMOIOTMYECKUX HCCITe-
JIOBaHUI BBITTOJIHSJIACH COrTIacHO PeflepallbHbIM KIIHU-
HAUeCKUM peKoMeHpauusaM «Onpe[iesieHe 4yBCTBU-
TeTbHOCTH MWKPOOPTaHW3MOB K aHTUMHUKPOOHBIM
npernaparam». PesylbraTel WHTepPIpeTUpOBasu, pPy-
KOBOJICTBYSICh OLI€HOYHBIMU KPUTEPUSMH, YCTAHOB-
JIeHHbIMM KIIMHMUYeCcKMMU pekoMeHJanuaMu «Ompe-
JleJleHue  YyBCTBUTEJILBHOCTH  MUKPOOPTaHU3MOB
K aHTMMUKPOOHBIM Tperaparam» 1 EBPONENCcKUM
KOMUTETOM II0 OIpe[e/IeHA0 UYyBCTBUTEJILHOCTH
MHUKPOOPraHM3MOB K aHTUMWUKDPOOHBIM ITperaparam
(European Committee on Antimicrobial Susceptibility
Testing, EUCAST). 19 $eHOTUITHYECKOTO OIpese-
7leHnst KapOareHemas y Imramma Enterobacterales
WCTIONTb30BAIM METOJ] MHAKTMBALIMU KapOareHeMoB.
OrmpepesieHrie TPy KapOareHemas BBITIOTHSIN
¢ ucrnonbzoBaHueM tecrcucteMmbl «AminCenc MDL
MLB», «AmmmnCernc MDR KPC OXA 48» (Murtepiab-
CepBUC).

CraTucTU4ecKuit aHam3 TIPOBOAMIICS
c TpuMeHeHWeM Taketa IBM SPSS Statistics for
Windows, Bepcust 20.0 (IBM Corp.). Vcmomp3oBaHbI
MeTO[Ibl HellapaMeTpUYecKoi cTaTUCTUKH. [ aHa-
7M3a Tab/InI COTIPSIKEHHOCTY TIPU CPaBHEHNN [T0JIeH
VCIIOJIb30BAJIN X2 Pa3muuug cunTaau CTaTUCTUYECKA
3HaunMbIME TIpu p<0,05. CTaTtrcTryueckass B3awMO-
CBSI3b JIBYX WJIM OOJiee CITyYailHbIX BEJIMYMH PACCUH-
ThIBajlaCh Ha OCHOBE HOPMUPOBAHHOT'O 3HAYEHUS KO-
sbdunmenTa [Mupcona (C).

B rpymny HabmogeHsT ObITH BKITFOYEHbI 15 maiu-
€HTOB C MYKOBUCIHM/I030M, TOCIUTAIU3MPOBaHHbIE
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B ['BY3 «Mopososckas HI'KE [I3M» ¢ guarsosom «my-
KOBUCLIMI03» B Iteprof ¢ 12.12.2019 no 30.03.2020.

Kpurepuu BKJIIOUEHUS: BCEe T[OCIIUTAIU3UPOBAH-
Hble B CTallMOHAP B TeUeHUe yKa3aHHOrO Ilepuoja
[IeTU C MyKOBUCLUI030M.

Kpurepuu UCKIIIOUEHUS: HET.

B wuccnenoBaHuy ObITM MTpOaHaIM3UPOBAHbBI -
dexTMBHOCTD M Ge30MacHOCTh criefyomux 11 anTu-
MUKPOOHBIX IperapaToB. aMUKallWH, epTasuamnM,
MeporieHeM, TOOPaMUIMH, MUIepalnIMH Ta300aK-
TaM, BAHKOMULIUH, JIMHE30/11U]], TUTeLIUKJIUH, a3UuTpo-
MUIWH, JleBodIoKcaluH, 1medorepasoH Cyib6akTaM.
M3 HMX TONMBKO 1 JeKapCTBEHHBIVW mperapar Obul
opurnHasibHbiM - «Turaumin» OO0 «Ildaiizep»,
ocTasibHble 10 JleKapCTBEHHBIX IIperaparoB $IBJIS-
JIMChb TeHepuuyecKUMM (GOpMaMM, [OCTaB/ISIEMBI-
Mu B PO 10-10 pasjguyHbIMU IPOU3BOLAUTEIISIMU:
JTa6 Tiotop CACUODUA, AO «Tea», OAO «B3MII»,
AO «@apMmacuHTes», OO0 «BupeH[ VHTepHeLIHI»,
000 «AJIBUJIC», AO «Padapma», OAO «CuHTE3»,
[TAO «Kpacdapma», OO0 «[IPOMOME] PYC».

