4. UANONMATUYECKUNA
BPOHXO/IEFTOYHbIK AMU/IONA03

«AMMAOMAO3» — TEpMUH, OOBEAVHSIONINIT IPYIIITy 3a00AeBa-
HUI, KOTOPble OTAMYAIOTCSI OOABIIVM pa3HOOOpasyeM KAMHUYECKUX
MIPOSIBAEHUIT UM XapaKTepPU3YIOTCSl BHEKAETOYHBIM OTAOXKEHMEM He-
PacTBOPUMBIX NATOAOTMYECKUX (PUOPUAASPHBIX OEAKOB B OpraHax U
TKaHSIX.

CoBpemeHHasi KaaccubUKalLMisi aMUAOUAO32 IOCTPOEHA IO
HNPVHLMITY CHeuM(pUYHOCTM OCHOBHOTO (UOpPUAASPHOrOo OeAka.
BHavaAe NMpPUMBOAMTCS TUII aMMAOMAQ, 3aT€M YKasblBaeTCs OEAOK-
NpeALIeCTBEHHNK, 3aTeM KAMHMYecKast popma ammuAonpo3a. [lepsas
npomnucHas OykBa A 03HayaeT CAOBO «aMMAOMA», 32 HEWl CAeAYeT
0003HaYeHMEe KOHKPETHOTO (PUOPUAASPHOTO Oeaka: A —aMUAOUA-
HBIV1 TPOTeNH, L — Aerkue ey uMMyHOrA00yAMHOB, TTR — TpaHc-
TUpeTuH, 3,M- 6eTa-2-MuKporaobyanx [8].

AA-aMMAOUAO3 (BTOPUYHBII) — HambOAee PacIpOCTpaHEH-
HBIIl TUIT CUCTEMHOTO aMUAOMA03a. Dubpraapl AA-ammnAoMpaQ CUH-
TE3VPYIOTCSI HA OCHOBE IIpeAllleCTBeHHKA SAA-TIpoTenHa, KOTOPBIIL,
OYAY4YM A-TAOOYAVHOM, SIBASIETCSI OAHUM U3 HecIeLnpuyecKux Boc-
MAAUTEABHBIX OCTPO(a30BBIX OEAKOB, 110 CBOMM (PYHKLMIOHAABHBIM
CBOIICTBaM CXOAHBIM C C-peakTuBHBIM OeAKoM. IIpy XxpoHMYeCcKMx
3200A€BaHMSX, COMPOBOXXAQIIUXCS AAUTEABHO CYIeCTBYOLUM
BOCITAAUTEABHBIM IIPOLIECCOM, KOHLIEHTPALVSI €r0 B CBIBOPOTKE KPO-
B Pe3KO BO3PaCTAeT, YTO SIBASIETCS MyCKOBBIM (PAKTOPOM AASI MHU-
Lyaluuy aMmuAouAoreHesa [3]. BTopuyHbIil aMMAOMAO3 Pa3BUBAETCS
[P peBMaTOMAHOM apTpuTe, boae3HU BexrTepeBa, ncopraTuiecKom
apTpuUTe, pa3AUYHBIX OITYXOASIX, TYOEPKYA€3€ AETKMX, OPOHXOIKTATH-
yecKoit 60Ae3HY, Hecrel[nDUIECKOM sI3BeHHOM KoAuTe [1].

ITpu ATTR-amuronpose GuOpUAABI aMUAOMAA CTPOSITCS Ha
OCHOBe TPAHCTMPETUHA, KOTOPBIIT SIBASIETCSI TPAHCIIOPTHBIM OEAKOM
AASI PETMHOAQ U TUPOKCUHA. BBIAEASIIOT ABa TUIIA TPAHCTUPETUHO-
BOTO aMMAOMAO03a — CeMeIHbIN ¥ CUCTeMHbl1 crapyeckuit. Cemert-
Hbit ATTR-aM1nA0MA03 BO3HMKAeT BCAGACTBUE MyTallul B TeHe, KO-
AVIPYIOIIEM CUHTEe3 TPAaHCTMPETVHA, Y HACAEAYeTCs IO ayTOCOMHO-
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AOMUHAHTHOMY TuIly. B cBsi3u ¢ 3TuM npu cbope ceMeltHOTo aHaM-
He3a BBbISIBASIETCSI CXOAHASI CUMITOMATVKA Y KPOBHBIX POACTBEHHU-
KoB. CucremHbIn crapyeckuit ATTR-amMna0ouA03 pasBuBaeTCs y AL
crapiue 70 aer [3].

