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Ilenbto MporpaMMbl OBLIO H3yYeHHe MepeHocuMocTH mpenapara Turepasa® y manuenTos ¢ Myko-
Bucnumo3om (MB) Bcex Bo3pacToB B PYTHHHONH KJIMHUYECKON NMpakTuke. /[usaiiH umcciegoBaHus:
PeTpPOCIeKTUBHOE OTKPBITOE HEKOHTPOJIHUPYyeMOe CPABHUTEJIbHOE MHOTOIEHTPOBOE CILIOIIHOE.
Marepuaabl U MeTOIbI MCCIETOBAHUA: OBLIH COOPAHBI PETPOCIEKTHBHbIE TaHHBbIE KIMHHYECKUX

HaOIIONeHHH M3 MeIMIMHCKUX KapT mamueHToB ¢ MB o mpumenenun mpemapara Turepasa®.
PesyabTaThl: Tepanuio mpemnaparom Turepaza® xopomnro nepenocunu 668 (93,4%) us 715 Braro-
YEeHHBIX B HCCJeI0BaHNe nanueHTos. ¥ 47 (6,6% ) nanuenTos 0b110 3aperucTpupoBano 127 nesxe-
naTensHbIX peaknuii (HP), cBA3aHHBIX ¢ MpUMeHeHUeM npenapara Turepaza®. Yame Bcero Berpe-
yaguch HP co cropoHs! npixaTensHoi cucrembl. Cpeau HUX IpeobJagas Kallesgb, OTMEeUYEeHHBIH Y
24 (3,4% ) nmanueHTOB, U MOBBINIEHHAA BA3KOCTh OpoHXHaabHOro cexkpera y 10 (1,4% ) manueHnTos.
Cpenu Bcex BKJIIOUEHHBIX B HCCJI€JOBAaHME O0Js MAIMEeHTOB, Y KoTopbix HP 6s1m 3aperucrpupo-
BaHBI HA OCHOBAHMYU KIMHUYECKUX NposBieHuii (3,9% ), craTucTuyecKku 3HAYNMMO He OTJIUYAIACh
OT [XOJIM MAI[MEHTOB, Y KOTOpsIX HP GbL1M 3aperucTpupoBaHbl HA OCHOBAHMH TOJBKO #ay00 (2,8% )
(p=0,30). Pacupenenenne HP mo MCTOYHUKY permcTpamuu M MeCTy NPOKMBAHUSA MAIMEHTOB He
3aBHCEJIO OT UX MoJIa ¥ Bo3pacTa. Perucrpanusa HP B pa3anyHbIX perHOHAX CTPAHBI CTATHCTUYECKH
3HAYMMO pa3jndyajach Kak 1o 4YacToTe, TAK U MO0 UCTOUYHHUKY BhIgBaeHud (p<0,001). B HecKoabKuX
peruonax HP He 6bLiIu 3ahMKCHMPOBAHBI, 4 Y MAIMEHTOB, IPOKUBaOIMUX B r. MocKBe, 3aperucrTpu-
posano camoe 6oabuioe Koanyectso HP, npuyem 6oblasi X 4aCTh — TOJHKO HA OCHOBAHUM KaJI00
nanuedToB. aa 22 mauuentos (47% ot uucaa namuenTos ¢ HP) 6buiu nposeneHsl BpadyeGHbIE
Komuccun mo nmosoxy HP, npuuem toasko y 8 (17% ot unciaa nanuentos ¢ HP) us uux — ¢ yua-
CTHEM CIeIHaJMCTOB, MMEUIUX ONBIT Tepanuu manuentos ¢ MB. ¥ 29 manuenros (62% ciayuaes
ot yuciaa nanueHToB ¢ HP) pasButue HP He moTpeGoBasio mpeKpalieHNss Tepanuyu NMpenapaToM
Turepasza®. 3akmouenue: 6oabIIMHCTBO NanueHToB ¢ MB (93,4% ) X0poOIIO MepPeHOCHIM TePaTIHIO
npenapatom Turepasza®.
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The aim of the program was to study the tolerability of Tigerase® in patients with cystic fibrosis (CF)
of all ages in rutine clinical practice. Study design: retrospective open uncontrolled comparative
multicenter solid. Materials and methods of research: retrospective data of clinical observations
were collected from medical records of patients with CF on the use of Tigerase®. Results: therapy
with Tigerase® was well tolerated by 668 (93,4% ) of 715 patients included in the study. In 47 (6,6%)
patients, 127 adverse reactions (ADRs) associated with the use of Tigerase® were recorded. ADRs
from the respiratory system were the most common. Of these, 24 (3,4%) were coughing and 10
(1,4%) had increased viscosity of bronchial secretion. Among all patients included in the study, the
proportion of patients in whom ADRs were registered based on clinical manifestations (3,9%) did
not differ statistically significantly from the proportion of patients in whom ADRs were recorded
based on complaints only (2,8%) (p=0,30). The distribution of ADRs by the source of registration
and place of residence of patients did not depend on their gender and age. Registration of ADRs
in different regions of the country differed statistically significantly both in frequency and in the
source of detection (p<0,001). ADRs were not recorded in several regions, and the largest number
of ADRs were registered in patients living in Moscow, and most of them were based only on patient
complaints. 22 patients (47% of the number of patients with ADR) had medical commissions for
ADR, and only in 8 (17% of the number of patients with ADR) of them had expertise of specialists
with experience in the treatment of patients with CF. In 29 patients (62% of the number of patients
with ADR), the development of ADR did not require cessation of the Tigerase® therapy. Conclusion:
in the majority of CF patients (93,4% ) tolerated the Tigerase® therapy well.
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IloBrImIeHME BABKOCTU OPOHXUATBHOIO CEKPEeTa
UrpaeT KJIIUEBYIO POJIb B (DOPMUPOBAHUY XPOHUUE-
CKOT'0 BOCIIQJIMTEJHLHOTO IIPoIlecca B OPOHXOJIETOU-
HOI cucTeme mpu MyKoBucHugose (MB). Boabiasa
YacTh UBMEHEHUH B JIETKUX MOXKET OBITH Pe3yJsIbTa-
TOM BOCHAJUTEJNLHBIX DPeaKIUul, Pa3BUBAIOIINXCS
BCJIEICTBUE BBLICBOOOIKIEHUSA HEUTpOohUIaMU IIPO-
Teonutnueckux (GepmeHToB [1]. Hanuuwme rycroro
BA3KOI'O ceKpera B Oponxax nmpu MB ompenenser
HE00XOAMMOCTEL PEryJIApHOTO IPUMEHEHUA MYKO-

JUTUYECKUX TIPENapaToB, YJIYUIIAIOIINX PEOJIOTU-
YyecKue CBOMCTBAa MOKPOTHI.

OgHUM U3 IpermapaToB AJiA 6a30BO MYKOJUTH-
yeckoil Tepanuu npu MB aBaserca gopHasa aabdha
[2]. C 2000 r. mopHasa anab(da BXOIUT B IPOTpaMMy
BBICOKOBaTPATHBIX HOB0JIOTUH (B HACTOAIEe BPeMA
B coctaBe 14 moszosoruii [3]).

Ienmn myxonutuuyeckolt Tepanuu npu MB —
HOPMAaJIN3aI s BAZKOJIACTUUECKIX CBOHICTB CeKpe-
Ta U OITUMU3AIUA MYKOLIUJIUAPHOI'O TPAHCIOP-

18.05.2021 9:32:14



Ta, KOTOPBIA 00ecIieunBaeT SBaKyaIllnio ceKpera 13
JIETKUX U OPUIATOYHBIX Hasyx Hoca. IIpoBemeHue
MYKOJHUTUYECKOM Tepanuu, BO u30eKaHUE YXYI-
meHus (GYHKIIUY BHEITHEro NbIXaHUSA, OCOOEHHO Y
JeTell MJIA[IIero BO3pacTa, AOJMKHO KOHTPOJIUPO-
BaThCS BPAyOM y OOJIBHBIX CO CHUIKEHHBIM Kallljle-
BbIM pediexcom [1].