BbiGop  MEX/IyHapoJHOrO  HelaTeHTOBaHHOTO
HaumeHoBaHusi (MHH) JniekapcTBeHHOTO Mperapara
OIIpe[leJIsyICsl pe3y/ibTaTaMy IIpefIeCTBYIOLIero Mu-
KPOOMOIOTHYECKOT0 MCCIIeJOBaHUS MOKPOTHI Y KaiK-
[IOr0 IalyeHTa ¢ MYKOBUCLUI030M UHIUBUYAJIBHO.
AHanum3 MpoBeleHHOM aHTUMUKPOOHOM Teparu ObUT
OCHOBAH Ha PerucTpanuu:

+ 4aCTOTb! I10SIBJIEHUSI HesKeJlaTeJIbHbIX SIBJjle-
Huit (HS) uam cepbesHBIX HeXKeNlaTebHbIX $B-
nenuit (CHS), npu yc/i0BUM BEpOSTHOM WJIU BO3-
MOJKHOW CBSI3M C HA3HAUEHHBIM aHTUMUKPOOHBIM
JIeKapCTBEHHBIM I1pellapaToM IalUeHTy;

- yactorel HA u CHY B paspese npousBonu-
Teseil J1eKapCTBeHHbIX aHTUMHUKPOOHBIX Iperia-
paTos;

- 90PeKTUBHOCTH AHTUMWUKPOOHOI Tepanuu
B paspese MPOMU3BOJIUTENIEN reHeprudyeckux Gpopm
AHTUMHUKPOOHBIX CPEJICTB.

Kpurepun oueHky opraHoTokcuyHocTy npu HYA
v/vmu CHSl mpy HasHAUeHWW aHTUMUKPOOHOU Tepa-
nvu [4]:

- HePOTOKCUUHOCTb OlLleHMBaJach [0 CHU-
SKEHUIO CKOPOCTH  KJTyOOUKOBOW  (QUIIbTpAIun
(CK®) menee 50 mi/MuH/1,73M? (HOMOTHUTETHHO
PerucTpupoBalMCh COUETAHUE IJIIOKO3YpUU U
MIPOTEeNHYPUN W/WIIA TeMaTypusi B OOIIeKIVHN-
4eCKOM aHajlu3e MOYU — II0[I03PeHMe Ha 0CTpoe
MOBPEX/IeHUe TT0YeK);
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- rernaToTOKCUYHOCTh OlleHMBasaCh Kak asa-
HuHaMmuHoTpaHcdepasza (AJIT) = 3 BBICIIUX [TOPO-
roBeiX HopM (BITH) 1 6oee, Ho Menee 8 BITH (oT-
IleJIbHO olleHuBasics rokasaresib AJIT = 8 BITH);

+ HEeHPOTOKCUUYHOCTh Oll€eHMBAsaCh KaK CyJ0-
pOTH, BO3HUKIIIME BIEepBble B JKM3HU Ha GoHe
BBeJIeHUSs Tpernapara;

+ JIOTIOJIHUTEJTbHO OIIeHUBAICS CUMIITOM «KPO-
BOXapKaHbe».

Ouenka abpdexTrBHOCTU/HEIGGEKTUBHOCTH aHTU-
MUKPOOHOHN dapMakoTepanuu y JeTeit ¢ MyKOBUCIIV-
JI030M OCHOBBIBAjIaCh Ha 0OHApPY>KeHWN (akTa pocTa
B MOKPOTe MMKPOOOB B HapacTaiollleM THUTpe Tocie
Kypca aHTUMUKPOOHOM Teparmu.