AB,M-aMIAOMAO3 pa3BMBAaeTCSA Y OOABHBIX C XPOHMYECKON
MIOYEYHOM HEAOCTATOYHOCTHIO, AAUTEABHO HAXOASIIUXCS Ha TeMO-
AMaAu3se. Y 9TOM IPYMIIbI MALEHTOB B CBIBOPOTKE KPOBU PE3KO T10-
BBIIIAETCA YPOBEHb [3,-MMKPOrAOOYyAMHA — HU3KOMOAEKYASPHOTO
0eAKa, KOHLIEHTPAL[MsI KOTOPOTO Y 3AOPOBBIX AIOA€IT He MPEBBIIIAET
2,4 Mr/A, TIOCKOABKY OH IIPEOAOAEBAET KAYOOUKOBBIN (PUABTP IMOUEK
Yl BBIBOAUTCS 13 OpraHu3Ma. Y AMLI, HAXOASIIMXCSI Ha TEMOAAAN3E,
copepkaHue ,-MUKPOTAOOYAMHA B KPOBM Pe3KO IOBBIIIACTCS, TaK
KaK OH HE MOXXET IIPEOAOAETb OOABIIMHCTBO COBPEMEHHDIX AUAAU3-
HBIX MeMOpaH. HakarmAuBasich B CBIBOPOTKE KPOBU B OOABIINX KOH-
LIeHTPALMAX, [B,-MUKPOTAOOYAMH CTAaHOBUTCA CyHCTPATOM, HA OCHO-
Be KOTOPOTO CTPOSITCS aMUAOUAHBIE GUOPUAABI [3].

VAvonaTuveCcKui aMMuAOUAO03, IO COBPEMEHHOM KAaccuduKa-
uuu, oTHOCUTC K AL-amuaonpo03y. Passutre AL-amuaonpo3a Bo3-
MOXXHO TaK)Xe TIPU MUEAOMHOIT 60Ae3HH, boAae3Hnu BaabaeHCTpeMa,
B-kaetounsix aumdpomax [9].

INMUAEMIOAOTUA

AL-aMMAOMAO3 BO3HMKAET B OTCYTCTBME APYIUX 3a00A€BaHMI
U OTHOCUTCS K BeCbMa peAKOM maTtoAaoruu. 3aboreBaemocTh AL-
aMMAOMAO030M cocTaBAaseT 5,1-12,8 cayyas Ha 1 MAH HaceAeHUs, YTO
cocraBasieT nmpumepHo 3200 HOBbIX cAy4aeB B roa B CIIIA [15]. Ecan
y4YeCTb, YTO OpraHaMu-MulleHsMu npyu AL-amMuaonp03e yalile BCero
CTQHOBSTCSI IIOYKU, CEPALle, HEPBHAsI CUCTEMa, OpPraHbl MulleBape-
HUs [1], TO MOXXHO IPEATIOAOXKUTD, YTO 3a00A€BAEMOCTb UAMOTIATU-
4eCKMM OPOHXOAETOYHBIM aMUAOVAO30M He IpeBbIlaer 1-2 cayvast
Ha 1 MAH HaceAeHMSI.

ITaTorenes

B HacCToALlee BpEMS CUUTAECTCA, YTO B OCHOBE Pa3BUTUS UANO-
IMAaTNYECKOIr0 aMMAOMAO3A A€KUT AO6pOKa‘{eCTBeHHaH IIAA3MaKAe-
TOYHasA AMCKpa3usa KOCTHOTO MO3ra. AHOMaABHBIN KAOH ITAA3MaTU-

118 Pedkue uHmMepcmMuyuabHbie 3a60/1e8aHus sezKux. Mod ped. B. K. Faspuctoka. Kues, 2012. 148 c.
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YeCKMX KAETOK IIPOAYLIMPYET aMUAOUAOT€HHbIE UMMYHOT'AOOYAMHBI,
IPEACTABASIIOIME AerKye Liel MOHOKAOHAABHOTO MMMYHOTAOOY-
AVHA. AMVHOKUCAOTHbIV QHAAU3 ITOKA3bIBAET, YTO HEKOTOPbIE aMU-
HOKVCAOTBI B BApMaOeAbHbBIX YYACTKAX AETKUX LjeTleil STUX UMMYHO-
rAOOYAMHOB 3aHMMAIOT HEOOBIYHYIO MTO3ULIMIO, YTO IPUBOAUT K He-
CTabMABHOCTU U CKAOHHOCTU K pubpuasorenesy [1].

ITaToAornyeckass aHaTOMUA

PasAMvaOT CUCTEMHYIO M AOKaAM30BaHHYI0 popmy AL-ammao-
upo3a. OpraHaMu-MUIIEHAMU IIpUM CUCTeMHOM AL-ammaounpose
Jalle BCEro CTAHOBSTCS OYKM U cepALie. [TOCKOABKY B KAMHUYECKO
KapTMHE CUCTEMHOTIO aMMAOMAO032 IIPE0OAAAAIOT CMITTOMBI OY€eY-
HOJ ¥ CEPAEYHOI HEAOCTATOYHOCTM, IOPaXKeHMe AETKMX 4acTo 00-
Hapy)X1BaeTCs AULIb Ipy ayrorncuu [1, 8].

AokaansoBaHHasi popma 3a00A€BaHMSI BKAIOYAET TPU Bapu-
aHTa M30AMPOBAaHHOTO AL-aM1AOMAO3a OPOHXOAETOYHON CUCTEMBbIL:
y3eakoBoe (1), audpdysHoe (2) mopakeHue MapeHXMMBI AETKUX U
TpaxeoOpoHXMaAbHbI (3) aMuAOMA03. AHaaus 126 cayyaeB AOKa-
AM30BaHHOTO AMUAOMA03a AETKMX ITOKA3aA, YTO Y3€AKOBbIN IIATTEPH
HabOA0AaACs B 44 % caydaes, AuddysHbiit — B 3 %, TpaxeoOpOHXU-
aAbHbBIT — B 53 % [16].