HopHaza anabda ABJIsIeTCA OUUIEHHBIM PACTBO-
POM PEeKOMOMHAHTHOU UYeJOBEUECKOU [Ie30KCUPU-
OoHyKJeas3bl. MexaHM3M AelCTBUSA IIpelapaTta Ipu
VHTAJISIMOHHOM IPUMEHEeHUN 3aKJIIUaeTcsl B pac-
mieryieHuu MoJieKyJs BHeKJieTtouHnoi [JHK, KoTopsie
HaKaIlJIUBalOTCA B OPOHXMAJIBHOM CEKpPeTe BCJIe-
CTBHUE pacliafia HeuTpo@uiaoB, Makpodaros u Gak-
TePUAJbHBIX KJETOK U IOBBIIIAIOT €ro BS3KOCTb.
HopHaza anb(da CHUIKaeT BASKOCTb CEKpPeTa Bepx-
HUX U HU)KHUX [bIXaTeJbHbBIX IIyTell, ee Ha3HAUAIOT
BceM OOJBHBIM CO CMEIIaHHON U pecIrupaTOpPHOU
dopmamu MB HeszaBucuMO OT BO3pacTa, IIOKasaTe-
el GYHKIINY BHEIIHeTO ALIXaHUsd, B TOM YUCJIe J0
HayaJla KIMHUYECKUX MPoABJIeHu 6osesum [1].

B MHOTOUMCIEHHBIX KOHTPOJUPYEMBIX HCCIIe-
JOBAHUAX MOAUEPKUBAETCS, UTO IIPUMEHEeHUe J0P-
Hasel agabpa (Ilyasmosum®, ®. XODPDPMAH-JIA
POIII JITH, lBefinapusa) yayuinaer QYyHKITUIO JIeT-
Kux y 60abHBIX MB [4], B TOM Yncjae Ipu IJIUTEIh-
HOM IIpUMeHeHun y gereit [5, 6]. IIpogomxuTensrHOE
WCII0JIb30BaHMe MIpernapaTa acColluupPoOBaHO CO CHU-
JKeHueM cKopocTu ymeHbmieHusa OPB; [7], B oco-
0EHHOCTHY Yy TAI[MEeHTOB C M3HAYAJIBLHO CHUIKEHHON
dyuxnueit gerkux [8]. CiexyeT HOTYEePKHYTH,
uTO IJIs IIperapara HapsaAy ¢ MYKOJUTUYECKUMU
XapaKTepHBI IIPOTHUBOBOCIAJIUTEIbHBIE U aHTUOAK-
TepuaJabHble cBoiicTBa. OHU oOeclieumBaIOTCS 3a
cueT CHUIKEHHUS KOHIIeHTpanmu sJjactasbl u IL-8
B MOKPOTE, YMEHBIIIeHUsS IIPOIEHTHOTO CojJep:Ka-
HUSA HEUTPO(PUIOB, CHUIKEHUA KOHIIEHTPAI[UY Heu-
TpouabHOU sjaactadkl u IL-8 B sKugKocTH OpPOH-
xoasbBeosigpHoro Jyasaxka (WKBAJI), BiusuHusa Ha
OMOIIJIEHKNM MYKOHMJHOM CHHErHOWHOUN IIaJIOUKH,
CHUJKEHUS COMepsKaHusa MAaTPUKCHBIX MeTaJJIo-
nporenuad B JKBAJI, T.e. ymMeHbIleHUS BKJaga
JEeCTPYKTUBHOTO KOMIIOHEHTA JIETOUHOM TKaHU IPU
Bocnasenuu [9, 10]. Msyuarorca GpaKTOpPHI, BIUAIO-
e Ha (hapMaKOKWHEeTUYECKUe ITapaMeTphl JopHa-
35l aab(pa mpu MB (mos mamuenTa, HyTPUTHUBHBIN
CTaTyC, CONMYTCTBYIOIAs Tepalus), AJs OIpeiesie-
HUS ONTHMAaJIbHOTO J03WMpoBaHUsA mpemapara [11].
IIpu ucmosb3oBaHUM MOPHASHI ajib(a 3aTpaThl Ha
MEeIUIIMHCKYIO IIOMOIIlb, CBA3AHHYIO C MHPEKIUAMUI
IbIXaTeJdbHBIX myTell mpu MB, 3HauuMTeNIbLHO CHU-
sKanmes [12].

PasBurusa CyIIeCTBEHHBIX HeKeJlaTeJIbHbIX
peaknuii (HP) nmpu JsieueHnu mopHas3o0il aabda He
oTMeueHO. B03MOKHO mosiBJIeHue (apuUHTUTA,
JIapUHTUTA, PUHOPEeU, OPOHXOCIIasMa U TUlepTep-
muu. O6bIYHO TO00UHBIE 9(P(hEeKTHI UMEIOT IPeXO0/I-
Ui XapakTep U PeaKo TPeOYyIoT OTMEeHbI Tepanuu
[13].

Xora FDA omo6puyio mpuMeHeHUEe TOPHA3BI
ayb(ha mpu Tepanuu 3a00JIeBAHUN JeTKUX TOJIBKO Y
namnueHToB ¢ MB, B X0/1e KOHTPOJIMPYEMbBIX UCIILITA-

HUi MoKasaHa ee a(p(heKTUBHOCTD B JIeUSHUU dDMITHE-
Mbl IIPU BHYTPHUILJIEBPAIbHOM KOMOMHHPOBAHHOM
IPUMEHEHUU ¢ TKAaHeBBbIM aKTHUBATOPOM IIJIa3MUHO-
reHa [14]. Ocoboe BHUMaHUE 3aCAYKUBAET UCIOJIb-
30BaHMe AOPHA3bI ajab(a IPU IMOPaKeHNuN HOCOBBIX
nagyx y namnuerToB ¢ MB [15]. CorsacHo peructpy
narnuentos ¢ MB B P® 5 2018 r. 28,3% mnarueHTos ¢
MOJIUIIaMU OKOJIOHOCOBBIX ITa3yX IIOJIyUaJ Iy HOpHA-
3y aabda naTpanasanbuo (27,0% — getu u 32,0% —
B3pocJkwie) [16].

OmnucaH OIBIT MCIIOJb30BAHUS HOPHA3BI ajlbda
IpU JIEYeHUU TAYKEJIOr0 OCTPOTO PEeCIUPATOPHOTO
JIucTpecc-cuHapoMa, BeidBanHOro SARS-CoV-2[17,
18].

Taxum o6pasom, JopHAasa arb(a — MyKOJUTHIUE-
CKUI Iperapar, KOTOPLI efiCTBYeT Ha BCce TPU 3BeHa
«IIOPOYHOTO Kpyra» MB — 006CTpyKIINIO, THPEKITIIO
u BocnajsieHme. IIpemapar ciemyer cumTaTh 0as30-
BBIM MYKOJIUTHKOM 1 HasHauaTh BceM 00bHBIM MB
cpasy mocJie IOCTaHOBKHY AuarHosa [2].

B P® paspaboran GmoaHaJIOTUUHBIN Hpemapar
IOpHAa3bl aJjbda IO TOPTOBLIM HaWMEHOBAHHEM
Turepasza® (I'emepuym, Poccus. Perucrpamnuounroe
ynoctoBepeuue JIII-005537), mpormrexamiuii uccie-
IOBAaHUS B COOTBETCTBUU C MEKIYHAPOIHBIMU Tpe-
0OBAaHUAMU U 3aPETUCTPUPOBAHHBIN KaK CPEICTBO
IJIS CUMIITOMaTUYEeCKOI Tepanuu B KOMOMHAIIUY CO
cTaHIapTHOI Tepanueir MB y mamueHTOB co 3HauUe-
HHeM (DOPCUPOBAHHOM JKU3HEHHO eMKOCTHU JIETKUX
He meHee 40% ot HOpM™MEI [19, 20].

