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«AMiNoigo3» — TepMiH, WO NOEAHYE rpymny 3axXBOPOBaHb, AKi BiApi3-
HAOTbCA BEIVKOIO PI3HOMAHITHICTIO KNIHIYHMX MPOABIB i XapaKTepu3yoTb-
CA NO3aKNITVUHHMM BiAKNaLEeHHAM HEePO3UMHHUX NaToNoriYHUX Gibpunap-
HUX GiNKiB B OpraHax i TKaH1Hax.

CyyvacHa knacudikauia aminoigosy nobyaosaHa 3a NpUHLUMNOM cre-
undiuHOCTI ocHoBHOro ¢ibpunapHoro 6inka. CrnoyaTky HaBOAMTLCA TUM
aminoigy, noTim BKa3yeTbcA Ginok-nonepefHVK, NOTIM KniHiuHa dopma
aminoipgo3sy. MNepua Benuka nitepa A o3Hava€e CNOBO «aMinoify, 3a Helo ae
no3HauyeHHA KOHKpeTHoro ¢ibpunapHoro 6inka: A — aminoigHui NPoTeiH,
L — nerki naHutorn imyHornobynitis, TTR — TpaHcTupetuH, B,M — GeTa-
2-MikpornobyniH.

lpionaTnyHMn BPOHXO-NEereHeBMIn aminoifo3, 3a CyyacHOl Knacu-
dikauieto, BigHocHTbCA fo AL-aminoigosy.

Y cTaTTi npeacTaBneHi BiAOMOCTI nNpo enigemionoriio, natoreHes,
naToNorivyHy aHaToOMito, KNiHIYHY Ta PafionoriyHy CemioTuKy 3axBOPIOBaH-
HA, @ TAKOX OMMCaHi ABa KNIHIYHNX CNOCTepexXeHHA BUNaaKiB BY3N0BOI Ta
nndysHoi popmu ifionaTMyHOro aminoigosy nereHb.

Knioyoei cnoea: inionaTMyHnin 6poHX0-NereHeBnin aminoifos, giar-
HOCTVKa, KNiHIYHI cCnocTepexeHHs.
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IDIOPATHIC BRONCHO-PULMONARY AMYLOIDOSIS
V. K. Gavrysyuk, O. V. Strafun, N. V. Pendalchuk,
N. S. Opanasenko, I. V. Liskina
Abstract

The term “amyloidosis” defines an entity of diseases, which have
many various clinical manifestations, as a result of extracellular deposition
of insoluble pathological fibril proteins in tissues and organs.

Modern classification of amyloidosis is built on the principles of
specificity of main fibril protein. The type of amyloid comes first, than
precursor protein is identified. The clinical form comes the last. First capital
letter A means “amyloid”. It is followed by the type of certain protein: A
— amyloid protein, L — light chains of immunoglobulins, TTR —
transtiretin, §,M — beta-2-microglobulin.

According to modern classification an idiopathic broncho-pulmonary
amyloidosis belongs to AL-amyloidosis.

Current report presents the data on epidemiology, pathogenesis,
pathomorphology, clinical and radiological presentation of the disease.
The two cases of nodular and diffuse forms of amyloidosis are presented.

Key words: idiopathic broncho-pulmonary amyloidosis, diagnostics,
clinical case.
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«AMUIONAo3» — TEPMUH, OObefuHAIWNIA rpynny
3a60/1eBaHNI, KOTOPbIe OTINYAOTCA O0MNbLUMM pa3HoObpa-
31eM KIUHUYECKMX MPOABNIEHUI U XapaKTepu3yoTca BHe-
KNeTOYHbIM OTNIOXKEHNEM HEPACTBOPMMbIX MAaTONOMMYECKMX
dMbpUNNAPHBbIX 6ENTKOB B OpraHax 1 TKaHsX.

CoBpemeHHan KnaccuduKaumsa ammnongosa noctpoe-
Ha No NPUHUMNY cneyndmnyHoOCTU oCHOBHOro Gbubpunnap-
Horo 6enka. BHauane npuBogMTCA TUN aMuonAaa, 3aTem
YKa3biBaeTcA 6enok-npeawecTBeHHK, 3aTeM KIMHNYeCKas
dopma amunonpgo3sa. MNepsan nponucHaa 6ykea A o3HauaeT
CnoBO “amunong’, 3a Hel cneflyetT 0603HaYeHne KOHKpeT-
Horo ¢pMbpUNNAPHOro 6enka: A — amuIoNgHbIN NPOTenH, L
— nerkue uenm MMyHornobynmnHoB, TTR — TpaHCTUpPEeTUH,
BZM-6eTa-2-MVIKpOI'J'IO6yJ1I/IH [8].

AA-amunonpgos (BTOpPUYHbLIA) — Haubonee pacnpo-
CTPaHEHHbIA TUN CUCTEMHOro amwunowugosa. Oubpunnbl
AA-amnnonpa CMHTE3NPYIOTCA Ha OCHOBe MpeplecTBeH-
Huka SAA-npoTeuHa, KoTopblii, 6yayun a-rnobynmHom,
ABMAETCA OLHMM M3 Hecrneundpmuuecknx BOCManUTeNbHbIX
ocTpodaszoBbix 6enkoB, Mo cBOUM QYHKLMOHANbHbIM
CBOWNCTBaM CX0oAHbIM ¢ C-peakTuBHbIM 6enkom. Mpu xpo-

© laBpuctok B. K., CtpadyH O. B., Menpanbuyk H. B., OnaHaceHnko H. C.,
Jlncknna W. B., 2018

www.search.crossref.org

DOI: 10.31215/2306-4927-2018-102-4-62-69

YKpaiHCbKUIA NyNbMOHONOriYHMIA XKypHan. 2018, N° 4

HUYeckux 3abosieBaHNAX, COMPOBOXAAMLWMNXCA ANUTENb-
HO CyLlecTBYIOLMUM BOCMNANUTENbHLIM MPOLIECCOM, KOH-
LeHTpauusa ero B CbIBOPOTKE KPOBWU pe3ko BO3pacTaerT,
UTO ABNAETCA MYCKOBbIM GAKTOPOM AfA MHULMALUN aMU-
nounpgoreHesa [3]. BTopuuHbii amnnonpo3 pa3BuBaeTcA
npu peBMaTonaHoM apTpute, 6onesHn bextepesa, ncopu-
aTMYeckoM apTpuTe, pPas3fiMUHbIX onyxonsax, Tybepkynese
nerkux, 6poHxo3KTaTnyeckom 6GonesHu, Hecreunduye-
CKOM fAA3BeHHOM KonuTe [1].