ITpy AOKaAM30BAaHHOM aMMAOVAO3€e Tpaxeu (OpoHXOB) mopa-
YKEHHbI€ YYACTKM BBICTYIIAIOT B IIPOCBET B BUAE TAAAKUX CEPOBATO-
0eAOBaThIX BO3BBILIEHNIT Ha IIVPOKOM OCHOBaHUM, TOKPBITHIX MH-
TAKTHBIM SIIUTEANEM, MHOTAQ C Ipu3HaKaMu MertarnAasuu. Auddys-
Hasl MHQUABTpALMSI CTEHOK Tpaxeu 1 OPOHXOB, & TAKKe eprOpoH-
XVMAABHOI COEAVHUTEABHOI TKaHM aMUAOMAOM BEAET K 3HAYUTEAD-
HOMY YMEHbLIEHUIO IIPOCBETA MEAKUX OPOHXOB [2].

Y3eakoBas popma AL-aMuAOMAO3a AETKMX XapaKTepUsyeT-
Cs1 OTAOXKEHMEM aMUAOMAHBIX y3eAKOB pasmepamu ot 0,6 A0 9 cm
(B cpeaHem 3 cm) yaiie B iepudepuuecKnx OTAECAAX HIDKHUX AOAE
[10]. AMuAOMAHBIE OTAOXEHUsI OOBIYHO OKPY)KEHbBI MAA3MaTu4e-
CKUMM KATKaMy, AUMQPOLMTaAMY U TUTAHTCKUMU KAETKaMU, MOTYT
00BI3BECTBASITBCS Y OKOCTEHEBATD.

Auddysupnt AL-aMMAOMAO3 SIBASIETCST HaubOOAee PeAKON
($bopMOIT AOKaAM30BaHHOTO aMMAOMAO32 AETKUX, XapaKTepPU3yeTCsl
OTAOXKEHMEM aMUAOMAA B MEKAaAbBEOASIPHBIX IIEperopoAKax, BO-

Peokue uHn
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KPYT KaIllMAASIPOB, apTEPMAABHBIX M BEHO3HBIX COCYAOB, BBI3bIBAS MX
CY’KeHUe U 3amycreBaHue [2].

AMuAOMA AQeT TIOAOKUTEAbHYIO OKpacKy KoHro xpachHbiM
(puc. 4.1). Ilpu nuccaepoBaHMM MaTepyaAa B MOASIPU3ALYIOHHOM MU-
KPOCKOIIe BBISBASIETCS 3eA€HO€ CBeueHle U ABOVIHOE IIPEeAOMAEHNe

Puc. 4.1. Mamepuar omkpvimoii 6uoncuu rezkozo. Omaoxenue amu-
Aouda 8 uHmepcmuyuy u npocsemax aivseor. Okpacka Koneo kpac-

Hbim, 100 x [4].

Puc. 4.2. Ilorsspuzauuontas MUKPOCKONUs ouonmama Ae2koz2o. /Bo-
AKOnperoMAsIIOuLee cBedeHue amurouoHbix macc. 100 x [4].

120 Pedkue uH 3a60 19 n1e2kux. Mod ped. B. K. Faspucioka. Kues, 2012. 148 c.
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KAunnyeckue nposiBAeHus

[Tpu TpaxeoOPOHXMAABHOM aMMAOVAO3€ OOABHbIE >KAAYIOTCS
Ha HaACAAHBIN CYXOJ KallleAb, 3aTPYAHEHHOe (CBUCTSIIIee) AbIXaHUeE.
MoskeT ObITb KPOBOXapKaHbe BCAEACTBME OTAOKEHUS aMMAOMAQ B
CTeHKax cocypoB. HapyleHue ApeHa)XHOI QYHKLY OPOHXOB BEAET
K aTeAeKTa3y COOTBETCTBYIOLIErO y4acTKa, peMAVBUPYIOIEMY BOC-
MaAUTeAbHOMY Ipoleccy. OTAOKeHNe aMUAOKAQ B Tpaxee 1 ropTa-
HY KAVHMYECKY TTPOSIBASIETCSI OXPUIIAOCTBIO roAoca [2].

[Tpu y3eAkoBoit popme 3a60AeBaHMsI HAOAIOAQETCSI MEAAEHHO
IPOTPeCCUPYIOLIAst OABIIIKA, KAIleAb, MHOTAQ YMEPEHHO BBIPa’KEeH-
HOe peLMAMBUpYIOliee KpoBoXapKaHbe. [ToBbIlIEHI€ TeMIIEPATYPbI
TeAa AAST AMUAOMA032 HeXapakTepHo [2].

AuddysHbIT aMMAOMAO3 CTEHOK AABBEOA Y MHTEPCTULIUS
IpOTeKaeT KpailHe TsDKEeAO: IPOrPecCUpYIOLIasi OABIIIKA, pedpak-
TepHasl K KaKOMYy-AM0O Ae4YeHUIO, KallleAb, PELMAMUBUPYIOLee KPo-
BOXapkaube [5].