Bblu mpoBesieHbI HEOOXOAUMbBIE UCCJIEIOBAHMIS
KJINHUUYECKOI 3)(PeKTUBHOCTH 1 0€30IIaCHOCTHU TIpe-
napara Turepasa®, rae mpemapar MIpoAeMOHCTPUPO-
BaJI Ipo(husib 0€30IacCHOCTH, CXOMKUI ¢ MpopuiiemMm
6esomacHocTu npenapara Ilyasmo3um® y B3poCabIx
nanueHToB [21]. MccaemoBaHuii mo OIlleHKe mepe-
"HOcHMoOCTH IIpemnapara Turepasza® y mereit panee He
IIPOBOUJIOCE.

Ilenp wmcciemoBaHUA: OIEeHKA II€PEHOCHMOCTH
npuMeHeHHus mpernapatra Turepasa® y manueHTOB
¢ MB Bcex B0O3pacToB B PYTUHHOI KJIWHUYECKOU
IpaKTUKe.

MaTepI/IaJI]:I M MeTOabI MCCJIeTOBAHUA

Ias1 OIleHKM MePeHOCHMMOCTU Tepaluy Ipera-
parom Turepasa® Onljia mpoBefeHa HEMHTEPBEHIM-
oHHasA mporpamMma «Poccuiickas MHOTOIEHTpPOBas
Hay4Has IIporpaMMa IIOCTMapKeTHUHIOBOr'O IIpUMe-
"Heuusa mnpemnapara Turepasa®» (mporoxoa DRN-
CFR-R ot 05.10.2020 r). B ucciemoBaHuUU IIpU-
"Hanu yuactue 10 kauHnyecKkux 1eHTpoB (MockBa,
Mockosckas obmacts, KpacHoapckuii Kpai,
Camapckas o6Osactb, HoBocubupckas o06JacThb,
Owmckas obaacTh, Ilepmekuii Kpaii, Bosarorpaackas
ob6aacts, Yysamickas Pecnybawmka, PecnyOimuka
Kpreim), nmeroniye onbIT BefieHUs namueHToB ¢ MB.

B xo1e maHHOM HAyYHOU IIPOTPaAMMBI B TeUeHIE
oKTAOpaA—gexadbpsa 2020 r. B ykasaHHBIX KJIUHUUE-
CKUX IIeHTpaX ObLIM cOOpaHBI PETPOCHEKTUBHBIE
3aIiCU TEePBUYHON NOKYMEHTAIIUU II0 CILJIOIITHOM
BBIOOPKE MHaIMeHToB ¢ auarHosom MB, moayuas-
XX UJIU TOJYUYAOINX Ha MOMEHT c6opa uHdopma-
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100/

Tabruua 1

Pacnpenenenue namuenTos ¢ MB, moryuaBmux npenapat Turepasa®, mo Bo3pacTHBIM rpymnmnam

T'pynmna n/N % (95% AN)
Ot 0 g0 2 jer 56/715 7,8% (6,0-10,1%)
Or 2 110 6 Jset 161/715 22,5% (19,5-25,8%)
Ot 6 10 12 ser 302/715 42,2% (38,6—46,0%)
Ot 12 10 18 ser 175/715 24,5% (21,4-27,8%)
18 stet u crapire 21/715 2,9% (1,9-4,5%)

muu Tepanuio mpemaparom Turepasa® (¢ mauasom
Tepanuu He paHee HOAOPa 2019 1.).

Huszain uccnedosanun: pPETPOCIEKTUBHOE
OTKPBITOE HEKOHTPOJIMPYEMOe CPaBHUTEIHHOE MHO-
TOILEHTPOBOE CILJIOIITHOE.

Ilonmynanuio AnaA aHaIU3a COCTABUJIU IAaHHBIE
715 mammeHTOB pasjuuyHOTO Bo3pacta (or 1 mec.
o 50 JeT), MOJIyYaBIIMX TePamUi0 IIperapaToM
Turepasa® (ta6s. 1). Menmana Bo3pacTa mainueH-
TOB B BBIOOpPKEe B I1esoM coctaBuia 8 (5; 12) jer.
ITamuenTsr Mmy2xcKoro mosa — 49,9% (357 uein.),
IManueHTsl KeHCcKoro moja — 50,1% (358 ueu.).

B xoze HacTosIIero IIpoeKTa He ObLIO IPeIyCMOTPEHO
Kakoe-JIn00 BMEIaTeJbCTBO B OOBIUHYIO KJIMHUYECKYIO
IPaKTUKy, B TOM 4YHCJIE IIPOBeJeHUE OOMOJIHUTEJIbHBIX
CIIEIIUAJILHBIX IIpouenyp cbopa mHopmamuu. Beur mpen-
YCMOTPEH HCKJIOUUTEJIbHO DETPOCIEKTUBHBLIN aHAIU3
MEeIUIITHCKOM JOKYMEHTAIluU — MEeIUITMHCKUX KapT Mamu-
€HTOB, IIOJYYalOIIUX MEAWIIMHCKYIO IIOMOIIL B amOyJia-
TOpHBIX ycaoBuax (hopma Ne 025/y), u MeIUIITMHCKUX
KapT cTanuoHapHbIX 00abHEIX (hopma Ne 003 /y) 6e3 cOopa
UAeHTUPUIIUPYIONNX IallueHTa OAaHHBIX. IlepBUYHYIO
IDOKYMEHTAIINI0 CYO'beKTOB IIPOrpaMMbI TIIIATEJIbHO aHa-
JUBUPOBATU B OTHOIIeHUU pasButus HP myrem oneHKH
3amnmcel o jKajiobax, 00beKTUBHOM OCMOTpE, MHCTPYMEH-
TaJIBHOM OOCJIeIOBAHUU U KOHTPOJIE JIaOOPaTOPHBIX MOKa-
sareseii [22]. Bero o6e3nunueHHyI0 MHPOPMAIIUIO0 BHOCUIN
B 9JIEKTPOHHYIO Ta0JIUIY-OIIPOCHUK.

ITockonpKy mporpaMma Oblla HEMHTEPBEHIIMOHHON
¥ PEeTPOCIEeKTUBHON u mMH(GOpPMAIMA O HaIlMeHTax BHO-
cujiach B TabJUILY-OIPOCHUK B 00e3JIMUeHHOM Buue (He
comeprkasia GaMUINIO, UMSA U OTUECTBO MAIMEHTA), HOMI-
nucanusa nHGOPMUPOBAHHOTO COTJIACUS He TPeOoBaJIOCh.

ITon HP monumanu ni00yi0 HeOJArONPUATHYIO U
HeIpeIHAMEDPEHHYIO PeaKI[UI0 OpraHmaMa, AJS KOTOpOoit
HeJIb3d OBLI0 UCKJIIOUYNUTH IIPUYNHHO-CJIEJCTBEHHYIO CBA3b
c IpuMeHeHueM JieKapCTBeHHOTo nmpenapara [22].

Tak:xke YyUYUTHIBAJIU UCTOUYHUK ITOJYUeHUA HHPOPMA-
muu o HP — co c10B namnyeHnTa,/3aKOHHOIO IIPEACTAaBUTEIIA
malyeHTa UJIU Ha OCHOBAHUU 3aperucTPUpPOBAaHHBIX Bpa-
YOM KJIMHUYECKUX HpOHBHEHHﬁ.

Pacuem o6vema 6vL60pKu

IIpu yposue omubku I poma 5% wu mnpexmmosaraeMmoit
yacrore passutusa HP 6% 1o maHHBIM CPaBHUTEJIHLHOTO
uccaeIoOBaHuA y B3poCabIxX [21] ¢ mpegeabHON ONMIMOKOM
BBIOOPKU B 2% 00BbeM BBIOODKU cocTaBisieT 542 mamu-
eHTa.

B aHaJIn3 GBIJII/I BKJIIOUEHBI JaHHbIE BCeX IIalleH-
TOB, IOJYYABINNX WJM IIOJYYalOIINX Ha MOMEHT cOopa
unbopManuu Tepanuio npenaparom Turepasa® B pamrax

rOCYJapCTBEHHOM HIPOTPAMMEBI B OIPEIEJIEeHHBIX BBIIIE
peruoHax P®. O6bem BEIGOPKY cocTaBuI 715 manueHToB,
YTO ABJIAETCA 3aBEIOMO NOCTATOYHBIM [JIA IOJIYUYEHUS
CTATUCTUYECKY 3HAUMMBIX PA3JIMUNA.

