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Wnnonarnaeckuii ierounsiii pudpos (MJID) — ocobas
(hopMa MHTEPCTUIMAIBLHOTO 3a00JI€BaHHUS JIETKUX,
KOTOpast XapaKTepu3yeTcs Iporpeccupyommm Gpudpo-
30M, HapacTarouel OABIIIKON, a MeJJMaHa BbIXKHBaC-
MOCTH TNAI[MEHTOB COCTaBJIsIeT 2—3 rofa.

B HacTosiiee BpeMsi B pa3iIM4HbIX TPyJIax U UCCIIE0-
BaHMSIX M3MEHEH Moaxo/ K Jeuennto NJID, nokazana
3(h(HeKTHBHOCTh aHTUPHOPOTHIECKUX TPENapaToB 1
POJIb BTOPOTO IJIaHA CHCTEMHBIX TNIIOKOKOPTHKOCTE-
POMIOB M IUTOCTATHKOB. [IpecTaBieHHOe KIMHNYe-
CKO€ HaOJII0/ICHHE SIBJISIETCS TIEPBBIM ONBITOM MPUMe-
HEHUs 3aperucTpUpoBaHHOTO B Poccuu B aBrycre
2015 r. mpemapata HIHTenaHUO B ycinoBusax Kpaepoit
knuHu4eckor 6oapHuIBI Ne 2 r. KpacHozaapa.

Idiopatic pulmonary fibrosis (IPF) is a special form of in-
terstitial pulmonary disease. It is characterized dy pro-
gressing fibrosis, increased dyspnea. The revival median of
patients is 2—3 years. The approach to treatment of IPF is
changed nowdays. The efficacy of anti-fibrotic drugs has
proved. The role of system glucocorticosteroids and cyto-
statics has revealed. The clinic case presented is the first
experience of use of nintedanib (was registered in Russia
in august 2015) in Region clinic hospital Nr 2.
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PacripocTpaHeHHOCTh MIUOMATHYECKOTO JierogHoro ¢uoposa (MJID) B PD
coctaBisieT okosio 9—11 cimydaeB Ha 100 000 Hacenenus [1]. g 3aboneBanus xa-
pakTepeH BO3pacT MaiueHToB crapiie S0 JeT, yacToTa ero pacpocTpaHEHUs yBe-
JUYUBAETCS U Tpeodiamaet mocie 60—70 jet [2].

B nocnegnee BpeMs CylieCTBEHHO U3MEHHIIACHh TAKTUKA JICUCHUS MMAlIUEHTOB
¢ NJI®. Panee akTUBHO MPUMEHSIIMCh IPOTUBOBOCIIATIUTENBHBIE MpenapaTsl (IIIko-
kokoptukoctepounbl (I'KC), muroctatuku). B Hacrodiee Bpemsi B pa3IMUHBIX
MEXIYHAPOIHBIX PEKOMEHIAlUAX MOJAUYEPKHYTO, YTO BO3MOXKHBIA PUCK OT Ha3Ha-
yeHns tesbHOU Tepanuu [’ KC 3HauuTeNnbHO MPEBBIIAET UX MOJIB3Y, a4 IPUME-
HEHUE HECTEPOMJIHBIX MMMYHOMOAYJIMPYIOUIMX IpEnapaTroB MUMEET HU3KHUM ypo-
BEHb JIOKA3aTEJIbHOCTH B OTHOIICHUH 3 dekruBHOCTH Tepanuu NJID [3—4].

EctectBenHoe Teuenne NJIP 00yclOBIEHO peMOAEIMPOBAHUEM JIETOYHOM
TKaHW, BO3HUKAIOIIMM BCJIEICTBHE M30BITOYHOU Tposndeparun ¢udpobdiacToB B
uHTepctunmu [5, 6]. B 2014 r. YnpaBineHneM Mo KOHTPOJIIO KavyeCTBa IMUIIEBBIX
POIYKTOB U JiekapcTBeHHbIX cpeacTB B CLIA nisa neuenuss MJI® 610 0106peHo
npuMeHeHue nuppeHu0Ha U HUHTeaanuoa [7].