Mpwn ATTR-amunongo3se Grubpunbl ammnonaa CTpoaTca
Ha OCHOBE TPaHCTMPETUHA, KOTOPbIN ABNAETCA TPAHCNOPT-
HbIM Genkom Ans peTuMHona M TUPOKCKHA. BbigenaioT aBa
TMNa TPaHCTUPETMHOBOrO aMWIOMAO03a — CEMEWHbIA ”
CUCTEMHBbIN cTapyecknin. CemenHbin ATTR-ammnnongos Bos-
HMKaeT BCIeCTBME MyTaLMKW B reHe, KOQUPYILEM CMHTEe3
TPaHCTMPETUHA, N HacnedyeTcsa No ayTOCOMHO-AOMUHAHT-
Homy Tuny. B cBA3M C 3TM npm cbope cemeNHOro aHamHe3a
BbIABMAETCA CXO4HAA CUMMTOMATUKA Y KPOBHbIX POLCTBEH-
HUKOB. CcTeMHbIN cTapyecknin ATTR-ammnongos pa3suBa-
etca y nuy ctapwe 70 net [3].

AB,M-amunnonfo3 passmBaeTca y 60/bHbIX C XPOHUYe-
CKOWN MOYEeYHOWN HEefOCTaTOYHOCTbIO, AJINTENIbHO Haxoas-
LMXCA Ha remogmanuse. Y 3Tol rpynnbl NaLMeHToB B CbiBO-
pOTKeE  KpPOBM  pe3Ko  MNOBbIWAEeTCA  YPOBEHb
B,-MMKPOrNoOyMHa — HU3KOMOJEKYSIAPHOTO Oeska, KOH-
LeHTpaLmsa KOTOPOro Yy 340POBbIX JloAeN He mnpeBbiliaeTt



KNIHIYHI CNOCTEPEXEHHA

63

2,4 Mr/n, NOCKONbKY OH npeofoneBaeT KiybouKoBbIN
bUNbTP NoYeK 1 BbIBOAUTCA M3 OpraHM3ma. Y nuu, Haxoas-
WMXCA Ha remoananmse, copepxaxue B,-mvukpornobyniHa
B KPOBM PE3KO MOBbILLAETCA, Tak Kak OH He MOXeT Mpeofo-
neTb GOMbLIMHCTBO COBPEMEHHbIX AMANU3HbIX MeMOpaH.
Hakannusancb B CbIBOPOTKE KPOBU B HONbLUMX KOHLIEHTPA-
umAx, B,-MMKPOrno6yNNH CTaHOBNTCA Cy6CTPATOM, Ha OCHO-
BE KOTOPOro CTPOATCA amunoungHble rubpunns [3].
Mpnonatnuecknin ammnongos, No COBPEMEHHONW Krac-
cndukaumm, otHocutca K Al-ammnomposy. PassuTtue
AL-amunonao3a BO3MOXKHO TakxKe npy MUeNIOMHON 6ores-
HY, 6one3Hn BanbaeHcTpema, B-knetouHbix numdomax [9].

nugemuonorns

AL-amnnonpo3 BO3HMKaeT B OTCYTCTBUE Apyrux 3abo-
NeBaHUN N OTHOCMTCA K BecbMa pefKkon naTosoruu.
3aboneBaemocTb AL-amunougo3om coctasnaeTt 5,1-12,8
cnydan Ha 1 MAH HaceneHus, 4YTo COCTaBAAeT NMPUMepPHO
3200 Ho.bix cnyyaeB B rof B CLUA [15]. Ecnm yyecTb, utO
opraHamu-muiieHaMn npu AL-ammnonpose uvalle Bcero
CTAHOBATCA MOYKW, cepfile, HepBHaA CUCTeMa, OpraHbl
nuweBapeHuns [1], TO MOXKHO NPesNoNoOXKTb, YTO 3aboneBa-
eMOCTb MAMOMATUYECKUM OPOHXO-NIErOYHbIM aMUNOUL0-
30M He rnpesblwaeT 1-2 cnyyada Ha 1 MIH HaceneHus.

MaToreHes

B HacToALWee BpeMA cunTaeTcsa, YTo B OCHOBE pPa3BUTKA
MAMONATUYECKOTO aMUNIOMAO3a NIEXUT A0OpPOKayeCTBEH-
HafA nnasMakneTouyHada A[uUCKpasna KOCTHOro Mo3ra.
AHOManbHbIA KNOH Maa3mMaTnyecknx Knetok npogyumpyet
aMUIoONJOreHHble MMMYHOT00YNHbI, NpeAcTaBnsAlLme
nerkve UenM MOHOKJIOHAIbHOrO VMMYHOro6ynrHa.
AMWHOKNCNOTHBIM aHanu3 MoKa3blBaeT, YTO HeKoTopble
aMUHOKUCIOTbI B BaprabesibHbIX yYacTKax NIerkux Lenemn
3TUX UMMYHOTI00YIVIHOB 3aHVMAaOT HEOObLIUHYIO MO3KMLMIO,
YTO MPUBOAUT K HECTAOUIBHOCTU U CKIIOHHOCTU K Gunbpu-
noreHesy [1].

Maronornuyeckasa aHaTomus

PaznnualoT CMCTEMHYIO M NOKanu3oBaHHylo ¢opmy
AL-amunounpgosa. OpraHamu-MULLEHAMU MPU CUCTEMHOM
AL-amunonpo3se valle BCero CTaHOBATCA MOYKM U cepaLe.
MoCKONbKY B KINMHUYECKOWN KapTUHE CMCTEMHOrO aMuion-
[o3a npeobnagaloT CUMMATOMbI MOYEYHON U CepheyvHOoMn
HeoCTaTOYHOCTH, MOPAXKEHME NIETKMX YacTo OOHapyXKBa-
eTca nuwb npw aytoncun [1, 8].