Memodsv. cmamucmuueck0z0 aHanu3a 0AHHBLX

CraTUCTUYECKUI aHaJIW3 [JaHHBIX IMPOBOLUIU C
IIOMOIIBI0 A3BIKA IPOrPAMMUPOBAHUSA CTATUCTUYECKUX
pacuetroB R Bepcum 4.0.3 [23]. 3a ypoBeHBb cTaTucTuye-
CKO¥ 3HAUMMOCTH ObLJIO IPUHATO 3HaueHHe p<0,05.

OCcHOBHOU TONyJAIIMEH aHajau3a ObLjla IOMYJIAIUS
FAS (full analysis set), B Hee BouwLIu BCce BKJIIOUEHHEIE B
WCCJIeIOBAHMe MAUeHThI. [[OIIOHUTENBHO C I[eJIbI0 OIH-
CaHUsI OCHOBHBIX XAPAKTEPUCTUK MAIMEHTOB BBINEJISIN
TPYIIIBI IO MIOJIY, BO3PACTY, MECTY IIPOKUBAHUS, a TAKIKE
0 UCTOYHUKY perucrpanuu HP.

Ompeneenre paclpeeieHus MMAlMeHTOB [0 3Ha-
YEeHUAM KOJIMUECTBEHHBIX IIOKAasaTesjeill IIPOBOIUIHN C
nomotbio Kpurepua [Mlanupo—¥Yuiaka, npu p<0,05 pac-
mpejejieHre IPU3HABAJIMN OTJIUYHBIM OT HOPMAJBHOTO.
Onucanve KOJMYECTBEHHBIX IIOKasaTejeil OBLIO Tpen-
CTaBJIEHO B BHUE CPEJHEro 3HAUEHUS W CTAHIAPTHOTO
orkyjoHeHusa (M=SD) npu HOpMaJLHOM pacIipegeJeHun
ManUeHTOB B MOMYJIAIINN /TPYIIIe 110 3HAUSHUAM ITOKasa-
TeJIsT WK B Buae MequaHsl u 25—75% mporenTtuieit — Me
(25%3; 75%) B ciyuae pacnpejesieHUs, OTJIUYHOT'O OT
HOPMAaJIBHOTO.

Onucanmve KayeCTBEHHBLIX MOKasaTeJsiell ObLIO Mpen-
CTaBJIEHO B BU/e YKCJA HaOJIIOAEHUHN C OIIpeaesileHHbBIM
3HAUYEHMEM II0KasaTeJisd B IONyJALUY/TpyIie (n), duciaa
HENpPOIyIeHHbIX 3HaYeHu mokasaressa (N), mosiu ompe-
IeleHHBIX 3HaueHuit morasarens (%), a taxwke 95%
noBepuTesbHOro nHTepBasa (95% IN).

CpaBHEHUSA TAIMEHTOB JBYX HE3aBUCUMBIX I'PYII IO
3HAUEHUSIM KOJUYECTBEHHBIX ITOKasaTeseil MPOBOAUIN
¢ momoInbio t-Kpurepuss CTbioJeHTa NPU HOPMAaJIbHOM
paciipefieleHUY IMAllMeHTOB [0 3HAUEHUAM ITOKasaTesei
B IPYINIIax W ¢ TMOMOINbI0 KpuTepusd ManHa—YUTHU IpU
paciipefieieHUN, OTJIUYHOM OT HOpMaJibHOTOo. CpaBHEeHUE
ManueHToB Tpex u OoJiee TPYII 10 3HAUEHUSM KOJUUe-
CTBEHHBIX IMOKasaTejieil MPOBOAMJIN C IIOMOIIBIO KPUTeE-
pus Kpackema—Youuca.

CpaBHEHUA MeXKIy YUCIOM HAOJIIOAEHUH B TPYIIax
110 3HAUEHUAM KaUeCTBEHHBIX MMOoKasaTesieil MpOBOAUIN C
HOMOIIbI0 KpuTepus y2 (¢ mompaBKoit MeTca mpu oxupmae-
MBIX YaCTOTaX 3HAUYEHUI IToKasaressa MeHee 10, Ho GoJee
5) mnu TouHoro Kputepus Dumepa (IpU OKUTAEMBIX
yacToTax 3HaUeHUH moxkasaTesid MeHee 5) [24].

Hauable o HP Obliu 3aK0qUPOBAHBI C MCIOJbH30BAa-
HueMm mMeguimHCKoro ciaosapsa MedDRA sepcuu 23.0 ma
DPYCCKOM SI3BIKE.
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Tabruua 2

Pacnpenenenue maimueHToB,
moaxyuyaBmux npenapar Turepasa®,
B 3aBUCHUMOCTH OT MeCTa IIPOKUBAHUA

HapyieHus co CTOPOHBI JbIXaTeJbHON
CHCTeMBI, OPTaHOB IPYAHOMN
KJIETKHU U CPeJIOCTeHU A

O61mve HAPYIIEHUS U PEAKIUNA
B MecCTe BBeJICHUs

Hapymresus co CTOPOHBI KOMKHI
¥ TOAKOKHOM KJIeTIATKH

Hemy09uHO-KUIIeTHbIe HAPYIIeHN A

JlaGopaTopHble 1
MHCTPYMEHTAIbHEIE JAHHEIE

HapymieHus co CTOPOHEI COCYZI0B

Hapymenus co CTOPOHBI OpraHa 3peHus

Hapymrennsa Metabou3Ma 1 TUTAHUA

0 2 4 6 8 10 12

Puc. 1. HP, 3apeructpupoBaHHbI€ Y IAI[MEHTOB, MOJYYaBIINX

npenapar Turepaza® (N=715), %.

Koua-Bo mamueHToB,

BKJIIOYEHHBIX B

Pernonst HCCIegOBaHUe

n %
Mocksa 250 35,0
MockoBcKas 06J1acTb 110 15,4
KpacHosapckuii kpait 75 10,5
Camapckas 001acTb 70 9,8
HoBocubupckas o61acTb 45 6,3
OmMcKasa 00J1acThb 40 5,6
ITepmckuii Kpait 40 5,6
Boarorpaackas ob6sacTb 30 4,2
Yysarckasa Pecrybiuka 30 4,2
Pecnybiinka Kpbeim 25 3,4
Hroro 715 100
Pe3yabTaTsl

¥V 47 (6,6% ) mamueHTOB OBLIN 3aPEeTUCTPUPOBA-
uel 127 HP na nmpumenenue npemapara Turepasa®.
Cpenu namuenToB ¢ pasBuBmumucsa HP 6s110 46%
(22 ues.) maIMEHTOB MYsKCKoro moja um 54% (26
yeJ.) IAIlMEHTOB JKeHCKoro. Meamama Bo3spacra
narnuentoB ¢ HP cocrasuna 6 (3; 11) mer.

ITanmuentsr ¢ HP crarucTmuecku 3HAUMMO He
oranuanuck (p=0,43) Mo moay B 3aBUCUMOCTH OT
ncrounnka perucrpanuu HP: m3 20 mammeHTOB C
HP, saperucTpupoBaHHBIMU IIO KajiobaM HaIllu-
eHTa/3aKOHHBIX TpencraBuTeneit, 55% (11 ue.)
COCTABUJIN MAIMEeHTBI MYy:KCKoro moJsia u 45%
(9 uen.) — :keHckoro moJia. I3 28 mamuenTos ¢ HP,
3aperuCTPUPOBAHHLIX HA OCHOBAHUU KJINHUYECKNIX
MPOSABJICHUN, MHAIMEHTHI MYXKCKOI'O M JKEHCKOI'O
mojsia coctaBuau 39% (11 uen.) mw 61% (17 uen.)
COOTBETCTBEHHO.