AaHHble 00BEKTUBHOTO 00CAEAOBaHUS, KaK IPAaBUAO, MAAO-
MHGOPMaTUBHBL Y OOABHBIX C IIOPa)KEHVMEM Tpaxeu 1 OPOHXOB BbI-
CAYIIMBAIOTCA CyXye CBUCTALIE Xpunbl [Ipy oTAOKeHNM aMuAoOMAQ
B CTEHKaX aAbBEOA MOJKET BBICAYIIMBATHCA Kpenutauus [2].

PenTrenoAormyeckue NpU3HaAKUN

Y 50 % GOABHBIX C TPaxeOOPOHXMAABHBIM AMUAOMAO30M 00-
30pHAasI PEHTIEHOrPaMMa OPraHOB IPYAHOI IOAOCTU COOTBETCTBYET
HOpMe. B ApYIux CAy4asix MOTYT OIIPEAEASITBCSL YIIAOTHEHMSI CTEHOK
OpPOHXOB, OPOHX09KTAa3bl, ATEAEKTA3BL.

Y3eAakoBble (OPMBI aMUAOUAO32 AETKUX BBIBASIIOTCS, KaK
NPaBUAO, TIPU MPO(PUAAKTUIECKOM PEHTTEHOAOTMIECKOM UCCAEAO-
BaHUM: OHU UMEIOT BUA OAMHOYHBIX AU OKPYTABIX MHOXKECTBEHHBIX
3aTEHEHMI C YeTKUMM KOHTYPaMMU INPEUMYLIECTBEHHO B CYOIAEB-
paAbHBIX 30HaX [2, 8] (puc. 4.3 u 4.4).

AnbdysHBIT aMUAOMAO3 AETKUX PEHTTeHOAOTMYECKU IPO-
SIBASIETCSI PETUKYASIPHBIMU VIAVI PETUKYASIPHO-Y3€AKOBBIMU 3aTe€HE-
Husmu (puc. 4.5 1 4.6).

Pedkue uHmepcmuyL 3abo0, 17 ne2kux. o0 ped. B. K. Faspucioka. Kues, 2012. 148 c. 121
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Puc. 4.3. Yzeakosas gpopma AL-amuroudosa rezkux. O630pHas peHmze-
HozZpadusa re2kux: OuraneparbHble MHOM}eCHIBEHHbLE Y3eAKU U UHIep-
cmuyuarvHble uHdpurvmpamo [13].

'

N y

Puc. 4.4. Y3eakosas dhopma AL-amuroudosda reekux. Komnvromepunas
MoMO2paPus BbICOKO20 PpPA3PEULeHUs: MHOY}eCHIBEHHble Y3eAKOBble
meHU pa3mepoM 0KOAO 3 CM C KPYHHBIM CYONAeBPAAbHbIM 00PA30BAHU-
eM B 1eBoM Ae2KoM [6].

122 Pedkue uHmMepcmMuyuabHbie 3a60/1e8aHus sezKux. Mod ped. B. K. Faspuctoka. Kues, 2012. 148 c.
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Puc. 4.5. Audppy3nasa dpopma AL-amurouoosa rezkux. O030pHas1 peHm-
2eHozpadus: oburameparbHble peMUKYAIPHble USMEeHeHUs 8 nepudge-
puHecKkux omoerax reekux [8].

Puc. 4.6. Augppysunas popma AL-amuroudosa rezkux. KomnvromepHas
MoMOo2padusl BbLCOKO020 pa3peuteHus: pemuKyAsIpHO-y3eAK0BbLIL nam-
mMepH U3MeHEeHUIL HPeUMYULeCBEeHHO B CYOHAeBPAAbHBIX 30HAX [8].

Pedkue L pcmuu 3a60,
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OmnpepeAeHre Ha peHTIeHOI' PaMMaXx YTOAILleHN s MTAEBPbI, YBe-
AVIYEHHBIX AMMQOY3A0B C TEHAEHLMEN K VX OOBI3BECTBAEHUIO MO-
JKeT CBUAETEAbCTBOBATh 00 ux nopaxeHnn. OTAOKEHINE aMUAOMAQ
Ha ITOBEPXHOCTY ITA€BPBI MOKET CTATh IPUUYMHON ITA€BPAABHOTO BbI-
10T, HEPEAKO reMopparudeckoro [2, 8].

ITokazaTeAau AeroyHou BeHTUAALNU U AU y3un

XapakTep HapyueHni1 pyHKLMY BHELIHETO ABIXQHUS 3aBUCUT
or ¢popmbl amuaonposa. IIpu TpaxeoOpOHXMAAPHOM aMMAOMAO3€
BBISIBASIIOTCSI OOCTPYKTUBHbIE PACCTPOVICTBA AETOYHOI BEHTUASLIVN.
Kpupas norok-o6bvemM GpopcupoBaHHOIO BbIAOXA HEPEAKO Ipuobpe-
TaeT YIAOILLEeHHYI0 (popMy, TPU STOM KOHTYP 3KCIIMPATOPHOIO MOTO-
Ka 1o ¢popMe npubAMKaeTCs K MHCIMPaTopHOMY. To eCcTh Xapakrep
IETAU TIOTOK-00bEM CBMAETEABCTBYET O HAPYIIEHUSIX IIPOXOANMO-
CTV Ha YPOBHE KPYITHBIX BO3AYXOIIPOBOASIIVX ITyTEN.