Jlokanu3soBaHHaa popma 3aboneBaHMs BKIOYAET TPU
BapuaHTa n30n1MpoBaHHOro AL-amunorgo3sa 6poHxo-neroy-
Hol cuctembl: y3enkoBoe (1), audoysHoe (2) noparkeHue
MapeHXUMbl IEFKMX U TPaxeobpOoHXManbHbIN (3) ammnonaos.
AHanwu3 126 cnyyaes fI0KanM30BaHHOrO aMmUIoMA03a Nerkux
roKasas, YTo Y3enKOBbI/ NaTTepH Habnoganca B 44 % cny-
yaeB, anododysHbIi — B 3 %, TpPaxeoOpPOHXMaNbHbIN — B
53 % [16].

Mpv nokanusoBaHHOM amuongo3se Tpaxen (6POHXOB)
MOpaXXeHHble YUYacTK/ BbICTYMaloT B NMPOCBET B BUAE rnaf-
KUX cepoBaTo-6enoBaTbiX BO3BbILLEHWI HA LWPOKOM OCHO-
BaHWUW, MOKPbITbIE MHTAKTHbIM SMMTENNEM, NHOFAa C Npu-
3Hakamu metannasuv. JuddysHaa nHPUAbTpaUmUA CTEHOK
Tpaxeu 1 6POHXOB, a TaKXe NepUOPOHXMANbHON COefUHN-

Puc. 1. Mamepuan omkpsimoli 6uoncuu s1e2Kko20. a — omJsioxe-

Hue amusioudda 8 UHMepCMUYUU U npoceemax anbeeoJi, oKpa-

cka KoHzo kpacHbim, 100 x; b — nonapu3ayuoHHaa MUKpockKo-

nus 6uonmama nezkozo, 0s8osKonpenomasAlouee ceevyeHue
amunoudHsix macc, 100 x [4].

TeNIbHOW TKaHW aMUIong0M BEAET K 3HaUNTENIbHOMY YMEHb-
LUEHWIO MPOCBETa MENIKUX 6pOoHX0B [2].

Y3enkoBasa ¢opma AL-ammnomngosa nerknx xapakrepu-
3yeTcA OTNOXKEeHUEM aMUNOUIHbIX Y3eNKOB pa3mepamu OT
0,6 5o 9 cm (B cpenHem 3 cM) yauwe B nepudepuryeckmx
otTaenax HwxXHux ponen [10]. AMunoungHble OTNOXKEHWUA
06bIYHO OKpPY>KEHbI MIa3MATUYECKUMUN KneTKamu, umdo-
LUUTaMN U TUFAHTCKUMM KNeTKamm, MOTyT 00bI3BECTBNATLCA
1N OKOCTEHeBaTb.

OndodysHbin AL-amnnonpos asnsaetca Hanbonee pep-
kKo ¢GopMoli NOKanM3oBaHHOrO amMwIoWMAo3a nerkux,
XapaKTepm3yeTca OTNOXKEHMEM aMUIIOVMAA B MeXalbBeo-
NAPHbIX NeperopofKax, BOKPYr KanwuiAapos, apTepuasnb-
HbIX Y BEHO3HbIX COCY[I0B, BbI3blBas VX CyXeHue 1 3anycTe-
BaHwue [2].

Amnnong paeT NonoXUTeNnbHY0 OKpacKy KoHro Kpac-
HbIM (purc. 1a). Mpu nccnepoBaHn MaTepuana B NonsApr3a-
LIMOHHOM MUKPOCKOTE BbIABMIAETCA 3eN1eHOBaTOe CBEYeHne
1 fBOIHOe npenomneHne (puc. 1b), uto ABNAETCA 30/10TbIM
CTaHAAPTOM AnarHocTmkm [11].

KnunHuueckmne nposBneHuns

Mpu TpaxeobpoHxManbHOM amunongose 60sbHble
XKanylTcs Ha HaicafHbl CYyXOl Kalwesb, 3aTpyAHEeHHOe
(cBUCTAWee) AObixaHMe. MoXeT OblTb KpOBOXapKaHbe
BCIeAICTBME OT/IOXKEHMA aMuionaa B CTEHKaX COCYLOB.
HapyweHue fpeHa)kHoW GyHKLUN BPOHXOB BeaeT K aTe-
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N A

Puc. 2. Yanoeas ¢popma AL-amunoudoza nezkux. KT OI: mHo-
XecmeeHHble OKpya/ibie meHU pasmepom 00 3 CM € KpYyNHbIM
cybnneepanbHbiM 06paszosaHuem 8 1eeom siezKkom [6].

neKTa3y COOTBETCTBYIOLEro yyacTka, peunansrpytoLle-
My BOCMmanutenbHoMy npoueccy. OTnoxeHne amunonga
B Tpaxee v ropTaHy KINNHNYECKU NPOABNAETCA OXPUMIIO-
CTblo ronoca [2].

Mpw y3nosown dopme 3aboneBaHnsA HabnogaeTca Mea-
NIEHHO Mporpeccupylollan OAbllKa, Kawesb, NHOrga yme-
PEHHO Bblpa)KeHHOEe peLVaMBUpYIoLLEe KPOBOXapKaHbe.
MNoBbllweHWe TemnepaTypbl TeNa ANA aMUIoMa03a Hexapak-
TepHo [2].

Onddy3HbI ammnnongo3 CTeHOK aibBeOs U NHTEPCTU-
LKA NpoTeKaeT KpalHe TAXKesN0: MPorpeccupyowas oabiil-
Ka, peppakTepHas K Kakomy-nr1bo NieueHuto, Kallesb, peLm-
AvBupytoLLee KpoBoxapkaHbe [5].

[laHHble 06BEKTMBHOro 00OCNeloBaHNA, Kak MPaBulo,
ManioVHPOPMATUBHbI. Y GOJIbHbIX C MOPAXXEHNEM TPAXeN U
OGPOHXOB BbICIYLUMBAIOTCA Cyxue CBUCTAWME Xpunbl. Mpu
OTNOXXEHUN aMuIona B CTEHKAX afibBEOJT MOXKET BbIC/yLLUU-
BaTbCA KpenuTauumsa [2].

PeHTreHonornyeckmne npnusHaky

Y 50 % 605bHbIX C TPaxeobpPOHXUANIbHbIM AMUIONA0-
30M 0630pHas PeHTreHorpaMma OpraHoB rpyAHON MONOCTy
COOTBETCTBYET HOpMe. B apyrux cniyyasx MoryT onpepe-
NATbCA YNNOTHEHNA CTEHOK BPOHXOB, OBPOHX03KTa3bl, aTe-
nekTasbl.