Tax:xe manuenTsl ¢ HP He oTsimyanucs mo mosry
B 3aBHCHMOCTH OT MeCTa IIPOKMBaHUsA: B MoCKBe
MAIMEeHThl MYKCKOT'0 U MXEHCKOTO I10JIa COCTABUIIN
55% (12 uen.) u 45% (10 ues.) COOTBETCTBEHHO,
B MockoBckoi#t obsactu — 67% (2 uen.) mw 33%
(1 uen.), B Kpacuosapckom Kpae — 36% (4 ues.) u 64%
(7 uen.), B Pecny6iuke Kpoim — 0% (0 uesn.) u 100%
(2 uen.), B HoBocubupckoit ooaactu — 43% (3 uei.)
u 57% (4 gen.), B Omckoii oonact — 100% (1 wen.) u
0% (0 uen.), B Pecnyonuke Yysatus — 0% (0 ueur.)
u 100% (2 uen.) coorBercTBeHHO (p=0,52).

Menmnama Bospacra manueHToB ¢ HP, saperm-
CTPUPOBAHHBIMU IO KayiobaM IIalMeHTOB/3aKOH-
HBIX IIpeJcTaBuUTeNel, cocrasuaa 7,5 (2; 11,5) roxa,
nanuedToB ¢ HP, zaperucTpupoBaHHBIMI HA OCHO-
BaHUU KJIWHUYECKUX IpoABJeHUH, — 6 (4,8; 9,3)
aet (p=0,84).

Menuana Bospacrta mamueHToB ¢ HP, mpo-
sKuBaromux B MockBe, cocrasuiaa 7,5 (3,3;
13,8) roma, B8 MockoBcKoil obsactu — 5 (3,5; 5,5)
aer, B Kpacuosapckom kpae — 6 (5,0; 8,5) mer, B
Pecunyonuke Kpwim — 13,5 (12,3; 14,8) roma, B
HoBocubupckoit obaactu — 8 (4; 9) ger, B8 OMcKoit

oomactu — 1 (1; 1) rox, B Pecniyb6sinke Yysarus — 1
(1; 1) rox (p=0,13).

Taxum obGpasom, pacupenesnenue HP mo Bunmy
perucTpanmuy U MeCTy HPOKUBAHNS IIAIlEeHTOB He
3aBHCEJIO OT UX I10JIa U BO3PacTa.

Cpeau mayeHToOB, AaHHBLIE KOTOPBLIX BOIILIA B
uccaenoBanue, cymmapao 50,4% manueHToB HaOJIIO-
nmanuck B . MockBe 1 MoCKOBCKO# o01acTu (Tab. 2).

Y oxpmoro mamuenta HP Oblim 3apeructpupo-
BaHbI KaK HAa OCHOBAHUM JKaJI00 IallueHTa/poau-
Tejel, TaK M HA OCHOBAHUU OO'BEKTHUBHOTO OCMO-
Tpa, MO3TOMY CyMMa YacTOT IIAI[IEeHTOB BO BTOPOM
cTosibre Tads. 3 mpeswImIaeT 47 ues.

Cpenu Bcex MaIlMeHTOB, BKJIIOUEHHBIX B MCCJIE-
moBanue (n=715), qoya mamueHToB, y KoTopeix HP
OBLIM 3aPEeruCTPUPOBAHLI HA OCHOBAHUU KJIMHUYE-
ckux mpoasgeHui (3,9%), craTUCTUUYECKU 3HAUM-
MO He OTJIMYajach OT JOJU HAIMEeHTOB, ¥ KOTOPBIX
HP 6b11m oTMeueHBI TOJBKO HA OCHOBAHUU KaJI00
(2,8%) (p=0,30) (Tabma. 3). OgHAKO Y HEKOTOPBIX
ManueHTOB OBbLJIO 3apPEeruCTPUPOBAHO HECKOJIBKO
HP (ot 1 go 10 HP ma mamuenTa, MeanaHa dmucja
HP cocrasuna 3 (1,5; 3), u moxa HP, saperu-
CTPUPOBAHHBLIX HA OCHOBAHUMU KJIMHUYECKUX IIPO-
asiaeunit (11,5%), 6bLIa CTATHCTHUUECKU 3HAUKMO
Bointe goau HP, 3a()uKCcHUpOBaHHBLIX HA OCHOBAHUU
JKaJI00 malueHToB WK UX mpeacrasuTeseit (6,3%)
(p=0,001).

Honu sapeructpupoBaHHbix HP mo kJaccam
cucTeM OpraHoB corJiacuo cjoBapio MedDRA mpen-
craBjeHbl Ha puc. 1. Yarme Bcero (puKCHUpOBaAIA
HP kiacca «Hapy1eHus coO CTOPOHBI AbIXaTEIbHOUN
CHCTEMbI, OPTaHOB IPYAHON KJIETKHU U CPEJOCTEHM S »
(9,8%). Cpenu HUX Ipeobiagaau Kalleab, KOTOPBIH
6611 oT™MeueH v 24 (3,4% ) malueHToB, W IOBLIIIIEH-
Hasd BA3KOCTL OpoHxuaiabHOro cexpera y 10 (1,4%)
MMaIeHTOB, IIPU 9TOM KallleJIb Pa3BUBAJICA vallle.

Ha BTOpOM MecTe II0 YacTOTe€ BCTPEUAEMOCTH
Haxoxuaucb HP KjaaccoB «OOIiue HapyIlleHUs u
peakiuu B MecTe BBegeHUs» (2,4% ), «Hapyienus
CO CTOPOHBI KOYKH 1 OAKOMKHOM KaeTuaTKu» (2,2%)
u «iKenymouno-kuimieunbsie Hapyirenus» (1,3%).
Cpenu HP kmacca «QOOrmiume HapyIIeHUsS U peak-
MU B MecTe BBeAeHUs» mpeobsamaau HP c mpen-
MOUYTHUTEJbHLIM TepMuHOM <«HemocraTouHoe mgeii-
CTBUE TepameBTUYeCKoro mpoaykra» (1,4%), oHm
oL 3ad)MKCUPOBaHbI Bpauamu ns3 KpacHodapcka u
Hosocubupcka. B nepsuunoit moxymenraruu st HP
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Tabauua 3

Pacupenenenue HP y nanuenTos, moayyasmux npenapat Turepaza®, B 3aBUCHMOCTH OT BHA
perucrpamuu (n=715)

KoauuecTBo manueHToB
C 3aperucTPUPOBAHHBIMU KoauuectBo HP
Perucrpanua HP HP*
n/N % (95% ON) n/N % (95% ON)
Ha ocHoBaHUM »Kaj100 MAIeHTOB U/ UK 2,8 6,3%,
UX 3aKOHHBIX IpeJCTaBUTeIeH 20/715 (1,8-4,4%) 45/715 (4,7-8,4%)
Ha ocHoBaHUMN KIMHUYECKUX IposBiaenuir HP o
3,9 11,5%
BpayaMu MOJUKJIUHUK WU CIeIUAJIUCTaAMMU, 28/715 o 82/715 o
(2,7-5,7%) (9,3-14,1%)
OKAa3bIBAIOIIMMU ITIOMOIIL nanuesTam ¢ MB
Kpurepuii v2, p=0,25 x2, p=0,001
ONMCHLIBAJINCH BpauaMM KaK OTCYTCTBUE WJIU HeIo- 1,8
CTATOK MyKoJuTuueckoro addexra. Cbillb B MecTe 1,6 1,5
npumeHeHus pasBusack y 4 (0,6%) mamueHTOB, 1.4
HP, xapakTepusoBaBIliiecsa JIOKAJbHBIM OTEKOM 12
¥ 3PO3UAMU CINU3UCTON O00OJJOYKU IIOJIOCTH pPTa, — 1’0 1,0
y oxuoro (0,1% ) manuenrta Kaxgas HP. ’ 0.8
0,8
HP knacca «HapyineHuss co CTOPOHBI KOMKH 06 0,7 0,7 0,7 0,7
M IOAKOMKHON KJEeTYATKU» OBLLIM IIPEeACTaBICHBI 0,61—2
coinbio y 8 (1,1% ) manuenTos, 3ygom, KpanuBHu- |94
el u sxchosnanuei Koxu y 2 (0,3% ) namnueHToB 0,21
raxkgasg HP 1 60/1e3HEHHOCTHIO KOMKHBIX IIOKPOBOBY | 0,0 0 0
o or 0 or 2 or 6 or 12 18 jer
O HOTO (0’ 1 /0 ) IIanueHnTa. HP knacca «HCeJIy,uquo- 1o 2 et 1o 6 et 1o 12 ner 1o 18 ner U cTapiie
KUINEeUYHbIe HAPYIIIeHUA» ObLIM IPEeCTABIEHEI TOIII- W JKasno6sr W Kiummueckue npoasienus HP
HOTOIT 1 pBOTOM ¥ 2 (0,3% ) manuenToB Kaxaas HP,
a TaKsxe GONbIO B MKIBOTE. CVXOCTBIO TV6 M Xeiiim- Puc. 2. HP y nanueHTOB pa3JIMYHOrO BO3PACTa, IOJYyYaBIIUX
» CY y npenapar Turepasa®, B 3aBucumocru or Buja perucrpauyu, %.