AniddysHbIT aMUAOMAO3 AETKUX COIPOBOXKAAETCSI YMEPEHHbI-
MU U Pe3KO BBIPOKEHHBIMM HAPYIIEHVSIMM AETOYHOM BEHTUASILIMY pe-
CTPUKTMBHOTO THITA, TIpy 3ToM nokasateab FEV, /FVC y yactu 60AbHBIX
MOXeT ObITb HIDKe 70 %, 4TO yKasbIBaeT Ha OPOHXMAABHYIO OOCTPYKLIMIO.
Y Bcex mauueHToB ¢ Auddy3HOI POPMON aMMAOMA03a OIIPEAEASIOTCS
3HAYNMTEABbHbIE HapyleHVs AUPPY3MOHHON CITOCOOHOCTH AerKuX. [Tpyu
y3eAKOBOI1 (popMe 3a00A€BaHMSI A€TOuHas BeHTUASLMS U Auddysms
AAUTEABHOE BpeMsI MOXKET COXPaHSThCSI HA HOPMAABHOM YPOBHE.

BpoHxockonus u Aa00paToOpHbIE TECThI

DHAOCKOIIMYECKOE VICCAEAOBAHME IIPU TPaXxeoOOPOHXMAABHOM
aMMAOVIAO3€ BBISIBASIET OTEYHYIO CAU3UCTYIO C TPYOBIMU CKAQAKAMY,
Ha ¢$oHEe KOTOPBIX BUAHBI OeaecoBarble OASIIKYM B ITOACAU3KUCTOM
CAO€, peXXe — OIyXOAEBUAHbBIE IIOAUIIBI [2].

VI3MeHeHMsT AaOOPAaTOPHBIX AaHHBIX HecreluuuHbl. Y 85 %
NALMEHTOB IIPY MUMMYHO3AEKTPOGOPETNIECKOM UCCAEAOBAHUY OeA-
Ka CBIBOPOTKU KPOBU U MOYM BBISIBASIETCS MOHOKAOHAABHBIN Mapa-
IIPOTEVH, KOTOPBIN IPEACTAaBAEH AETKMMM LIENSIMU MMMYHOTAOOY-
AVHOB. [Tpy KOaryAorn4eckom MCCA€AOBAaHUY BBISIBASIETCS AeDULIUT
X ¢akropa cBepThiBaHMs. VIccaepAOBaHME KOCTHOTO MO3ra MOKAa3bl-
BaeT ero yMepeHHylo naasmarusanuio (Ao 20 %) [5].

124 Pedkue uHmMepcmMuyuabHbie 3a60/1e8aHus sezKux. Mod ped. B. K. Faspuctoka. Kues, 2012. 148 c.
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Bmecre ¢ TeMm, coueTaHMe XapaKTepPHO KAMHUYECKOI I PEeHT-
reHOAOTMYECKOl KapTUHBI C HAAMYVMEM MOHOKAOHAABHBIX OEAKOB
B ChIBOPOTKE KPOBU Y MOYM U YBEAUYEHME YMCAQ TIAA3MATUYECKUX
KAETOK B KOCTHOM MO3Te SIBASIETCSI HEAOCTAaTOYHBIM AASI YCTQHOB-
A€HUSI AMAarHo3a MAMOIIATMYECKOIO aMMAOMAO3a. AMarHos MoXer
ObITh BepuULMPOBAH TOABKO IPU T'MCTOAOTMYECKOM MCCAEAOBA-
HUM OMOTICMITHOTO MaTepraAa Aerkux (Tpaxeu, OpOHXOB).

AeuyeHne u mpor{os

ITpu TpaxeoOPOHXMAABHOM aMUAOMAO3€ COAUTAPHBIE AMMU-
AOMAHBIE 00pa30BaHMs YAQASIIOT ONEPATUBHBIM ITyTeM. AOKaAbHble
obOpasoBaHMs B OPOHXaX MOT'YT OBITb YAQAEHBI IIPU SHAOCKOIINK Me-
TOAOM Aa3€epHOI KoaryAsuuu [8].

MeAnKaMeHTO3HOe AeyeHre DOABHBIX Y3€AKOBBIM MAY AU Dy3-
HbIM AL-aMMAOMAO30M AErKMX C UCIIOAB30BaHMEM T'AIOKOKOPTUKOCTE-
POMAOB U LIUTOCTAaTUKOB, KaK MpaBuAo, HeabdexTurHO (8, 14]. boaee
TOrO, 110 MHEHMIO M. M. VIAbKOBIYA [2], TAFOKOKOPTUKOCTEPOUABI U LM~
TOCTAaTUIECKUE CPEACTBA TPU AMUAOUAO3€E TMPOTUBOIMOKA3aHbI, TAK KaK
BO3HIUKAIOII[ee TIPY 3TOM yrHeTeHMe GYHKUMY MIMMYHHOM CUCTEMBI CII0-
coOcTByeT ammnaouAoreHesy. [ToAyueH orpeAeAeHHbI IIOAOXKUTEABHBIN
a¢dexT npu HasHAYEHUM MPErnapaToB 4-aMMHOXMHOAMHOBOTO DSIAQ.
VIMer0TCst OTAEABHBIE COOOIIEHNST O IPUMEHEHUN YHUTHOAQ.