HuHTenann® — BHYTPUKIETOYHBIH WHTHOUTOP Pa3IMYHBIX THUPO3MHKHUHA3,
BKurovast akropel pocra: cocyauctoro sHuotemus (VEGFR-1, VEGFR-2 wu
VEGFR-3), o¢uopodnactos (FGFR-1, FGFR-2 u FGFR-3) u TtpomOouunToB
(PDGRF-o u PDGRF-), koTopbie urparoT BaxxHyto posib B narorenese MJID [8].
D¢ddexTuBHOCTh Tepanuu HUHTETAHMOOM OIEHMBAJIACh B TPEX PaHIOMHU3UPOBAH-
HBIX KOHTpoaupyembix ucciegoBanusx [9—-10] (TOMORROW (11 ¢a3za), uccnemno-
Banuu INPULSIS-1 u INPULSIS-2) [10].

B nmynsmononoruueckom otaenenuu [ bY3 «Kpaesas knmunndeckas 60J1bHU-
na Ne 2» r. KpacHoiapa uMeercs OnbIT IPUMEHEHUs aHTU(GUOPOTHUECKOTO Mpera-

pata HuHTeAaHuOa y nanuenTa ¢ NJIO.



[Tarimentka I'., 1944 roma poxxaeHus, odpaTwiack Kk myasMoHosory ['bY3
«KpaeBast knmuHnyeckas OonbHHIAa N 2» ¢ skaio0aMu Ha MHTEHCUBHBIM MaJloNpo-
JTYKTUBHBIA Kalllesib, KOTOPHIM OECHOKOUT MPEHMYIIECTBEHHO B YTPEHHHE YacChl,
U3pe/Ka HOYbIO, OJIBIIIKY BO BPEMsSI YMEPEHHON (PU3NUECKON HArpy3KH, BHIPAKEH-
HYI0 OOIIYIO C1aboCTh.

N3 anamne3a 3a00y1eBaHUsI U3BECTHO, YTO MALMEHTKA CUUTAECT ceOst OONMbHOM
c 2014 r., xorga crajla OTMeuYaTh €XKEJIHEBHBIM MPUCTYNMOOOpPa3HBIA Kallleib, IMO-
SBWJIACHh OJBIIIKA MPU YMEPEHHBIX (hU3Mueckux Harpyskax. OHa oOpamanach 3a
MEIUIUHCKON MOMOIIBIO K YYaCTKOBOMY TEpANeBTy, € ObLT YCTAHOBIIEH IUAarHO3
«xpoHnueckuii HeoOcTpykTuBHBIN OponxuT» (XHB). B 2015 r. B cBsizu ¢ coxpa-
HSIOIIMMCS BBIPQ)KEHHBIM KalllJleM Oblja HampaBiieHA Ha KOHCYJIbTAIUIO K ITYJIb-
MOHOJIOTY B TrysibMoHojorudeckuit ieHTp CKAJIL. BriepBbie namueHTke ObLia mpo-
BEJICHa KOMIIbIOTepHas ToMorpadus Beicokoro paspemenus (KTBP) opranos
TPYAHOM KJIETKHU, U C JUArHO30M «MHTEPCTULMAIBLHOE MOPAKEHUE JETKUX, TPAKIIH-
OHHbIE OPOHXO3KTa3bl» TOCMUTAJIM3UPOBAHA B IYJIbMOHOJOIMUYECKOE OTIEJICHUE
I'bY3 «KpaeBas xknunudeckas 0oiabHuLa No 2». [Ipu mocTymieHMH NalnueHTKH B
MyJIbMOHOJIOTHYECKOE OTJIeJIieHue nepudepudeckas catypanusi KUCI0poia B MOKOe
ob11a 94-95 %, ipu TecTe ¢ 6-MuHYTHON X0ab00M Ha nuctanuuu 100 M necatypa-
st — 90 %.

B ycnoBusx mynbmonosnorudeckoro otaeneHus ['bY3 «KpaeBas kiauHuue-
ckasg OonpHuLA No 2» manueHTka Obula oOcjefoBaHa Ha MPEAMET HUCKIHOYEHUS
PEBMATOJIOTUYECKON MATOJIOTUHU, HEOIJIACTHYECKOrO MpoIlecca, a TaKXKe HAIUYus
MaTOJIOTUH THUIIEBAPUTEIILHOW CUCTEMBI — TacTpod3odareanbHoi pedIroKCHOH 00-
ne3nu (I'OPB). Ilposenen kopotkuii kype tepanuu ['KC, Ha 3TOM (oHE manueHTKa
OTMeYaJla He3HAUUTENbHYIO0 CTa0MIM3aluio cocTossHusA. C AuarHo3oM «MopgoJio-
TMYECKU HEBEPUPUIIMPOBAHHOE MHTEPCTUIIMATBLHOE 3a00JIeBaHHE JIETKUX» ObLIa

HanpasieHa B Llenatp rpyanoit xupypruu (LII'X) npu HUU «KpaeBas knuHuveckas



oonpHuna Ne 1» r. KpacHonapa Ha KOHCYJIBTALMIO K TOPAKaJIbHOMY XUPYPry IS
penieHust Bonpoca o MophoJIOrHueckoil Bepudukanuu Juarnosa.