Pe3syabrarsl

B wucciemoBanne ObUIo0  BRIIIOUEHO 15 meTet
B BozpacTe oT 4 0 17 JIeT ¢ reHeTUYeCKH MO TBepPIK-
JIeHHbIM AMArHo3oM MyKoBucIKI03a (10 MaTbunKOB
u 5 neBouek). Y 1 nainuenTa paHee Gbljia TUArHOCTU-
pOBaHa XpOHWYeCKas JIbIXaTe/lbHas HeJOCTaTOYHOCTD
Il crerern (peGeHOK HAXOMWIICS HA HEWHBABWBHOU
BEHTWJIALIUK JIeTKMX). Bce malueHThbl MMesn TaHKpe-
aTMYeCKylo HeJJOCTaTOYHOCTh. B oHOM ciydae uMmer
MeCTO IMPPO3 [TeUeHU B HAYaJIbHOU CTa Uy Pa3BUTHS.
XpoHnueckol 60Ie3HN TT0YeK He ObITIO BRISIBIIEHO HU
Y KOT'O U3 TIallUeHTOB.

B Hamem wuccienoBaHWUU 15 TAIMEHTOB TIONTY-
yuid 32 aHTUMUKpPOOHBIX mperapata 11 MHH,
B CpeJlHEM Ha | manueHTa MPUUUIOCH 2,13 aHTUMU-
KPOOGHBIX TTperapara.

Be3omacHOCTh reHepHYecKnx popm
AHTUMHUKPOOHBIX MPENapaToB y AeTei
€ MYKOBUCIIH/I030M

3a nepuop uccrenosanud CHYA npu npumMeHenuu
BCeX JIeKapCTBEeHHBIX I1perapaToB He 0TMeYeHO.

HeskenaTesnbHble SBIEHNS ObUTH 3aperuCTPUPOBAHbI
y 3 13 15 mannMeHToB, BKJIIOYEHHbIX B HAO/II01aTe/IbHOe
uccaefoBaHue Ipu IIpUMeHeHUM 4 JleKapCTBEHHBIX
niperapaTtoB. TakuM 06pa3oMm, 4acToTa BO3HUKHOBEHHS
H¢ Ha aHTMMWUKpPOOHbIE JleKapCTBEHHbIe IperapaThl
y OOJBbHBIX MYKOBMCIIMJ030M B HallleM HCCIIeoBa-
HuM coctaBuia 11,8 %, yTO He TpeBbllIAeT ToKasaTe-
JIM 17151 06111eld MOMyJISiMy TallMeHTOB, TTOTyYaronx
AHTUMUKPOOHBIE T[peraparkl, 3aperucTpupoBaHHbIE
K MeguuuHCcKoMy mpuMeneHuto B CIIA u EBpocotose
(o JaHHBIM 3KCEepToB, 14-20 %) [4].