ITpu yseaxoBoit popme AL-ammaonposa Tpaxen, OpOHXOB U
MAPEHXVMbI A€TKMX TePANIeBTUYECKUI IPOrHO3 OTHOCUTEABHO OAa-
ronpusiTeH. [1pu AuddysHom nopakenun tpaxeu u 6poHxos y 30 %
OOABHBIX B T€UEHME 5 A€T HACTYIIAET A€TAABHBII MCXOA BCAEACTBUE
pecrpaToOpHON HEAOCTATOYHOCTH, acHUKCUU UAM KPOBOTEUEHUs
[2]. ITpu AuddysHOM MOpaskeHUM A€TKUX IPOTHO3 elile boAee HebAa-
TONPUATHBIN — MeAMaHa BbDKMBAEMOCTY COCTABAsIeT 12 MecsLieB.

Co0OcTBEeHHOE HAOAIOACHME

BoabHoit K., 66 AeT, MOCTyIMA B KAMHUKY C »Kaao0amy Ha TIpu-
CTYIIOOOPA3HBIN KallleAb C BBIAGA€HMEM CKYAHON CAM3MICTOV MOKDOTHI,
OAPILIKY ITPU [TOABEME Ha 2-11 STK, BBIPAYKEHHYIO OOLIYI0 CAADOCTb.

AnamHes 3a00AeBaHys. KallleAb 11 OABILIKY OTMeYaeT Ha Mpo-
TsDKeHUM 3 AeT (CBS3BIBAET C MPOCTYAOiT). OKOAO ropa Hasap Mmocae

Peokue uHn
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MePEOXADKAEHNS OTMETHA oAbeM TeMIlepaTypsl Teaa Ao 38°C, ycu-
A€HVIe OABIIIKY, OAHAKO ITPOAOAXKAA XOAUTDb Ha paboty. Korpa Tem-
neparypa HOpMaAK30BaAACh, 3AMETHA, UTO OADIIIKA He YMEHbIIIAAACD,
Ha4yaAl BO3HUKATb MPUCTYIIBI CYXOro Kamasl. ITanyeHT oOpaTuAcs K
Y4aCTKOBOMY TeparleBTy, KOTOPbIII Ha3HAUMA KypC aHTHOaKTepuaAb-
HOVI Tepanuy, aMOpokcoA. Ha poHe AeueHuss 60ABHOI TOYYBCTBOBaA
YAy4YLIeHVe: YMEHBUIMAVCD KallleAb, OABILIKA ¥ 0011jasi CAabOCTb.

Yepes ABa MecsiLja y MaLME€HTA OISITh IIOAHSIAACh TEMIIEPATYPA,
YBEAMYMAQCH OABIIIKA, YCUAVACS IIPUCTYIIOOOPA3HBIN CYXOM KallleAb.
BoAbHOI 00paTUACS K Bpayy, B TOAMKAVHIKE OBIAY IIPOBEAEHBI PEHT-
reHorpadusi OpraHoB IPYAHON TIOAOCTH, OOLIMIT QHAAU3 KPOBU U 00-
M aHaAn3 Mo4n. I1o AQHHBIM 3TOr0 00CAEAOBaHMS OBIA YCTAHOBAEH
AMArHo3 ABYXCTOPOHHel THEBMOHUM, Ha3HAY€Ha aHTUOMOTUKOTepa-
ST, OAHAKO TIPY MTPOBEAEHUN KOHTPOABHOW PEHTTeHOTPa(hUM AeTKUX
CYIL[ECTBEHHOI AMHAMUKYU He HAaOAIOAAAOCH. BBIAO MTPOAOASKEHO Ae-
YyeHue aHTMOMOTUKaMu. PEHTTeHOAOTYeCKast KAPTMHA COXPAHSIAACh.
Heo06X0AMMO OTMETUTD, YTO HECKOABKMMM FOAAMU paHee Ipu obpa-
I[EHNU B IOAUKAVHIKY ITO MECTY >KUTEABCTBA IIPU AUCIIAHCEPU3ALINN
MPOBOAMAACH PAtOOporpadust Aerkux. [Ipu STOM PEHTTEHOAOTOM, CO
CAOB TALIVIEHTA, BHISIBAEHDBI MI3MEHEHMsI AETOYHOTO PUCYHKa, OBIAO pe-
KOMEHAOBAHO o0palileH1e K TepareBTy, OAHAKO BBMAY XOPOILIETO ca-
MOYYBCTBMS, IIALIIEHT K Bpauyy He 00PaTUACSL.

ITocae HOpMaAM3aLMM TeMIIEPATYPHI T€AQ OABIIIKA COXPaHsI-
AaChb Ha Ipe>KHeM ypoBHe. [TaleHT HaOAI0AQACS Y TepamneBTa 110 Me-
CTY XUTEAbCTBA, €r0 COCTOSIHME IIOCTEIIEHHO YXYAIIAAOCDH: OABIIIKA
HApacTaAa, KallleAb IIePUOANYECKM TO YCUAMBAACS, TO YMEHBIIIAACSH,
MOSIBUAACh CAM3UCTas MOKPOTa B HeOOAbLIOM KoAudectBe. [Ipu
ouepeAHOM 000CTpeHN H0ABHOMY ObIAA TPOBEAEHA KOMITbIOTEPHAS
ToMOrpadusi OpraHOB IPYAHOI MOAOCTH, ITOCAE Yero MALMEeHT OBbIA
HampaBAeH B HallMOHaABHBII MHCTUTYT MYABMOHOAOTU U GTU3U-
atpuu uM. O. I'. AnoBckoro HAMH VYxpauHbl B oTAeA€HUE MHTEP-
CTULMAABHBIX 3a00A€BaHUN AETKUX.