Puc. 3. fJupepy3sHasa popma AL-amunoudo3sa nezkux. KT: pemu-
Ky/NIApHO-y3eJIKo8blli nammepH U3MeHeHUll npeuMyujecmeeH-
HO 8 cy6nnespasnbHbix 30Hax [8].
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Y3enkoBble GOpPMbl aMUIONA03a JIEFKUX BbIABNAOTCH,
Kak MpaBuio, nNpu npodunakTmyeckomn peHTreHorpadum
opraHoB rpygHon nonoctu (OITI): oHW MeloT BUA OANHOY-
HbIX U OKPYTJIbIX MHOXKECTBEHHbIX 3aTEHEHUN C YETKUMY
KOHTYpaMun MpenMyLLecTBEHHO B CyOMieBpasibHbIX 30HaxX
[2, 8] (puc. 2).

Onddy3HbI ammnnongos nerkux npu peHTreHorpadun
1 KomnbtoTepHol Tomorpadum (KT) nposasnaetcs peTuky-
NAPHLIMU UMM PETUKYNAPHO-Y3eIKOBbIMU M3MEHEHUAMMU
(puc. 3). OnpeneneHne Ha peHTreHorpaMmax YTOMLLEHNA
MneBpbl, YBENIMUYEHHbIX TMMPOY3OB C TEHAEHUUEN K KX
06bI3BECTBNIEHNIO MOXKET CBMAETENbCTBOBATL 06 UX Mopa-
XeHun. OTNoXKeHue amuionga Ha MOBEPXHOCTU MeBpbl
MOKET CTaTb MPUUYMHOI MEeBPaNbHOIO BbINOTa, HEPeAKO
remopparuyeckoro [2, 8].

Moka3saTenun neroyHom BeHTUNALUYN 1 auddpysnn

Xapaktep HapyleHun ¢yHKLMN BHELHEro [AblXaHus
3aBUCUT OT GopMbl amunongosa. MNpu TpaxeobpoHxmnanb-
HOM aMUSIOMA03€ BbIABAAIOTCA OOCTPYKTUBHbIE PACCTPON-
CTBa NEroYyHON BeHTUNAUMN. KprBasi MOTOK-06bem popcu-
POBAHHOIO BbIAOXa Hepefako NpuobpeTaeT YMoLWEHHYIO
bopMy, Npy 3TOM KOHTYp 3KCMMPATOPHOro MOTOKa Mo
bopme npubnmxKaeTca K MHCNUpPaTOPHOMY. TO eCTb Xapak-
Tep NeTiv NoToK-06beM CBUAETENbCTBYET O HapyLUEHUAX
NMPOXOAVUMOCTU Ha YPOBHE KPYMHbIX BO34YXOMNPOBOAALLMX
nyTen.

Onddy3HbIN ammnnongos nerkrx ConpoBOXAaeTca yme-
PEHHBIMU U PE3KO BbIPAXKEHHbIMW HAPYLLEHUAMU TEFOYHON
BEHTUNALMMN PECTPUKTVBHOIO TWMNa, NPy 3TOM MoKa3aTesb
FEV,/FVC y vactu OOJIbHbIX MOXKeT ObiTb HUXKe 70 %, uTo
YKa3blBaeT Ha 6POHXMaNbHY 06CTPYKLUMIO. Y BCEX NaLeH-
TOB C AuddysHon dopmon ammnounposa onpepensaTcs
3HauuTeNbHble HapyleHus ANPPY3MOHHON CNoCoBHOCTU
nerkux. Mpwn y3enkosol ¢opme 3aboneBaHMs neroyHas
BeHTUNALMA 1 Anddy3na onutenbHoe BpemMsi MOXeT CoXpa-
HATbCA HAa HOPMaNlbHOM YPOBHE.

BpoHxockonua n nabopaTopHble TeCTbl

JHAOCKONMYecKoe UcciefoBaHue npu TpaxeobpoHxu-
anbHOM aMUIIOVA03€ BbIABNAET OTEUHYIO CIU3UCTYIO C Fpy-
6bIMM CKIagKamu, Ha ¢OHe KOTOpbIX BUAHbI beflecoBaTble
GnAWKY B NOACNN3UCTOM CJI0€, peXxe — OMNyXoNeBUgHble
nonunbl [2].

M3meHeHMa nabopaTopHbIX AaHHbIX HecneunduuHbl. Y
85 % nauueHToOB MNPU KMMYHO3NEKTPOdOPETUUECKOM
nccnegoBaHUM 6esika CbiIBOPOTKY KPOBM Y MOYM BbIsIBNSET-
CA MOHOKJIOHAJIbHbI NapanpoTenH, KOTOPbIV NpeacTaB/ieH
NerkMmn LensMm MMMYHOrnobynuHoB. Mpu Koarynoruue-
CKOM 1ccnefoBaHum BbisiBniAeTca aeduumnt X paktopa ceep-
TbiBaHMA. ViccnefoBaHme KOCTHOTO MO3ra MoKasblBaeT ero
yMepeHHyto nnasmatusaguio (go 20 %) [5].

BmecTe ¢ Tem, coueTaHme XxapaKTepHOW KIMHUYECKON U
PEHTFEeHONOrMYeCKol KapTrHbI C HalIMuymeM MOHOKIIOHasb-
HblX GENKOB B CbIBOPOTKE KPOBWU M MOYM U YBeNMYeHUe
yrca NnasmMaTUYecKrx KNeTok B KOCTHOM MO3re ABNAeTCs
HefoCTaTOUYHbIM [f1A YCTAHOBIEHUA ANarHo3a nguonatmye-
CKOro ammnounao3sa. [lnarHos MoxeT 6biTb BepndpnumnpoBaH
TONbKO MPY FMMCTONOMMYECKOM UCCNIef0BaHMN BUOMCUIHO-
ro matepuana nerkux (Tpaxeu, 6poHxoB).
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JleueHne n nporHos

Mpu TpaxeobpoHXMaNbHOM amuionpo3e ConuTap-
Hble amunongHble obpa3oBaHMA yaandaloT onepaTuBHbIM
nyTem. JlTokanbHble 06pa3oBaHMA B 6pOHXax MOTyT 6bITb
yAaneHbl Npy 3HAOCKONUM MeTOAOM Na3epHOoN Koarynsa-
unn [8].