B crpykrype H$ ormeuenns: y 1 maumeHTa Imo-
BTOpPHAsi pBOTA W MHOTOKPATHBIA SKUIKWUWA CTYII
HAa KOMOMHMPOBAHHYIO Tepanuio MUKpobakTepuo-
33, MOM0OPAaHHYI0 WHAMBUIYATbHO HA OCHOBAHWUU
BbICEBA M3 MOKPOTHI Mycobacterium abscessus
Y OLIEHKM €€ YyBCTBUTEeIbHOCTH 110 JaHHbIM OT'BHY
«IHUWT». KoMOMHMpOBaHHasl Teparus BKIHOYaIa
5 TIperapaToB, W3 HUX HA KOHCWIWyMe CIeluaiu-
CTOB Kak npuurHa HY Gbisiv BbI/I€JEeHbI MTpernapaThbl
«Cenezonua» OAO «Kpachapmar, PO, u «Turanum»
«[1¢atizep MHK» Kak WMeIOUINEe BEPOSITHYIO CBSI3b
¢ HYl no KJIMHMYECKUM IMpOSIBIIEHUSIM W BpPEMEHMU
MOSIBJIEHUSI CUMIITOMOB. ['eHepuyeCcKUil JTMHEe30IU],
ObUT 3aMeHeH Ha OPUTMHAJIbHBIN «3UBOKC», IIPU DTOM
JMCIIENTUYECKU CUHIPOM IPOJOJIKUAJICS, KYPC Te-
panuu ObUI TIPOJIEH MO JKM3HEHHBIM TOKA3aHUAM
C HasHaueHMeM [POTUBOPBOTHBIX W MPOTUBOIMA-
perHbIX TpenapaTtoB ¢ 3GdeKToM, WHbIe TPUYUHBI
JIUCTIETITUYECKOTO CHUHApPOMA MHGEKITMOHHOTO TeHe-
3a ObUTM UCKJTIOYEeHbL Y 2 MalMeHTOB ¢ MYKOBUCIIU-
[1030M pas3BUJIaCh ajljlepruueckas peakuus B BUE
MeJIKOTOYEYHOW MaKyJIsipHOW ChITK. Y OJIHOTO IMally-
€HTa BbIPAYKEHHOCTh KOXKHBIX TPOSIBJIEHUN TIpeod-
najana Hag 3yfoM (pebeHok nosyyan medrasugum),
y IPYroro Bblpa)K€HHBIHI 3y, 110 BCEMY Tejly C MUHU-
MaTbHBIMU KOKHBIMU TIPOSIBIEHUSIMU (HA GOHe WH-

by3uit BaHKOMUIIMHA B TeUueHre He MeHee 60 MUHYT).
B cBs131 € ueMm [ij1s TIepBOro naiyeHTa Obita npoBesieHa
3aMeHa nedTasuanMa mpousBocTBa OO0 «CuHTes»,
B CBfI3W C OTCYTCTBUEM OPMIMHAIBHOIO IIperapa-
Ta B PO Ha TOT MOMEHT, HA I'eHepUYeCKMi MuIepa-
nMUiMHa  Tasobaktam  (mpoumsBopacTtBa OO0  «AJl-
BUJIC»), 10100paHHOr0 HA OCHOBAHUM  Pe3yib-
TaTOB UyBCTBUTENILHOCTH A. Xylosoxidans 105 KOE/mi,
[OJIyYEHHOI0 y JJAHHOTO MallieHTa 13 MOKPOThI 40 Ha-
yaja Tepanuu, ¢ XOPOIUIUM KIWHUYECKUM 3beKToM
MU C XOpOollei MepeHOCMMOCTbI0. BropoMy mnauueHTy
Ha3HAYEHHbI CTAPTOBO BAHKOMHWLIMH IPOM3BO/CTBA
OO0 «CuHTe3» Obll 3aMeHEeH, BBUIY OTCYTCTBHUS
OpUruMHa/ibHOrO mpenapara B P® u no pesyibraram
YYBCTBUTETBHOCTH CTAQUIOKOKKA, TOTYYEHHOTO U3
MOKPOTHI 10 HauaJ1a Tepanuu, Ha OPUrMHaIbHbIN «3U-
BOKC», C XOPOIIUM KIWHWYECKUM 3bdeKToM U mepe-
HOCUMOCTbIO. CJle[lyeT OTMETUTh, UTO aJUIepruyeckue
peakiuu y 060MX MAlMEHTOB He WMEJIU MPOSIBIIeHUI
aHabWIaKCHUY, TOKATBHOCTD W BU/T BBICBITTAHWN He TT0-
3BOJISIIOT UCKJIIOUUTD [1CEB0AJIJIEPIUUECKYI0 IPUPOAY,
KpoMe TOTo, B aHamMHe3e ofa MalueHTa yske mojyJaim
JIeKapCTBEHHBIN TIpernapar, coBmnajatommi no MHH
C BBI3BABLIMM KOXKHYIO peakl/io, UTO He T03BOJIeT
WCIJIIOYUTD TICEBOAJIJIEPIUYECKYI0 [PUPOJY peakx-
unn. OIHAKO, YUUTHIBASA MPUBEPKEHHOCTb K Teparnuu

PucyHok. YenbHbIi Bec HS1 y 15 6051bHBIX MyKoBUCIHA030M B ['BY3 «MIAT'KB [13M» B 3aBUCMOCTH OT

bapMIpon3BoUTEIs JIeKaPCTBEHHOrO TIperapara.