Tom — Kaskgas HP y oguoro (0,1% ) manuenra.

HP ocranbHBIX KJIACCOB CUCTEM OPTaHOB BCTpE-
yaiuch MmeHee ueM B 1% cayuaes.

Bce saperucTpupoBaHHBIE B XOJ€ IIPOrPaMMBbI
HP 6b11m o:xumaeMbIMu, THQOPMAIIUA O HUX IIPe-
cTaBjieHa B MHCTPYKIIUU II0 METUITMHCKOMY IIPHU-
MeHeHuio npemnapara Turepasa® u pedepeHTHOTO
npenapara ITynbmosum® [26].

CraTuCTHYEeCKH B3HAUMMBIX PAa3JIUUUNA MEKIY
peructrpanueii HP mo manHBIM Kajgob IIal[MeHTOB
WJIN UX 3aKOHHBIX IIPEeJCTaBUTEJIeH WJIMN 10 Peru-
cTpanuyu KJIMHUYEeCKuX mnposasBienuit HP y mamwm-
€HTOB DPAa3JIMYHOTO BO3pacTa IMOJYUYEHO He ObLIO
(p=0,90) (puc. 2).

Honm mamwmenToB u AW mia mosieili pacCUUTHI-
BaJad OT OOIero 4mcJja MarueHTOB B IOMYJIAIIUU
(n=715).

Ilo pesysabTaTam aHajm3a yCTAHOBJIEHO, YTO
HP mab6uromannch B pasjaNUYHBIX PErmoHax ¢ pas-
HOU YaCTOTOH, & TaKyKe OTJIMYAJINCDH II0 UCTOYHUKY
perucrpanuu (puc. 3).

Hosu manmmeHTOB pPaCCUUTHIBAIU OT OOIIEro
ypcjaa mamueHToB B monyadanuum (n=715). Boaro-
rpagckasa obJiacthb, IlepMmckuit kpaii u Camapckas
o0J1acTh He MIpeJCTaBJIeHbl HA PUCYHKE, TaAK KaK B
IaHHBIX PErHOHaX HA MOMEHT IIPOBEIeHMUS UCCIe/0-
Baunusa HP He ObLIM 3aperucTpupOBaHEIL.

Tabruua 4

Pacnpenenenue namuenTos ¢ HP u yuciaa HP B 3aBucumMocT OT MecTa MPOKMBAHUS MAIMEHTOB,
mosxyuyaBmux Turepasy® (n=715)

Peruonsr oMb, | UmcxommcHP | WneroHP | 7 OTPeox HP
MockBa 250 22 46 36,2
KpacHosapckuii kpait 75 11 40 31,5
HoBocubupckas ob6acTb 45 7 22 17,3
Yysarckasa Pecrybiuka 30 2 10 7,9
MockoBcKas 06J1aCTb 110 3 6 4,7
Pecny6auka Kpbim 25 2 2 1,6
Omckasda 06J1acThb 40 1 1 0,8
Boarorpaackas obacTb 30 0 0 0
ITepmckuii Kpait 40 0 0 0
Camapckas 0061acTb 70 0 0 0
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Kpacuosap- Pecny6- Mockos- r. MockBa HoBocu- Owmckaa — Yysam-
CKUI JKa ckad 6upckasa obJsacTb cKad
Kpai Kpeim  ob6iactb obsactb Pecmy6-
JIIKa
m Kano6sr = Knunuueckue nposiBienus HP

Puc. 3. Pacnpenenenue mogeit maiuentos ¢ HP B 3aBucumo-
CTH OT MecTa NMPo:KkuBaHUA U Buaa perucrpauuu HP (Tonbpko
10 JKa00aM MAIMEeHTOB WU 0 JaHHBIM KJIUHUYECKUX IPO-
asiaenuit HP), %.

¥V manueHToB, Mpo:KuBamomux B r. Mockse, 4TO
0XKUIaeMO B CUJIY OOJIBIIIErO YKcCJia MAllieHTOB, 3ape-
THUCTPUPOBAHO camoe 0oJbIioe KosmuecTBo HP —
46 (36,2% ) HP (Tabu. 4).

Yucmo HP B pasimuHBIX peruoHax OTJInYa-
JIOCh B 3aBUCHUMOCTH OT Bupa perucrtpanuu HP.
B MockBe npeobaaganu HP, saperucrpupoBaHHBIE
TOJIbKO HA OCHOBAHWUU KAJIO0 MHAIMEHTOB WU UX
3aKOHHBIX ImpejcraBureieit, — 32/46 (70%) HP.
B Hosocubupckoii oosactu npeobaagaiu HP, sape-
TUCTPUPOBAHHBIE MO AAHHBLIM KJIWMHUUYECKUX IIPO-
asnenuit, — 19/22 (86%) HP; B KpacHospckom
Kpae HP ObL1u 3aperucTpupoBaHbl TOJBKO IO JaH-
HBIM KJUHUYeCKuX mnpossienuit — 40/40 (100%)
(p<0,001).

IToutu psa nmosoBuHBI naruenToB ¢ HP (22 ue.,
47%) OblIu MPOBeAeHbl BpaueOHbIE KOMUCCUU II0
noBogy HP, u Tonbko y 8 uen. (17%) us HuUX — ¢
y4acTHUeM CIIeIUaJINCTOB, UMEIOIUX OIIBIT TePaluu
namnuenTos ¢ MB.

Cemuaamatu nanuentam (36%) Ha doHe pas-
Butua HP morpebGoBajiach MpHUOCTAHOBKA Tepanuu
npenapaTrom Turepasa® ¢ mociaenymoIuM BO300OHOB-
nenueM. ¥ 18 mamuenTtos (38% ) mpumeHeHuUe Ipe-
napara Twurepasa® ObLIO IIpeKpAaIlleHO BCJIEACTBLE
pasBuBuxcsa HP.

Oocy:xaenne

MykoauTuuecKas Tepamusi COTJIaCHO KJINHUYE-
CKUM peKoMeHAanuaM [2] mokasaHa BceM ITar[MeH-
Tam ¢ MB (3a uckJIOUeHNEeM MMEIONINX MeIUIINH-
CKMe MPOTHBOIIOKA3aHUSA) U ITPOBOJUTCA C I[€JIBIO
YMEHbBIIIeHUSI BSIBKOCTH MOKPOTBI W OOJIerYeHUs
ee sBakyanuu. [opHasa aabda paspbIBaeT BOIO-
poxubie cBasu Mmosaerkya HHK, ocHoBHOII cocras-
JISIOINel THOMHOM MOKPOTHI, U ABJIseTcA 0a3MCHOUN
MYKOJIUTUYECKON Tepamnueii, obecrieunBaeT apdexT
B TeueHUe CyTOK [25].