MepunkameHTO3HOE fleyeHne 6OMbHbIX Y3M10BbIM UMK
andody3HbiMm AL-aMmnonao3om nerknx ¢ MCnonb3oBaHm-
eMm TIIOKOKOPTUKOCTEPOUAOB N LIMTOTOKCUMYECKMX Mpe-
napaTtoB, Kak npaBuno, HeadpopektmBHo [8, 14]. bonee
Toro, no mHeHmio M. M. UnbkoBuua [2], rNOKOKOPTU-
KOCTepoUuAbl U LUTOTOKCMYECKNe CpefCcTBa NPY ammnnoun-
[03e NPOTMBOMOKAa3aHbl, Tak KakK BO3HMWKalolwee npwu
3TOM yrHeTeHue GYyHKLMM MMMYHHOIW CUCTEMbI CNOCO6-
cTByeT amunouporeHesy. [lonyyeH onpepeneHHbIn
NonoXKmTenbHbl 3GdeKT NpyM HazHaYeHUM npenapaTos
4-aMVHOXUHONIMHOBOrO pAfa. MmeloTcAa oTAeNbHble
COO6LEHNA O NPUMEHEHUMN YHUTKONA.

Mpw y3nosoi dopme AL-amunonposa Tpaxeu, 6poH-
XOB W MapeHXMMbl Nerkux TepaneBTUYECKUI MPOrHo3
oTHOCUTeNbHO GnaronpuaATteH. Mpu gudoysHom nopaxe-
HUK Tpaxen 1 6poHxoB Yy 30 % 6oNbHbIX B TeUeHue 5 net
HacCTynaeT fieTanbHbIN NCXoh BCIEACTBUE PECnMPaTOPHON
HeLOCTAaTOYHOCTU, achuKcum n KpoBoTeueHua [2]. Mpwu
andody3sHOM nopaxkeHUU nerkux nporHos euwe 6onee
HebnaronpuUATHbIN — MeAMaHa BbKMBAEMOCTMN COCTaBNA-
eT 12 mecaues.

Hwke npefcraBneHo onmcaHne KAVMHUYECKNUX Cy4vyaes
y3nosoro u guddysHoro AL-ammnongosa nerkux.

Puc. 4. KT OIT1 6oneHoli I'. (a — ¢pponmaneHasn npoekyus, b —
aKcuanbHeill cpes): cmpenkamu 0603HaveHbl y3/1bl 8 NApeHXuU-
me sle2Kux.

KnuHnyeckun cnyvan 1

bonbHaa ., 1951 roga poxpeHns, NOCTynmna B KNVHUKY
C >KanobamMm Ha ofbILLIKY BO BPeMA MPUBbIYHON Gr3nyecKom
Harpy3kn. OfblLKy cTana owywaTb NpMepHo 1 rod Ha3aa.

Mpu peHTreHorpaduy opraHoB rpygHOWM MNOAOCTM B
KapAuonornyeckoMm OTAeNneHuu, rae nauueHTKa neymnacb
Nno noBoJy rMMEePTOHUYECKON 6onesHu, 6bin BbIABMEHDI
natosiornyeckne N3MeHeHus B NIerknx, B CBA3N C Yem bbina
HanpasneHa B WHCTUTYT $Tm3mMatpum v MynbMOHONOMMN
ANA yTOYHeHMA AnarHosa.

Puc. 5. a — ¢ppazmeHm y3senkoeozo obpazoeaHus 8 yiezKkom,
cocmosAwe2o u3 cKkonsieHuli amusioudda (303uHocusibHbie
Maccol), K1IemokK 80cnanumenibHo20 psda U MHO204UC/IEHHbIX
2U2AHMCKUX MHO20510epHbIX K/iemoK. [eMamoKcunuH-303uH,
100 x; b — mom e ¢ppazmeHm o6paszoeaHus. Okpacka KoHzo
pom. Maccel amunouda npuobpemaiom KpacHO-KUPNUYHYIO
okpacky, 100 x; c — ¢ppazmeHm mkaHu. «CeeveHue» amunouoa
8 nosiApuzoeaHHoM ceeme. OnpedensaOMcaA y4acmKu Xenmo-
3e/leH08AMO20 Y8ema, Ymo xapakmepHo 051 amunouda, 100 x.
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B aHaMHe3e — ayTOMMMYHHbIV TUPEOUANT U, KaK cnep-
CTBUE, — TUMNOTEPMO3, NO MOBOAY KOTOPOro mnony4vaet
3amecTuTenbHyto Tepanuio. CTpagaeT Nncoprasom, rmnepro-
Hnueckon 6onesHblo. TybepKynesa, annepruyeckux 3abo-
NeBaHWI B aHaMHe3e HeT.

CocTosAHMe ypoBneTBoputenbHoe. HopmocteHuk. Koxa
0ObIYHOW OKpaCKM C 3neMeHTaMu NCOPUATUYECKUX BbICbI-
naHwii. MNepudepuyeckne numdaTryeckune ysnbl He yBenu-
yeHbl. Y4 — 18 B 1 muH. YCC — 78 B 1 muH, Al 155/90 mm
pT. cT. TOHbI cepALua NpPUrayLlweHbl, WyMOB HeT. B nerkmx
IblXaHVe Be3uKynApHOe, XpUNoB HeT. [leyeHb He yBenunye-
Ha, nepndepmryeckmnx 0TEKOB HeT.

KT OIM (puc. 4): B obonx nerkmx MosnMcerMeHTapHo
onpepenaAlTca y3nbl pa3mepamut 2—10 MM, efUHUYHblE —
6onee KpynHble (13—18 mm) B S3 ob6oumx nerkmx, B S1 cnpasa
n S4 cneBa. TpaxeAa M KpynHble OPOHXU MPOXOAUMBI.
BHyTpurpyaHble numbaTnyeckme y3nbl He yBeMyeHbl.

Mpn GpnbpPobPOHXOCKONUN CyLLECTBEHHbBIX U3MEHEHNI
He BblABJIEHO.

MNpoBeneHa BuaeoTopakockonuyeckasa bmoncua nerko-
ro. Puc. 5 gemoHcTpupyeT pesynbTaTbl NaTormcronormye-
CKOro nccrnenoBaHus buonTaTa.