Figure. The proportion of adverse events in 15 patients with cystic fibrosis in the Morozovskaya Children’s City
Clinical Hospital of Moscow Healthcare Department, depending on pharmaceutical manufacturer of the drug.
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OPUTI'MHAJIBHBIE NCCJIEJOBAHVSA

W HeoOXOIMMOCTh YUMUTHIBATH MHEHWE MallueHTa,
ChbIllb TPAaKTOBaJM KaK a/UIepruyeckylo C Iocaeny-
ol1ell peKoMeHJalueil TIOJTHOr0 UCKJIIOUEHUS TIPU-
MeHeHMs1 JaHHOIO Iperapara y JaHHbIX MallMeHTOB
B MOC/IeIYIOLIEM.

[TpoaHanuanpoBaH yaebHblii Bec HS y 15 Gob-
HBIX MYKOBHUCITU/I030M B 3aBUCUMOCTH OT GapMITpo-
M3BOJIUTEJIS JIeKAPCTBEHHBIX TpernapaTos.

Kax mpepncraBneHo Ha pucyHke, HYl BbzBanmm
JleKapCTBeHHble TIperapaTbl T'eHepuyeckue Ipou3-
BoacTBa OAO «CuHTes», PO, n ITAO «Kpachapma»,
P®, u opurnHanbHbIl npeniapar npousBoAcTtB OO0
«[1¢atizep», CLIA. V3 ABYX ITpernapaToB, TPOU3BeIeH-
HeIX B OAO «CunTe3», PO, MIpUMeHIBIIMXCSI B paM-
Kax HabJroaTebHOro MpOTOKOoa, — oba (edTaszu-
MM 1M BaHKOMMIIMH) BeI3Basiu HYl. 113 13 npenapaToB
npounsBoscTBa I[TAO «Kpachapma», TpUMeHSIBIINXCS
y GObHBIX MYKOBHCIIMIO30M B pamKaX HACTOsIiIe-

ro TPOTOKOJIA, TOJILKO Y 1 ObUIA CBfI3b C Pa3BUTUEM
HY - na «Ceseszonua» B cOCTaBe KOMOMHUPOBAHHOM
Teparuu C OPUTMHAJIbHBIM TpernapaTom «Twuramum
nponsBoacTta OO0 «[ldpatizep». OpurnHaIbHbBIN TTpe-
napaT «Twuranum» mponsBogactBa OO0 «Ildaitzep»
MIPUMEHAJICSA TOMBKO Y 1 MmanueHTa, u OH BbizBasl HS
BCOCTaBE KOMOMHUPOBAHHOM T€PATIUH, 10 KM3HEHHBIM
MOKA3aHUsIM Teparus ObUTa MPOAOJIKEeHA U IIperapar
He OTMEHSIICS 110 IPUUYKHE OTCYTCTBHUS aJIbTePHATUBBI
W BO3MOYXHOCTH KOHTPOJMPOBATh TposiBiaeHus Hl
COTIPOBOJIUTENIbHOM Tepanueit. [Ipu 3ToM Bce jiekap-
CTBEHHbIE TpernapaThl, MPUMEHSIBIINECs] Y GOIbHBIX
MYKOBUMCLNI030M TIpon3BoacTBa OAO «CHUHTE3», BbI-
3BaJIM TICEBAOA//IEPTUYECKUEe PeaKiiuu, MoTpeOboBaB-
1€ OTMEHbBI B HACTOSIIIIEM HAO/II01aTeIbHOM [TPOTO-
KoJIe.

Kak mpepcraBieHo B Tabiulie, MPOBeEHO WU3Y-
YeHMe CBSI3U MYTeM BbIUMCIIEHWUS HOPMUPOBAHHOIO

Taﬁnnua. Cuiia CBSI3U HeXKeJlaTe/IbHbIX IBJIEHUN Yy ,[LeTeIZ C MYKOBUCLIMO30M, CBA3aHHbBIX C ITPpUMEHeHNneM
JIeKapCTBEHHBIX PeIapaToB, B 3aBUCUMOCTH OT $apMriporsBosuTesnieit (koaddurmenT [MpcoHa v cuiia CBsian).
Table. The bond strength of adverse events in children with cystic fibrosis associated with the use of drugs,
depending on the pharmaceutical manufacturers (Pearson coefficient and bond strength).