OreuecTBeHHbIN mpemapar Turepasa® xopo-
mro meperocuau 93,4% MmanueHTOB, U KOJUYECTBO
HP me mpessimano yactorsl HP mipu mcmoJsib3oBa-
Huu pedepenTHoro mpenapara Ilyabsmosum® [26].
BoabmuHCTBO 3apeructpupoBanubix HP mpu mpu-
MeHennmu mnpemnapara Turepasa® mabagaINChH CO

CTOPOHBI ILIXATEJIbHOW CHUCTEMBI, UTO OO0BACHSIET-
csA maToGU3NOJOTUUECKUMY MeXaHUu3MaMU pPa3BU-
TuA 3a0ojieBaHUSA U IyTeM BBeJeHUs IIperapara.
Kpome Toro, MmykosuTuuecKkue mpernapaThl Ipexie
BCEro BJIMSIOT HA BO3MOJKHOCTH CBOOOIHOTO OTIe-
JIEHUSI MOKPOTHI, UBMEHSAS ee PeoJOrnyecKue CBOM-
cTBa. YCUJeHNe KalllJid U YBeJuueHre KOJIUudJecTBa
MOKPOTBI — OKHUAAEMBIN 9(p(PeKT MyKOJIUTHUECKON
repanuu [27, 28]. IIpu MB Bce cmoco0bl pas:xu-
KeHUSI MOKPOTBHI HeOOXOAMMO KOMOWMHHPOBATH C
yIajieHneM ee U3 AbIXaTeJbHBIX IyTel, UCIIOJIb3Ys
MeTonbl KuHeauTepamnuu [2].

Onwucauusie HP #e ornuuanucsk or HP K opu-
ruHajgbHOMY mpemnapary Ilyabmosum®, ux xKosmue-
CTBO He IIPEeBBIIIAJI0 YaCTOTy ONMCAHHBIX PeaKIluit
npu KJIUHUYecKuX mcciiegopanmuax [29]. CorisacHo
UHCTPYKIMU mpemapara Ilyaemosum® y nmereil B
BO3pacTe OT 3 Mec. 10 5 JIeT uallie, YeM y Ial[eHTOB
crapileii Tpynnbl, HAOJOIAINCh KallleJlb U PUHUT
[26]. B cBA3u ¢ aHATOMO-()DU3UOJIOTUIECKUMHU OCO-
OEHHOCTSIMU OPTAaHOB [ObIXAHUS, KOMKU U CJIUBU-
CTBHIX 000JI0UEK Y MaJeHbKUX JeTell PeKOMEHI0BaHO
IOpHa3y ajb(da B Bo3pacTe IO 5 JIeT IPUMEHSTH C
octoposkHOCTRIO [19, 26]. B Hamewm mccienoBanmuu
YKCJI0 B3pOCabIX cocraBuio 21 uen. (3%), HP B
rpyIime B3POCabIX He ObLIN 3a)MKCUPOBAHBI, OMHA-
KO B paHee MPOBEIEHHOM HCCJIeIOBAHUU YaCTOTa
HP y B3pocabix cocraBuia 6% u CTaTUCTHUUYECKU
3HAYMMO He OTJIMYaJach OT TPYINbI IIal[MeHTOB,
noayuasinux Ilyapmosum® [21].

Cpenu Bceil MOMyJISAIIUN, BKJIIOUEHHON B HCCJIe-
noBaHue (n=715), moyia mamueHToOB, y KOoTOphix HP
OBLIM 3apeTUCTPUPOBAHBI Ha OCHOBAHUU HabJII07a-
eMbIX KJINHUYECKUX IIPOSBJIEHUI, CTATUCTUUYECKU
3HAUMMO He OTJUYaiach OT [JOJU IaIlUeHTOB, ¥
KoTopbix HP ObLIM 3apermcTpupoBaHBI TOJHKO Ha
ocHoBauuu xanaob (p=0,30). Bmecre ¢ TeMm umenuch
CTATHUCTUUYECKM 3HAUMMbI€ DPAa3JUYUS II0 YaCTO-
Te W [0 KMCTOUHUKY PErucTpaluu Cpeiud Peruo-
HOB (p<0,001). ¥V mammeHTOB, IPOKMUBAIOIIUX B T.
Mockse, Goabiras uacth HP saperucrpupoBana
TOJIBKO Ha OCHOBAHUU JKaJ00 ITallMEeHTOB, TOTAA
KakK B OCTAJbHBIX pernoHax ImpeobJagaau AaHHBIE
o peructpanuu HP mo gaHHBIM KJIMHUYECKUX IIPO-
SABJICHUIA.

IIpumeuaTesbHO, YTO TOJBKO B 1 /5 crydaes (niia
8 mamumeHnToB m3 22) B cocTaB BpaueOHOI KOMHC-
cuu 1o paccmorperuio HP Bxoauiu crenuaancTel,
UMeoII[1e OIBIT OKA3aHUs MEeIUITMHCKON ITOMOIIHN
nanuenram ¢ MB.

Tak Kak JaHHas IporpaMMa HOCHUJIA PETPOCIIEK-
TUBHBIN XapakTep, 0’KUAAJI0Ch, UTO 00'beM JaHHBIX,
coOpaHHBIN IO KaKJIOMY U3 IIallIeHTOB, MOT Bapbu-
POBaTh B TOCTATOYHO IIIUPOKUX IIPEIeIaX, YTO MOTJIO
OBITh MCTOYHUKOM CHUCTEMATUYECKON OIIMOKMH.
Tak:ke ee ICTOUHUKOM MOTIJIO OKa3aThCs OTCYTCTBUE
paumomMmusanuu mpu oroope 3anuceii. CoenaabHBIX
METOJIOB KOHTPOJIS CHCTEMATHUUECKOUN OIMIMOKU IIPO-
TOKOJIOM IIPOTPaMMBbI IIPEIyCMOTPEHO He ObLIO, 109~
TOMY OHA He OIleHMBaJIaCh KOJIUYECTBEHHO.

IIpenmomnarasnoch, uTo Bee maiueHThl ¢ MB mpo-
XOAMJIU JIeueHre U HaOJI0AaINCh COTJIACHO JIOKAJb-
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HBIM [JIs I[eHTPOB CTaHJapTaM Tepaluu U Beme-
HUA OOKYMEHTAIIMHU, O3TOMY II0JPas3yMeBaJioCh,
YTO OCHOBHBIE TIepeMeHHbIe aHanusa (uactorsl HP)
OyOyT OOCTYMHBI AJs1 OOJBIIMHCTBA YUYACTHUKOB
IPOrPaMMBbI.

OrpaHuueHVeM UCCIeN0BaHUSA CIeAyeT CUNTATD
ero PeTPOCIeKTUBHOCTh, KOrJa He OBLIO IIpery-
CMOTPEHO KaKoTo-J1100 BMeNIaTeJbCTBa B OOBIUHYIO
KJINHUYECKYIO IIPAKTUKY, B TOM YKCJIe IPOBeJeHUS
KaKux-au00 CIelUaJbHbIX AOIOJHUTEIbHBIX IIPO-
menyp cbopa nH(GOPMAIUN.

3akaoueHne

OrMeueHa Xopolias IePeHOCUMOCTD IIperapaTa
Turepasa® y 668/715 (93,4% ) manuenTos ¢ MB.
3aperucrpupoBano 127 HP y 47 (6,6% ) manuen-
ToB. HeikesaTenbHble SABJIEHUA COOTBETCTBOBAJIU
yiKe W3BECTHBLIM, pPaHee BBIIBJIECHHBIM B MCCJEMIO-
BaHMAX pe()epeHTHOro IpelapaTa AOpHAa3bl ajlbda
IIynapmosuma®. Yarme Bcero mabmmogaanck HP co
CTOPOHBI ABIXATEJIbHOU cucTeMbl. Cpeny HUX Ipeosd-
JIafaJiv KallleJb, 3aperucTpupoBauubiii y 24 (3,4%)
NaIleHTOB, U IOBBIIIIEHHAA BA3KOCTH OPOHXUAJB-
Horo cexpera y 10 (1,4% ) mamueHTOB, YTO MOIKET
OBITh KaK IIPOABJIEHMEM OCHOBHOI'O 3aboJieBaHUA,
Tak U 9(pPeKTOM HIPUMEeHEHUSA MYKOJUTUUECKOTO
npemnapara gopHasa aabda. ¥ 29/47 mammeHTOB
(62% ot uucna nanuenToB ¢ HP) paszsutue HP He
moTpebdoBaI0 IPEeKpalleHUs Tepanuu IpernapaToM
Turepasa®.