Ha ocHoBaHMM pe3ynbTaTOB MaTOrMCTONOMMYECKOro
nccnefoBaHuA Npu COBMECTUMOCTU KITMHUYECKUX U paguno-
NOTNYECKNX AaHHbIX YCTAHOBNEH KIMHUYECKWUN AMarHos:
navonaTuyecknii amMmnouao3 nerkux, ysnosasa ¢Gopma,
pecnupatopHaa HegoctaToyHocTb (MRC 1-2).

PekomeHpoBaHO HabniogeHve y nynbmMoHosOra no
MeCTY »UTenbcTBa ¢ KT-koHTponem yepes 1 ropa.

KnuHnyeckuin cnyvam 2

BonbHom K., 66 neT, nocTynun B KNINHKKY C Xanobamu
Ha NpucTynoobpasHbiil Kalenb C BblAeneHnem CKygHou
CNIM3UCTOM MOKPOTbI, OAbILKY NPW Nogbeme Ha 2-I 3Tax,
BblpaeHHyto o6Lyto cnabocTb.

AHamHe3 3aboneBaHuA. Kawenb 1 oTAbIWKY OTMeYa-
eT Ha npoTaAXeHun 3 net (cBA3bIBaeT C MPOCTYAOW).
Okono ropa Ha3aj nocse nepeoxnaKfeHnsa oTMeTun
noabem TemnepaTypbl Tena fo 38° C, ycuneHue oabiwKuy,
OfHaKO Mpopjosixan XxoanTb Ha paboTy. Korga Temnepa-
Typa HOpManusoBanacb, 3aMeTWa, 4YTO OfblllKa He
yMeHblanacb, Hayanu BO3HWKaTb MPUCTYMbl CYXOro
Kawna. MauyneHT obpaTunca K yyacTKOBOMY TepanesTy,
KOTOPbIN Ha3Hauun Kypc aHTubakTepuanbHOM Tepanuu,
ambpokcon. Ha ¢oHe neyeHna 60nbHON NOYYBCTBOBA
ynyulleHne: YMeHbWUNNCh Kalenb, ofblka 1 obuan
cnabocCTb.

Yepes ABa MecAua y naymeHTa onAaTb NOAHANACh TEM-
nepatypa, yBenuumnacb ofblllKa, YCUIWACA MPUCTYMo-
06pa3HbIii cyxoli Kawenb. bonbHo obpaTtunca K Bpayy, B
MOMVKIVHUKE OblNK NPOBefEHbI PeHTreHorpadra opraHoB
rpyZLHOW MONocT, 06LMIA aHann3 KpoBY 1 o6WMiA aHanms3
mMouu. Mo JaHHbIM 3TOro obcnefoBaHnsA Obl YCTaHOBMEH
[OVarHo3 ABYXCTOPOHHEeN MHEeBMOHUK, Ha3HauYeHa aHTnbuno-
TUKOTEepanudA, OfHaKo MpW MPOBEAEHUU KOHTPOJIbHOW
peHTreHorpadum nerkmx CywecTBeHHOW AUHaMUKWA He
Habniopganocb. bbina NpofonKeHo neyeHne aHTMOMOTHKa-
MW. PeHTreHonormuyeckasa KapTuUHa coxpaHanacb. Heob-
XOAUMO OTMETUTb, UYTO HECKONIbKMMUK rofjaMu paHee npwu
obpalleHnn B MONUKINHUKY MO MECTy XXWUTeNbCcTBa MNpwu
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AvcnaHcepusaunmn nposogmnace dnooporpadura Nerkumx.
Mpn 3TOM PEHTreHONOroM, CO C/IOB MAUMEHTA, BblABNEHDI
MN3MEHEeHUA JIerOYHOro pPUCYHKa, OblNno pekoMeHAoBaHO
obpalleHne K TepanesTy, OfHAaKO BBMAY XOPOLIero camo-
YyBCTBMSA, NALNEHT K Bpauy He obpaTuics.

MNMocne Hopmanu3auum TemnepaTtypbl Tena OAblllKa
CoXpaHAnacb Ha nNpexxHem ypoBHe. lMauneHT Habnodanca y
TepaneBTa MO MeCTY »KUTENbCTBA, Er0 COCTOAHME NOCTeneH-
HO YXy[lLanocb: OAblllKa HapacTana, Kallesb nepuoguye-
CKM TO YCUNIMBANCA, TO YMeHbLUANCA, NoABMIacb Can3uncras
MOKpOTa B Hebosnbwom kKonuyectse. [lpyn ouepegHom
obocTpeHun GonbHOMY 6Oblia MpoBefeHa KoMMbloTepHas
Tomorpadua opraHoB rpyAHoOI NoaocCTu, Nocse Yero naum-
eHT Obln HanpaeneH B HaunoHanbHbIA MHCTUTYT NYJIbMOHO-
norn n ¢bTnsmnatpum um. O. . AHosckoro HAMH YKkpauHbl B
oTheneHne NHTEPCTULMANbHbBIX 3a00NeBaHNUI JIETKUX.

AHamHe3 XM3Hu. B petctBe poc u pasBuBanca Hop-
ManbHo. PaboTan npenopgasatenem B yunnuuie. Ha npots-
YKEHMMW NOCNefHMX TPEX NEeT 3aHNMaNCA CTONAPHbIMU pPabo-
TaMu B CBOEl [OMalUHel MacTepCKOM, HO MOCTOAHHOrO
KOHTaKTa C ApeBeCHOM Mbifblo He 6bino. Hukorga He Kypwun.
Annepronornyecknii aHaMHes He OTArOLWEH. 2—3 pa3a B rof,
nepeHoCUs oCcTpble pecnmpaTopHble BUPYCHble nHbeKLmK,
Neynnca CamocCTOATENbHO, K Bpayy He obpaljanca.
HacnenctBeHHOCTb He OTAroLLeHa.