B utone 2016 r. manmentka obcnenosanack B HUM «KpaeBas knuHuueckas
OonpHUIIa Ne 1y, OblTa BhIIONTHEHA Ype30poHxuanbHas ouorncus nerkux (UBBJI),
0 pe3yybTaTaM KOTOPOW ObUI MOJydyeH HEeMH(OPMATHUBHBIN (PparMeHT pyOI10BO-
U3MEHEHHOW OpOXHAIbHOM CTEHKHM C 04aroBOM XpOHUYECKOW BOCHAIUTEIBLHON WH-
bunbTpanueit. CornacHo QenepaibHbIM KIMHUYECKUM pekomeHaarusm ot 2016 r.
«/lnarHocTrika M JICYCHHE HIUOMATHICCKOro JierogHoro ¢pudposa» [11] oTkpeiTas
Xupypruueckasi OMOICHsl He SIBIseTCS 00s13aTesibHOM npoueaypoid. [Ipunumast Bo
BHUMaHUE BBICOKOKayeCTBEHHbIE jaoka3aTenbcTBa KTBP-marrepna (Tonmmmua To-
Morpaduyeckoro cpeza — He 0ozee 1,5 MM) OOBIYHONM MHTEPCTUIIUATIBHONW THEBMO-
HUU (B KOPTHUKAJIBHBIX OTAENAX JIETKUX BO3QYIIHBIE KUCTBI «COTOBOIO JIETKOTO»,
TPAKIUOHHbIE OpPOHXO3KTAa3bl, PETUKYJSPHbIE W3MEHEHHUS, CHUHAPOM «MaTOBBIX
CTEKOJ», MPEUMYIIECTBEHHO CyOIUIeBpaJbHOE U 0a3ajIbHOE PACIOJOKEHHE MOpa-
eHus). Jluarnos «uanonaTuyeckuii JierouHbiil pruOpo3» ObLT YCTAaHOBJICH IO JaH-
HBIM KJIMHUYECKOI KapTUHbI, (PYHKIMOHAIBHBIM Npobam u KT-naTtepHy.

[TanpeHnTka OblIa BBIMHMCAHA C PEKOMEHJAIMEN NMPUHUMATh MPEIHU30JI0H B
no3upoBke 10 Mr B cyTKH.

B centa0pe 2016 r. B cBsI3U CO 3HAUUTENIbHBIM HapaCTaHUEM OJBIIIKU, CHU-
KEHHEM TOJIEPAHTHOCTH K (PU3UYECKUM HArpy3KaM, YCHJIEHHEM Kallljisl MMalueHTKa
OblJIa TOCMUTAIU3UpOBaHa B MyibMoOHoJornueckoe otaenenue ['bBY3 «Kpaeas
KIuHn4eckast 0oapHuIa Ne 2.

Anamues oncusnu nayuenmxu. B 1IeTCTBE pociia U pa3BUBAIACH COOTBET-
CTBEHHO Bo3pacty. Hanuune TyGepkynes3a y ce0si 1 poJCTBEHHUKOB OTpuliaeT. Be-
HepUyeCcKUMHU 3abosieBaHusMH He Oonena. HacrnencTBeHHBI aHaMHE3 HE OTArO-
HIeH. AJJIEpTUYECKUX peakiuil paHee He oTMevana. PaboTana yuureneM, KOHTaK-

TOB € MPO(PECCUOHAIBHBIMU BpEIHOCTSIMHU HE uMena. Kypenue u 3moynorpediaeHue



anikorojieM otpuiaer. MMeer comyTcTByromue 3abojeBaHus: [ umneproHudeckas
oomesns 11 cr., puck 4 (MOCTOSSHHO MPUHUMAET MEPUHAONIPUT — 2,55 MT' B CYyTKH,
CIIUPOHOJIAKTOH — 25 MT B CyTKH). Onieparuu ¥ reMoTpaHcdy3un He MOATBEPKIa-

CT.