AnamHe3 XU3HU. B AeTcTBe poC M pasBMBAACS HOPMAABHO.
PaboTaa mpenopaBateaeM B yurAuie. Ha npoTspkeHMM moCAeAHUX
TPeX AeT 3aHMMAACS CTOASIPHBIMY PaboTaMM B CBOEV AOMAILIHEN Ma-
CTEePCKOJ1, HO MTOCTOSIHHOTO KOHTAKTa C APEBECHOI IBIABIO He OBIAO.
Huxorpa He Kypua. AAAEPrOAOTMYECKUII aHaMHe3 He OTATOILEH.
2—3 pasa B IOA IEPEeHOCHA OCTpble peCHUpaTOpHble BUPYCHbIE VH-
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dexLnun, Ae9MACS CAMOCTOSITEABHO, K Bpauy He obpaijaacs. Hacaea-
CTBEHHOCTb He OTATOlIeHa.

ITpu mocrynaeHuM obliee COCTOSIHME CPeAHell CTeTleHU Tsi-
XeCTU. ACTEHNYEeCKOTrOo TeAOCAOKeHMsI. Ko)KHbIe TIOKPOBBI OAEeAHBIE,
OOBIYHOM BAQKHOCTH, YMCThIe. AbIXaHMe yepe3 HOC CBOOoAHOe. YA
— 20 B 1 MuH. IlepKyTOpHBI1 3BYK A€TOUHBIN. AYCKYAbTaTMBHO: AbI-
XaHMe 0CAa0AEHO, Ha BBIAOXE YMEPEHHOe KOANUECTBO CYXVX XPUIIOB,
B HIDKHUX OTA€AaX C 00eMx cTopoH Kpunurupyomue xpunbl. HCC —
87 B 1 mun. AA — 110/70 MM prt. cT. TOHBI CcepAlia SICHBIE, LITYMOB
HeT. J)KMBOT MaAbIaTOPHO MATKMI, YyBCTBUTEAbHBIN B STIUTACTPUN U
npaBoM noapebdepbe. HikHumit kpait iedeHu y pebepHoir aoyru. IToko-
AQ4MBaHMe M0 MOSICHUYHOM 00AaCT 6€300A€3HEHHO C 00eMX CTOPOH.

OO6wuit aHaAu3 KpoBu: reMorAooun 129 r/a, aenk. — 8,7 x
10°/a, CO3 — 12 mm/4. Buoxummyecknit aHaAu3 KpOBU: OMAMPYOUH
061, — 12,0 MKMOAB/A; TAIOKO3a — 4,3 MMOAB/A; AAT — 28 me/a;
KaAull — 4,6 MMOAB/A; MouyeBUHA — 8,19 MMOAB/A; 001, OEAOK —
60 r/a. O61y. aHaAM3 MOouM: yA. Bec — 1020, peakuus meAouHas, Oe-
A0K — 0,099 1/A, caxap He BbIsABA€EH, AerKoLUTbl — 20—25 B 11/3.

MyabTrcaaiicoBasi KommnbiotepHast Tomorpadust (MCKT) opra-
HOB I'PYAHOI1 TOAOCTY (puC. 4.7): GAaTepaAbHO B MHTEPCTULIMY AETKIX
AV dy3HbIE pETUKYASIPHBIE I MEAKOY3€AKOBbIE 3MeHeHN . ATeAeKTa3

Puc. 4.7. KomnvromepHasi momozpamma Ae2kux 60ivHozo K.

Pedkue L pcmuu 3a60. 19 ne2kux. o0 ped. B. K. Faspucioka. Kues, 2012. 148 c. 127



Mouonamuueckuii 6poHx0/1e204HbIl amuioudo3

CpeAHell AOAUL. B KOPHSIX IIPaBOro A€TrKOro YIIAOTHEHBI AM(OY3ABI, ITe-
TpuduKarel. C 06erx CTOpOH HEOOADBITIOE KOAMYECTBO KMAKOCTH.

CyectBeHHbIX HapyiueHuit OBA 1o AQaHHBIM KPUBOJT IIOTOK-
00beM (POpPCUPOBAHHOTO BBIAOXA IPU IMOCTYIAEHUM OOABHOTO B
KAVHMKY He OTMeYaAoch (puc. 4.8).

IKI': DAexTpuyeckas ocb cepAlla HE OTKAOHEHA, CUHYCOBas
TtaxukapAus Ao 100 B 1 muH. CHmKeHHbI BoabTax QRS. T'uneprpo-
buM >KkeAYAOUKOB HeT. XpOoHMUecKasi KOpOHapHasi HEAOCTaTOYHOCTb.