Mpw noctynneHnn obLlee COCTOAHNE CPeAHeN CcTeneHu
TAXKeCTN. ACTEHNYECKOTO TeNoCIoXeHnA. KoXKHble NoKpo-
Bbl 651efiHble, 0ObIYHON BAXKHOCTU, YMCTbIE. [lbixaHue Yepes
Hoc cBobofHoe. Y — 20 B 1 MUH. [MepKyTOpHbIA 3BYK
neroyHblii.  AyCKynbTaTMBHO: [blXxaHuWe ocnabneHo, Ha
BblJOXE YMEePEeHHOe KONMYECTBO CYXUX XPUMOB, B HUMHUX
oThenax ¢ 0benx cTopoH Kpunutupyiowme xpunbl. YCC —
87 B 1 muH. Al — 110/70 mm pT. cT. TOHbI cepAua ACHble,
LIYMOB HeT. KMBOT NanbnaTopHO MATKWI, YyBCTBUTESNIbHbI
B 3MMracTpuu 1 npaBom nogpebdepbe. HWKHUIM Kpan neye-
HU y pebepHon Ayru. MNokonaumBaHMe MO MOACHUYHOW
obnactn 6e3601e3HEHHO C 06X CTOPOH.

OO6wWKin aHann3 KpoBuW: remornobvH — 129 r/n, neik.
— 8,7-10%n, CO3 — 12 MMm/u. Broxmmumueckuin aHanms
KpoBu: 6unupy6uH obwl. — 12,0 MKMonb/n; rnokosa — 4,3
mmonb/n; ANIT — 28 me/n; Kanuii — 4,6 MMOJb/N; MOYeBUHA
— 8,19 mmonb/n; obu,. 6enok — 60 r/n. O6L. aHanu3 Mmouu:
ya. Bec — 1020, peakuua wenoyHasn, 6enok — 0,099 r/n,
caxap He BblifiBNeH, nenkountbl — 20-25 B n/3.

Puc. 6. KT Ol'T1 6onbHo20 K.
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Pred Actl %Actl/Pred
VC MAX 4.09 3.54 86.4
IC 3.05 2.24 73.5
ERV 1.05 1.30 124.1
FVC 3.95 3.43 86.8
FEV 1 3.03 2.56 84 .4
FEV1%M 74.79 72.40 96.8
PEF 7.93 9.69 122.2
MEF 75 7.08 5.78 81.7
MEF 50 4.14 2.40 57.9
MEF 25 1.43 0.62 43.3
Date 15.05.
Time 10:45:

Act2 %Act2/Pred %Act2/1
2.35 57.5 66.5
1.85 60.8 82.8
0.50 47 .7 38.4
2.07 52.5 60.4
1.61 53.0 62.8
68.34 91.4 94 .4
6.30 79.5 65.1
4.58 64 .7 79.2
1.16 28.1 48.5
0.21 14.6 33.9

14.07.

12:18:

Puc. 7. Kpueasa nomok-o6vem ¢hopcupoeaHHo20 8bi00xa 6onbH020 K.

Puc. 8. Mamepuan omkpeimoli 6uoncuu snez2ko20 6onbHoz0 K.
lMpedcmaeneHa napeHxuma s1e2K020 ¢ MACCUBHbIMU OMJIOXKe-
HUAMU amusiouda (KpacHozo yeema), npeumMyujecmeeHHo 6
NnepueacKynApHbIX U MeXaslb8eoJIAPHbIX NpocmpaHcmeax.
QPopmuposaHue Mmukpokucm. Yympama munu4yHoli cmpykmypol
6onbwiuHcmea anveeon. Okpacka Konzo pom. 100 x .

KT OIM (pwc. 6): bunatepanbHO B UHTEPCTULNM NIETKUX
anbdy3Hble peTUKynApHble 1 MeNIKoy3esiKoBble U3MeHe-
HUA. ATenekras cpefHein gonu. B KopHAx npaBoro nerkoro
yMnoTHeHbl numdoysnbl, neTpudmkatol. C 06enx CToOpoH
HebOoNbLLOE KOIMUYECTBO KULKOCTU.

CylecTBeHHbIX HapylweHuin OB[l no gaHHbIM KPUBOW
NnoTok-o6bem GopcrpPOBaHHOIO BbIfOXa NPW NOCTYNIeHUN
60/51bHOrO B KINHKKY He 0TMeYanoch (puc. 7).

JOKT: dneKkTpuyeckasa ocb cepAua He OTKIOHEHa, CUHY-
coBas Taxukapama go 100 B 1 MuH. CH/XKEHHbIN BONbTaX
QRS. TunepTpodurm KenyfoukoB HeT. XpoHUYeckasa Kopo-
HapHaa HeJOCTaTOYHOCTb.

Mo JaHHbIM pe3ynbTaToB 06CNefOBaHNA YCTaHOBUTb
[MarHo3 He yaanocb, No3ToMy nauueHTy 6bia npoBefeHa
OTKpbITasa broncua nérkoro.

I'mcTonornyeckoe nccnefoBaHvie 6uonTtaTtoB (puc. 8):
Mopdonornyeckaa KapTvHa COOTBETCTBYET aMUSIOMA03Yy
NErkunx.

Takum o6pa3om, AaHHble aHamHe3a U KIUHUYEeCKOro
obcnenoBaHmMsA, xapaktepHasa KaptuHa KT v pesynbTtatbl
Mopdonornyeckoro MccnefoBaHna, NO3BONUAN YCTaHO-

Pred Best % (Best/Pred) Actl Act2 Act3 Act4 ActS
Date 17.06.09
Time 12:51:38
SG eff [1/ (kPa*s)] 0.85 0.73 85.4 0.70 0.69 1.21 0.78 0.76
ITGV [L] 3.63 3.20 88.2 2.95 3.45
RV [L] 2.58 2.62 101.5 2.37 2.92
TLC [L] 6.90 5.42 78.5 5.09 5.72
RV % TLC [%] 40.87 48.35 118.3 46.60 51.08
vC [L] 4.09 2.80 68.4 2.72 2.80
ERV [L] 1.05 0.58 55.3 0.58 0.53
R tot [kPa*s/L] 0.30 0.41 137.2 0.41 0.42 0.76 0.36 0.38
SG tot [1/ (kPa*s)] 0.85 0.67 78.6 0.67 0.65 0.36 0.77 0.72
IC [L] 3.05 2.22 72.8 2.14 2.27
VC MAX [L] 4.09 2.80 68.4 2.72 2.80
FVC [L] 3.95 2.58 65.4 2.50 2.58
FEV 1 [L] 3.03 1.79 58.9 1.74 1.79
MEF 75 [L/s] 7.08 3.46 48.8 3.53 3.46
MEF 50 [L/s] 4.14 1.13 27.4 1.05 1.13
MEF 25 [L/s] 1.43 0.24 16.6 0.20 0.24
PEF [L/s] 7.93 5.50 69.3 5.48 5.50
MMEF 75/25 [L/s] 3.13 0.79 25.2 0.67 0.79
FIV1 [L] 2.72 2.44 2.72
MIF [L/s] 1.07 1.43 1.24 0.59
FEV 1 % FVC [%] 69.33 69.40 69.33