Ha MoMeHT ocMOTpa maiueHTKu: cocTossHue Tsokenoe. Co3HaHue SICHOE, T0-
JIOKEHHUE aKTUBHOE, MMPOTyKTUBHOMY KOHTAKTY noctymnHa. Poct — 151 cM, Bec — 54 kr.
Wunexc maccrl Tena — 24. KoxHbIe TOKPOBBI: aKPOITUAHO3, 1ehopMaIiis MajibleB PyK
no Tuny «Oapabanubie nanoukuy. [lepudepudeckre MMMQPOyY3Ibl HE YBEIUUYCHBI.
['pyaHas kieTka HOpMOCTeHHUYEcKasi, 00€ MOJIOBUHBI PABHOMEPHO YYacCTBYIOT B aK-
Te AbiXxaHus. YacToTa IbIXaTEIbHBIX JBWKEHUN — 23 B MUHYTY Ha (DOHE KUCIOPO-
notepanuu. Carypanust Ha ¢oHe arMocdepHOro Bo3ayxa B mokoe — 75 % (miu-
TeJIbHAsA KUCIOPOAOTEPANHS KOHLIEHTPATOPOM KUCIOPO/Ia, MOTOK — 3 JI B MUHYTY).
AYCKYJIbTaTUBHO JbIXaHUE BE3UKYJSIPHOE, B 0a3albHBIX OTJEIaX BBICTYIIMBACTCS
MSATKasi KOHEUHO-UHCITUPATOpHAsl KPEMUTAIUs [0 THITY «3acTexku Velcroy.

[Ipu nooGcnenoBanuu:

- PyTunHBIE TeCTHI (B 00IIEM aHAIM3€e KPOBH Jekikonuro3 — 16,01-10%,
o0l aHAIM3 MOYU, OMOXUMUYECKUI aHaJN3 KPOBH — 0€3 0COOEHHOCTEM).

- O6wem GopcrpoBaHHOTO BbII0XA 32 MepBYI0 cekyHay (ODPB1) — 74 %.

— dopcupoBanHast )ku3HeHHAss eMKOCTh Jierkux (DIKEJT) — 67 %.

— Huddysnonnas cnocobHocTs Jierkux (DLCO) — 31 %.

- TecT 6-MUHYTHOW XOJBOBI MPHU MOCTYIJICHUH MALUEHTKH HE BBIMOJI-
HSJICSL C YUETOM TsDKECTH ee cocTosinus. Ha goHe mpoBeneHHOro jieueHus caTypa-
s Oz — 95 % Ha xucmopoaoTepanuu, Ha GoHe aTMOC(EPHOTO BO3IyXa caTyparus
O, — 88 %. I[Ipu xoawrbe necarypanus (10 m) — no 75 %.

- [To pesynpratam DOxoKI': mpu3Haku IUACTONWYECKON IUCPYHKITUU
aesoro xenyaouka (JJJ1JIK), kaneuuao3za mutpansHoro kimamana (MK), AK ¢ pe-
rypruranuei, arepockiepos aoptel. ®U He cHmkena — 6omee 55 %.

— Kommbroreprass Tomorpadusi Bbicokoro pazpemenus (KTBP) or
26.09.16: orpuiatenbHas AWMHAMUKA MHTEPCTUIIMATIBLHOTO 3a00JICBaHUS JICTKHX.

YBennueHnune pasMepoB cepana. ustanus BOCXOIAIIETO OTAEIA A0PTHI.



C y4eToM mporpeccupoBaHus IbIXaTeILHON HEAOCTATOYHOCTH Ha (POHE mpo-
Boaumont ['KC-tepanuu, 3HaYMTENbHONW OTPHUIATENIBHOW TUHAMUKHU IO JAHHBIM
KTBP or 07.06.2016 Obu10 peKOMEHJIOBAaHO OTMEHUTH NpeaHU30i0H. [lokazana
anTuuOpoTHYeCcKas Tepamnus: HuHTeAaHnO — 150 MTr 1Mo oHOM Karcyse /1Ba pa3a B
CYTKH JIJIUTEJIbHO, MOCTOSIHHAS MAJIONOTOYHAsS KHUCIOPOJOTEpaIus coO CKOPOCThIO
2—3 71 C UCTOJIb30BAHUEM KHUCIIOPOIHOTO KOHIIEHTPATOPA.