YacroTa Hacrora . Kos¢pumuent
DapMIIpon3BOAUTE/ N perucrpanuu HaSHAYEHUH CONPSDKEHHOCTH Cuina cBa3u
HA np;napa’ron Ilnpcona, R
e3 HfL
J1a0. Tiotop CACUDHA 0 1 0,06 HecyliecTBeHHast
AO «TeBa» 0 2 0,083 HecymecTBeHHas
OAO «B3MII» 0 5 0,125 crabasn
AO «®apmacuHTe3» 0 1 0,06 HecymecTBeHHas
000 «Bupenj, InTepHemH» 0 3 0,1 HeCcylecTBeHHas
000 «AJIBWIC» 0 2 0,083 HecyliecTBeHHast
AO «Padpapma» 0 1 0,06 HeCyIeCTBeHHAs!
OAO «CuHTe3» 2 2 0,477* OTHOCHUTE/JIbHO CHIbHAsK
ITAO «Kpacdapma» 1 12 0,044 HecymecTBeHHas
000 «[TPOMOME]] PYC» 0 3 0,01 HeCyleCTBeHHAs
000 «Ildaiizep» 1 2 0,247 cpeHss
Hroro: 4 35

Hpu/wewaHue: * OMHOCUMENbLHO CUNLHAS CBA3b.
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3HaveHus1 KodpduimenTa ConpsokeHHOCTH [lnpcona
(R) a5t oIleHKM CUJTBI CBSI3M MKy paKTopaMy pUcKa
M UCXOJOM BO3HMKHOBeHMS HYl Ha JjlekapCTBeHHBIN
npernapar y OOJbHBIX MYKOBHCIIM030M B 3aBUCH-
MOCTH OT oTpefiesieHHoro ¢apmmpousBoauTess. OT-
HOCUTEJIbHO CUJIbHAs [TOCTOBEPHAs CBS3b BBISABIIEHA
TOJIBKO /ISl O HOT'O IIPOU3BOAUTEIS, COITIACHO PUCYH-
Ky — OAO «Cunres».

D¢ dexTHBHOCTH BOCTIPON3BEJEHHBIX
(reHepuyeckux) GopM AaHTUMHUKPOOHBIX
NpenaparoB y jeTeii ¢ MyKOBHCIIHI030M