Puc. 9. Mokasarenu 6ogunnetrnsmorpadpum 6onbHoro K.
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Pred Actl %Actl/Pred
Date 17.06.09
DLCOSB 8.86 5.30 59.8
Hb 14 .60
DLCOc 8.86 5.30 59.8
VA 6.75 4.18 61.9
KCOc 1.28 1.27 98.8
RV-SB 2.58 1.62 62.7
RV%TLC 40.87 37.24 91.1
TLC-SB 6.90 4 .34 62.9
VIN 4.09 2.73 66.6
TA 10.70
FI He 9.33
FA He 5.37
FI CO 0.263
FA CO 0.085

Puc. 10. Mokasatenn pndpPysnoHHom GYHKUUM Nerkmx
6onbHoro K.

BWTb AMArHO3: NAMONATUYECKUI aMUNONA03 Nerknx, andg-
dy3Haa dopma, JIH Il cT.

MauneHTy 6bINO Ha3HAYeHO neyeHue:

YHutnon no 5 mn 5 % pacteopa B/M 1 pa3 B feHb Ha
npotaxeHnn 30 gHen.

Henarun 0,25 no 1 T1ab. 2 pasa B A€Hb MOCTOAHHO.

KonxuumH 0,5 no 1 1ab. 2 pasa B feHb.

Ha ¢oHe npoBogMMOro neyeHna COCToAHME NaUMeHTa
yXyALWanocb — HapacTana OfblllKa, UMaHo3, YXyALanncb
nokasaTenu fieroyHon BeHTUnAuUK (puc. 9) n andodysnn
(pnc. 10).

Yepes 4 mecAua 6bl1 MOBTOPHO roCnMTann3nMpOBaH B
HauunoHanbHbIN MHCTUTYT NynbmoHonornn u GbTMsnaTpum
um. O. . AHOBCKOro B OTAENEHME NHTEPCTULMANBbHBIX 3a60-
NieBaHUM NErkumx.

CocTosAHMe 6ONbHOro NpuW MOCTYyMNAeHUN ObINo TAXe-
NbIM: BblpaXkeHHaA OAbllKa B MOKoe, c/labocCTb, Kallesb
NpUCTynoo6pasHbIi C BbigeneHnem 60nbLIOro Konmyectsa
BA3KOWM C/IM3UCTOMN MOKPOTbI, Taxukapaua, AL — 90/60 mm.
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PT. CT., NPY ayCKyNbTaLUn KpUNUTMpPYIOLWMe Xpunbl bunaTe-
panbHO MO BCeW NOBEPXHOCTU NETKMX, TOHbI CepaLa puT-
MUWYHblE, MPUTNYLLEHHbIE.

[JaHHble obcnegoBaHuWA: pe3ynbTaTbl obLiero aHanmsa
KpoBU 6e3 0CcOBeHHOCTEN, BUOXUMNYECKNIA aHaNN3 KPOBH
— runonpoTtenHemmsa (o6w. 6enok — 45,5 r/n).

O6wmn aHann3 moun: ya. sec — 1026, peakuua Lwenouy-
Has, 6enok — 0,165 r/n, rMoKo3a — He O6H., NeNKOLUTbI
— o 100 B n/3.

[a30BbIi COCTAaB W KUC/IOTHO-OCHOBHOE COCTOAHME
Kposu: pH — 7,46, PaCO, — 40 mm pT. cT., PaO, — 50 mm
pT. cT., Sa0, — 87 %. Takum obpasom, Habnoganacb yme-
PEHHO Bblpa)eHHasA rmnokceMums.

KT: binatepanbHO B NIerknx ABMEHUA NMHTEPCTULMNANb-
Horo ¢unbpo3a yBenuunnucb. ATenektas cpefHen AONW.
ABneHna nepmnbpoHxmanbHoro ¢prnbposa. LWBapTbl mexgo-
neBon nneBpbl. B KOpHAX NpaBoro nerkoro ymnjoTHEHbI
numooysnbl, neTpudmrKaTbl.

OBl — pe3koe nporpeccnpoBaHne PeCcTPUKTUBHBIX
paccTpocTe neroyHon sentunaumn: VC — 36,0 %; FEV,
— 27,3 %; FVC — 34,1 %; FEV, /FVC — 80,1 %. B cBA3n ¢
TAXKECTbI0 COCTOAHUA NaLNEHTY HEBO3MOXXHO Obl10 NpoBe-
cTn nccnegosaHvie anddy3MOHHON CNOCOOHOCTN NErKNX 1
6ogunnetnamorpaduio. IKI: cnHycosas Taxmkapama — 108
B 1 MVH; CHUXXeHHbI BonbTax QRS; HenonHaa 6nokaga npa-
BOW HOXKM Ny4Ka [1Mca; neperpyska npaBblX OTAENOB Cepa-
Lla; MeNKoo4aroBble U3MEHEHWA B 3afHEN CTeHKe NeBOro
xKenygouka.

MauneHTy NPOAOMKaNM Ha3HaYeHHOeE fleyeHne genaru-
JIOM, YHUTUOJSIOM, KONXUUWHOM. B CBA3M CO CHMKeHnem
obulero 6enka B KpoBM MNpoBOAUNNCH UHOY3UMN NNasmbl 1
npenapaToB rMAPOKCMITUAKPaXMana, a Takxke NocToaHHan
KncnopogoTtepanua, CUMNToOMaTUYeCKoe fieyeHue.

Ha MoMeHT BbINMCKN nof HabnogeHne TepanesTa Mo
MECTY >KUTENbCTBa NaLMeEHTY OblI0 peKoMeHAO0BaHO Mpo-
JOmKaTb NPWEM fenarnna, yHUTUona, KonxmumHa, Kucnopo-
potepanua. CoctosiHne 60NbHOrO MPOrpeccMBHO yXyALla-
nocb. Ymep uepes 1 mecAl nocne BbINUCKX B TepaneBTuye-
CKOM OTAEeNneHnn B6OMbHULbI MO MECTY XUTENbCTBA.
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