3a BpeMs peryJsipHOro npremMa HMHTeIaHu0a B TeUeHUE 8 MecsleB Maiu-
CHTKa TEpeHecia JBEe TOCIHUTAIN3alMU B IMyJlbMOHOJOTHYeckoe otaeneHue. [lo-
cieaHsisi rocnuTanu3anus Oowpuia B anpesne 2017 r. Uepes nBa Mecsia nmpuemMa mnpe-
napaTta BO3HHUKJIM HEXelaTelbHble M0004YHbIe A((EKThl B BUE BBIPAKEHHBIX 00-
Jiel B )KUBOTE, UTO MOTPEOOBaIO CHIKEHUS J03UpOBKH 10 100 Mr 1Ba paza B CyTKH
B TEUCHHUE TPEX MECSIIEB, C MOCIEIYIONIMM BO3BpATOM K CyTouHOM 103€ — 300 Mmr.

[Ipu noob6cnenoBanuu:

- pyTHHHBIE TecThl (B 00IIEM aHan3e KpoBH JeiikomuTos — 13,01-10% 7,
oOmuii aHaM3 MOYH, OMOXUMHYECKUN aHAJIN3 KPOBU — 0€3 0COOCHHOCTEH);

— nokazarenn OXKXEJT - 65 %);

— O®B1 — 71 %;

— DLCO - 32 %.

— Ha ¢one npoBenennoro neuenus carypaius O, — 96-97 % Ha xucio-
ponotepanuu, Ha poHe armochepHoro Bozmyxa caryparus Oz — 88 %. Ilpu xoanbe
necarypamus (50 m) — 1o 80 %.

— [To pesynbratam DXO-KI': mpuznaku JJJDK, aunstauuu JIII, yme-
pEeHHBIX cKilepoaereHepaTuBHbIX W3MeHeHuit MK, AK, nenocrarounoctu MK, ®U —

ooitee 55 .



- Komnwroteprass tomorpadus Bwicokoro paspemenus (KTBP) or
26.04.16: He HaOmroaeTCs CYHIECTBEHHON JMHAMUKH WHTEPCTHUIIMAIIBHOTO MOpa-
JKCHHS JIETKUX (B CPaBHEHHMHM C JaHHBIMH HcciieaoBanus ot 26.09.2016).

Crnenyromme 7 MECSIEB COCTOSIHHE IMAIIMEHTKA OCTAaBajIOCh KIWHUYECKH
CTAOMJIBHBIM, a TaK)Ke€ OTCYTCTBOBAJIM INMPHU3HAKH MPOTPECCUPOBAHUSA OOJIC3HU IO
JAHHBIM (PYHKIIMOHAJIBHBIX MPOO M KOMITHIOTEPHOU TOMOTpaduu OpraHoB TPyAHON
KJICTKH.

3akioueHue

C yuerom Toro, yto NJI® — 3abosieBanmne, XapakTepU3yroLieecss KpaiiHe He-
0JIarONPHUSATHBIM ITPOTHO30M, a BBDKUBAEMOCTh OT MOMEHTA ITOCTAaHOBKH JIHAarHo3a
COCTaBJIsICT B cpeHeM 2—3 rojaa, Ha (poHe MOSABICHUS aHTUPUOPOTUUECKHUX TIpera-
paToOB UPE3BBIYANHO BaKHBI PAHHSIS JHATHOCTHKA W CBOEBPEMEHHOE HA4ajo Jede-
HUsI, HAIlpaBJICHHOE Ha OCHOBHBIC 3BEHbs MaroreHesa. [IpeacraBieHHoe KiIMHUYE-
CKO€ HaOIOJCHUE TIEPBOTO OTBITA MPUMEHEHHSI aHTH(HUOPOTHIECKOTO Mpernapara
HUHTEIAHUO TIPU JICYCHUN HIMOIATHYECKOTO JITOYHOro (hprubpo3a HariIsaHO Ipo-
JEMOHCTPUPOBAJIO CTAOMIIU3AIINIO COCTOSTHUS MAIIUEHTKU, 3aMeJJICHHE TTPOTPECCH-

poBaHus 3a00JIeBaHMUs, YBEIMUCHUE BPEMEHHU JI0 IiepBoro odoctpenwus [9].
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