13 15 manneHToB ¢ MyKOBUCIIMI030M 5 UMEJTH XPO-
HUUECKYI0 CUHEIHOMHYT0 MHPeKIno, 1 peGeHoK ¢ rep-
BUYHbBIM BbICEBOM CHHErHOMHOW Iasouky, BIepBble
BBISIBIEHHBIM aCMePrusuie30M U JJTUTeIbHBIM MUKPO-
GaxTepro3oM nerkux, 1 B. cepatia u 1 A. xylosoxidans,
6 TTAlMEeHTOB C XPOHUUECKON CTaGMIOKOKKOBOM KOJIO-
HU3alMel IbIXxaTeTbHbIX Ty Teil. BceM Teparms Ha3Ha-
yasiach Ha OCHOBAHMM MEePBOHAYAIBHOIO pesysibTaTa
MMKPOOHOIOTMUECKOT0 NCCTIeJOBAaHNSI MOKPOTSHI C TO-
CITeiYIOLUIMM KOHTPOJIeM B IMHAMMKe TI0CTIe Teparnn
Ha 12-13-e cyTku. [1o pesynbraTaM KOHTPOIBHBIX MU-
KpOOMOJIOrMYeCcKUX MCciieloBaHni Bee 11 manueHToB
C XpPOHUYECKOU KOJIOHM3ALMe CUHeIHOMHOM I1aI04-
KOM M/Unn cTaQUIOKOKKOM MMeIU KOJTMYeCTBeHHbIN
BbICeB He Oosiee, YeM Ha MOMEHT TOCIHTAIU3allNHY,
B COUETAHWM C YIy4dlleHWeM KINHNYEeCKOW KapTHHBI
B BUJIe YMEHBIIEHNST KOJIMYEeCTBA 1 CTEIeHU THOWHO-
CTM MOKPOTBL 3 TalleHTa C TePBUYHBIM BBICEBOM
B KOHTpOJIe POCTA TATOTeHHOW (IOpbl He WMe-
. CrelyeT OTMETHTb, 4TO 1 pebeHoK ¢ MUKpO-
6aKTepPMO30M JIETKUX CO
Gosee 1,5 sier mocie Kkypca dhQeKTUBHON KOM-
OMHWPOBAHHOM AHTUMUKPOOHOM Tepanmuyu B KOH-
TPOJILHOM aHaJIM3e MOKPOTHI BIIEPBBIE [aJl BHICEB
CUHErHOMHOW TMajloukv ¥ acTepruiibl, TP 3TOM
pebeHoK
W KypC Teparuu COCTaBW 3 He/leJiM B CTallMOHape,
YTO GbIJIO HAMU PaclieHeHO Kak 0COO€HHOCTb TeUeHHSI
3a00J1eBaHUs y JTAHHOTO TMallMeHTa ¢ BO3BMOYKHOCTBHIO
JeTeKIUY CUHErHOMHOM MHGEKIUW BIIEpBbIE B JKI3-
HU Ha GoHe yITydIlleHus peHakHOM GpyHKIMY OpoH-
X0B Ha doHe apdexTrBHOM Tepanuu. Takum o6paszoMm,
Ha DTare CTalMoOHapHOro JiedyeHus (GaxT Hedhdek-
TUBHOCTH apMaKkoTepanuu 3a Mepros HaOIoAeH!s
y GOJTbHBIX MYKOBHCIIM/I030M YCTAHOBJIEH He ObIL.

cTaskeM  3abojieBaHUs

rnoJjryyais OpUT'MHaJIbHbIe npernapaTbl

OO0cyKIeHne

[TuoTHOE HabJIoIaTe b
HOe MCCJIe[JoBaHme, UCXOOd U3 ero Leu KUCciienoBa-
HHUSI, UMEEeT Cepbe3Hble OrPDaHMUeHHUsT [IJIsT aHau3a:

HEeMHTePpBeHIIMOHHOe

Masiasi BbIOOPKA, HEpaBHOMepPHOe pacrpejeseHue
10 TeHJEepHOMY TIpU3HAKy, OTCYTCTBHUE IIOJTHOIEH-
HOW KJIMHWYECKOW OLleHKM B TPYIIax peajn3anuu
H$ ma nexapcTBeHHble IpernapaThbl He TMO3BOJISIOT
cesiaTh OIpe[ie/leHHble BBIBOMBI 10 0e30MacHOCTH
AHTUMUKPOOHOU dapmakorepanuu y OOTBHBIX MY-
xoBuCcHMI030M. OJTHAKO CJIelyeT OTMEeTUTb, UTO ya-
cToTa BcTpeyaemMocTut HY Ha aHTUMUKPOBHBIE jexap-
CTBEHHbIe TIpernapaThl y AeTell ¢ MYKOBUCLU030M
B ucciiegoBaHuu cocrtasuia 11,8 %, 4yTo He IpeBbllia-
eT YacTOTy BO3HUKHOBeHUA H$ Ha nmexapcTBeHHbIE
rperaparbl BO BCei Tomyndiuuu. B ganHoMm HabIio-
IaTeIbHOM MCClefoBaHuu 2/3 Habmwogenuit HY co-
CTaBWJIM TICeBJI0a/lJIepruueckre peakiuu u 1/3 — nuc-
MeNTUYeCKUA CUHPOM.