Brnad aémopos: éce agmopvL 6 pasHOil cmenerHu 6Hecu
€601l 8K1A0 8 PYKONUCH, PACCMOMPENU ee OKOHUAMEJbHbLIL 8aPU-
anm u danu coznacue Ha NYGIUKAYUI.

DuHaHcuposanue: 6ce A8MOPbvL 3a88UNLL 00 OMCYMCMaEuL
@unancosoil noddepicku npu nodzomosxe 0AHHOU PYKONUCU.

Kongauxm unmepecos: c6op danHblx npogedern npu nood-
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Turepasa’

opHasa anbda
Ceob6oaa gbixaHus!

® CHWXAET BA3KOCTb
MOKPOTbI'

® YNYYLIAET QYHKLNMIO
BHELUHEIO IbIXAHNS

® CHWXAET PUCK
BO3HWKHOBEHUS
WHOEKLAW BEPXHUX
ObIXATESIbHbIX

NYTEW?

KPATKAA UHCTPYKLIMA N0 MEAWLMHCKOMY NPUMEHEHUI NEKAPCTBEHHOIO MPEMAPATA TUTEPA3A®

Peructpaunonnblii Homep: JIM-005537. MexayHapoaHoe HenaTeHTOBAaHHOE Ha3BaHWe: [opHasa anbha. JlekapcTeenHaa thopma: pacteop Ana
WHranAuvi. dPapmakoTepaneBTM4eckaa rpynna: oTxapkusaiolee Mykonuuueckoe cpenctso. Kop ATX: R0O5CB13. MMokasauma K npumeHeHuio:
CumMnTomariyeckan Tepanua B KOMOMHAUMM CO CTAHAAPTHOW Tepanveid MyKOBUCUMAO3A Y NALMEHTOB CO 3HaueHnem (OPCUPOBAHHOI XU3HEHHOW EMKOCT Nerkux
(PXKEN) He meHee 40 % 0T HOPMBI C LeNbio YyylueHna dyHkuu nerkwx. MpoTuBonokasanua: MosblweHHan YyBCTBUTENLHOCTL K AEICTBYIOLIEMY BEWIECTBY Npenapara
INW €ro KOMNOHeHTaM. C 0CTOPOXKHOCTBIO: BEPEMEHHOCTb, MEPUOf MPYAHOrO BekapmavBaryA. [etn o 5 ner. Cnoco6 NpUMeHeHnA 1 A03bl: PacTBOp B amnynax
MpenHasHayeH ToNbKO ANA Pa30BOro MHIanALMOHHOrO NpuMeHeHwA. Mpenapar Turepasa® Henb3aA Pa3BOAUTL UM CMELIMBATH C APYrUMY Npenapatamin Ui pacTBopamy B
emKocTv HeBynaiisepa. CMeluvBaHve npenapara C APYriMI NEKapCTBEHHbIMM CPEACTBAMI MOXET MPUBECTH K HEXENATENbHbIM CTPYKTYPHBIM /MMM (yHKLMOHANbHBIM
3MeHeHMAM npenapara Turepasa® unu [pyroro KOMNOHERTa CMecll. 2,5 M [0PHa3bl anbha (COOTBETCTBYET cofiepuMomy 1 amnynbi — 2,5 M1 HepasseneHHoro
pactaopa, 2500 E[l) 0AvH a3 B CyTKu, MHranALMOHHO, 063 pa3BefeHya, C NoMOLbi0 KeT-Hebynaiiaepa. Mpasvina NPOBEAEHVA MHrANALVMM: MHranALWv npenapara Turepasa
© MPOBOAAT C NOMOLLbIO [DKET-Hebynaiiaepa MHOrOpa3oBoro UCM0Nb30BaHNA C KOMMPECCOPOM. YNbTPa3ByKoBble HeGynaiiaepbl He MPUMEHAIOTCA, MOCKOMbKY OHI MOTYT
JIHAKTMBMPOBATb [EliCTBYIOLIee BEWECTBO Npenapata Wn He 06ecnedvBaTh HeOGXoMMMYI0 CTeneHb pacnbinexya xuakocn. MoGouHoe peiicTBue: Hexenatenshble
PeaKLMM NpU NeYerny opHa3oii anba Bo3HMKaloT pefko (<1/1000), B BONbWMHCTBE CMy4aeB CNabo BbIPVKEHbI, HOCAT NPEXORALMIA XapaKTep v He TpeByOT KoppeKLMM
1103bl. HapyweHa co CTOPOHbI OPraHa 3peHIA: KOHBIOHKTUBHUT. HapyweHna Co CTOPOHbI AbIXATENbHOIt CUCTEMbI, OPraHOB MPYAHON KMETKW W CPEOCTEHNA: U3MEHeHNe
ronoca, ofbluKa, HaPUHTIAT, TAPUHTIAT, PURT (BCE HEMHCDEKLIMOHHOW NPUPOMbI), MHCEKLMI [bIXaTENbHbIX MyTEV, B TOM YuChe Bbl3BaHHble Pseudomonas, yeenvuerie
OPOHXVANBHOMO CeKpeTa. HapyWweHnA Co CTOPOHbI XENyA04HO-KULIEYHOrO TPpakTa: AMCNencyA. HapyweHna Co CTOPOHbI KOXW 1 MOTKOXHbIX TKaHel: CbiMb, KpanvBHMLA.
O6wve paccrpoiictea: 60onb B rpyav (nnespanbHas/HekapaMoreHHan), MMPEKCUA, ronoBHaa 00Nb. BAuAHME Ha pesynbrarbl NaGOPATOPHbIX M MHCTPYMEHTANbHbIX
IICCNEN0BaHNI: CHIDKEHIE NOKa3aTenedt (yHKLIN AbIxaHuA. MaumeHTbl, y KOTOPbIX BO3HUKAIOT HEXENaTeNbHbIe ABMEHWA, COBNAAAIOLIME C CUMNTOMAMM MYKOBUCLMAO3A,
MOrYT, kak NPaBiNo, NPOMOMKATL NPUMEHEHIE AOPHa3b! anbha. HexenarenbHble ABNERNA, NPUBELLVE K NONHOMY NPEKPALLEHIO NE4EHNA JOPHa30ii anba, Habnopanucs
¥ 04eHb HeBOMbLIOT0 YKCA NALMEHTOB, a YACTOTa NPepbIBaHNA TepaniK Obina CXORHOM C HasHaueHuem nnauebo (2%) v aopHasbl anbda (3%). PopMbl BbINyCKA: N0
2,5 Mr/2,5 Mn pacteopa fna HranaLuii B avinynax nonuMEpHbIX, U3roTOBNEHHbIX METOROM TEPMUYECKOI SKCTPY3U. 6 amnyn MONMMEPHbIX — B CBETO3AWWTHOM NakeTe
113 KOMBUHVPOBAHHOrO Matepuana. CpoK roAHocTy: 2 roa. He ucnonb3o8ath Mo UCTE4EHNY CPOKA FORHOCTY, YKa3aHHOMO Ha ynakoske. YCN0BUA 0TNYCKa M3 anTek:
110 peLenty.

1. Yang C, Montgomery M. Dornase alfa for cystic fibrosis. Cochrane Database of Systematic Reviews 2018, Issue 9. (AHr K., MonTromepu M. opHasa anscha npu
kncTo3HoM chnbpose. KokpeitHosckan bubnnoteka Cuctemarinyeckux 0630pos 2018 1., Bbinyck 9.) 2. J.M. Quan et al. Journal of pediatrics. 2001; 139:813-820. (XKypHan
neavatpum, 2001; 139:813-820).

WHOOPMALIMA NPEAHASHAYEHA ANA CNELMANMCTOB 3APABOOXPAHEHUA.
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