3HAUUTE/IbHbIM ~ OTpAaHUYEHMEeM [IJIg  aHaju3a
5GEKTUBHOCTY AHTUMUKPOOHOM Tepanuu B aH-
HOM HCCIefoBaHuK Obl1 GakT, 4TO BCE TalMeHThI
3HAUMTEJIbHO Pas3/IMYyaIMCh TI0 3TUOJIOTMM TIOpa-
SKeHUsT OpOHXOJIETOUHOW CUCTEMBL  OOJBIIMHCTBO
WMeJIM XPOHUUECKYI0 CUHErHONHYI0 WHGEeKIIUIo, HO
BOIPOCHI OIIEHKM KJIMHUYECKOr0 COCTOSAHMSA M [le-
TAJLHOW OIeHKM JIeTOUHOW (QYHKIIMU HaXOSTCS
3a TpefeslaMu MHTEPecoB [JaHHOIO IPOTOKOJIA Ha-
6JTI0aTeTbHOTO OpHako crenyer
OTMETUTh OTCYTCTBUE [10KA3aTeIbCTB He3bheKTHB-

ncciaeJoBaHuUd.

HOCTW TeHepUyeCcKWX aHTUMUKPOOHBIX TIpernapaToB
B HACTOSIIIEM MCCIIeOBAaHUM Y JleTell ¢ MYKOBHCIIU-
J030M.

Takum o6pasoM, B HaOI0OIATeIBHOM HEUHTEP-
BEHIIMOHHOM OLIeHKU
7 3G GEeKTUBHOCTU aHTUMUKPOOHOU (hapMaroTeparTu

TIPOTOKOJIE 6e30MacHOCTH
y OOJTBHBIX MYKOBUCITUI030M Ha CTAIIMOHAPHOM 3Tarle
neyenud B ['BY3 «Mopososckas AI'KE [I3M» yactora
peructpauyu Hl y meteit ¢ MyKOBUCLIU030M COCTaBU-
na 11,8 %, HeapheKTUBHOCTh aHTUMUKPOOHBIX JIEKAp-
CTBEHHBIX [TPerapaToB y 60IbHBIX MYKOBUCIUI030M Ha
CTaIlMOHAPHOM 3Tarte GpapMaKoTepary He BhISTBIeHa.
Hacrosiiee MUIOTHOE HEMHTEPBEHITMOHHOE HAbITIoNa-
TeJIbHOe WCCJIe[IoOBaHUE MMEeT Cepbe3Hble OrpaHuye-
HUS [1JI9 aHaJIn3a, [MO3TOMY B COOTBETCTBUM C TUCh-
MoMm 02-17376/20 denepanbHOM Cy>KObI 110 HAJI30PY
B chepe 3mpaBooxpanenusi oT 01.04.2020 1o pesysb-

57




OPUT'MHAJIBHBIE UCCJIEJOBAHUA

TaTaM coBemranusgd B PI'BHY «MI'HL uM. AkageMuKa
H. Il. BoukoBa» denepanbHBIMUA YUPEKIEHUIMA
3/1pABOOXPAHEHMS], OKa3bIBAOIIMMU MeIUIUHCKYTO
MOMOIIb AETSM C MYKOBUCIUA030M (B TOM UKCJIe U
I'BY3 «MopozoBckast [ITKE [13M»), mpoiojikeHa pea-
JA3alus MporpaMMbl MOHUTOPUHTA dGGEKTUBHOCTH
1 6e30IMacHOCTY MCIIOIb30BAHMST aHTHOAKTepUaIb-
HbIX JIEKAPCTBEHHBIX [perapaToB, MPUMEHSIEMbIX
y OOJIbHBIX MYKOBHUCITUI030M TIPY CTAITMOHAPHOU TO-
CIIUTAJIN3ALI AN,

KonmukT untepecos
Y Bcex aBTOPOB OTCYTCTBYeT KOHQGIUKT WMHTEpe-
COB.

Bxiiag aBTopos

C6op ¥ aHa/iM3 [AHHBIX: BCe aBTOpBL MHTep-
IpeTalus pe3y/braToB UCC/Ie[0BaHUs: BCe aBTODBL
Hanucanne nepsoro yepHosuka: Bracosa A. B. Bce
aBTOPbl KPUTUUECKU PACCMOTPEIU U OTPeJaKTUPOBa-
JIX OKOHYATEJIbHYI0 PYKOIUC.
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