ITo AQHHBIM pe3yABTAaTOB 0OCAE€AOBAHMSI YCTAHOBUTD AMIArHO3
He YAQAOCH, TO9TOMY MALMEHTy OblAa IPOBEAEHA OTKPbITAs OMOIICHSE
aérkoro (A.m.H. H. C. OmaHaceHKO 1 COTPYAHUKHA).

T'ucroaormveckoe uccaepoBanue 6uonraros (puc. 4.9 u 4.10):
C HauOOABIIEN BEPOSITHOCTbIO, MOP(GOAOIMYECKas KapTUHA COOT-
BETCTBYET aMUAOUAO3Y AETKHUX.

Taxum 06pa3oM, AaHHbIE aHAMHe3a U KAHIYECKOTO 00CAeAO-
BaHMs, xapakrepHas kaptuHa MCKT u pesyabTatbl Mopdoaormye-
CKOT'O MICCAEAOBAHNS, IO3BOAVIAY YCTAHOBUTD AVIATHO3: MAMOIIATIYe-
cK1it (TIepBUYHBIN) aMUAOMAO03 AeTKNX, AuddysHas dopma, AH III cT.

[TauyeHTy OBIAO HA3HAUEHO A€YEHME:

1. Yuutuoa o 5 ma 5 % pactBopa B/M 1 pa3 B AeHb Ha IIpo-
TspKeHun 30 AHelt.

2. Aeaarua 0,25 o 1 Ta6. 2 pasa B A€Hb ITOCTOSIHHO.

3. Koaxuuuu 0,5 o 1 Tab. 2 pasa B AeHb.

Ha ¢oHe npoBoAMMOro AedeHMsI COCTOSIHME TaLMeHTa YXYA-
IIaAOCh — HapacTaAa OABIILKA, L[VaHO3, YXYALIAAVCh TOKA3aTEeAU Ae-
royHout BeHTUAsILMY (puc. 4.8 11 4.11) u pouddysun (puc. 4.12).

Yepes 4 mMecsna 6bIA IOBTOPHO rOCIUTaAM3MpOBaH B Haumo-
HAaABHBI MUHCTUTYT IyAbMOHOAOTrUY U pruznarpun uM. O.I'. SJHoBC-
KOTO B OTA€A€HVE MHTEPCTULMAABHBIX 3a00A€BaHMI AETKIX.

CocrosiHrie 60ABHOTO IPY MOCTYIAEHNUM OBIAO TSPKEABIM: BbI-
pakeHHasI OABILIKA B [TOKOE, CAA0OCTb, KallleAb ITPUCTYII000Pa3HBIi
C BbIA€A€HVEM OOABIIOTO KOAMYECTBA BSI3KOI CAM3MCTON MOKDPOTBI,
raxukapaus, AA — 90/60 MM. pT. CT., TpM ayCKYAbTaLIUM KPUITUTY-
pylolLiie XpUIIbI OMIAQTEPAABHO IO BCell TOBEPXHOCTY AETKVUX, TOHBI
cepAlid pUTMUYHBIE, IPUTAYLIEHHBIE.
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HauioHanbHui

IHcTUTYT cbTUiaTpii i nynbmoHonorii
im. ®. . AHoBcbkoro AMH YkpaiHu
KniHiko-¢hyHKUiOHanbHe BiaAineHHs
03680, m. Kuis, Byn. M. AMocoBa, 10

Npissume:
IMm'sa:
IaTa HapomXxeHHs: 24.03.1943
Crarb: YOJIOB1K
Flow [L/s] F/V ex -1
-2
Vol [L]
T T T T !
4 5 6 7
104
F/Vin
Pred Actl %Actl/Pred Act2
VC MAX 4.09 3.54 86.4 2.35
IcC 3.05 2.24 73.5 1.85
ERV 1.05 1.30 124.1 0.50
FVC 3.95 3.43 86.8 2.07
FEV 1 3.03 2.56 84 .4 1.61
FEV1SM 74.79 72.40 96.8 68.34
PEF 7.93 9.69 122.2 6.30
MEF 75 7.08 5.78 81.7 4.58
MEF 50 4.14 2.40 57.9 1.16
MEF 25 1.43 0.62 43.3 0.21
Date 15.05. 14.07.
Time 10:45: 12:18:

KBI24034!:
Bik: 66 Pokis
Bara: 74,0 kg
Bpicr: 175,0 cm
8vol L]
7]
6-
5]
Vol%eVehax
100 VCmax -
80| 7 —
Time [s]

0- 0 T T
0 1 2
%Act2/Pred %Act2/1

57.5 66
60.8 82
47.7 38
52.5 60
53.0 62
91.4 94
79.5 65
64.7 79
28.1 48
14.6 33

O Ul N s ul

Puc. 4.8. Kpusas nomok-o06vem hopcupoBaHH020 8bL0oxa 601bH020 K.

AaHHble 00CAEAOBAHNS: PE3YABTATHI O0ILETO aHAAM3a KPOBU
0e3 0cobeHHOCTEl, OMOXUMUIECKUIT aHAAU3 KPOBU — IUIIOTIPOTEU-
Hemus (0611, 6eA0K — 45,5 1/A).

Pedkue ul

3a60.

muuL
{ d
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Puc. 4.9. Mamepuaa omkpwvimoii 6uoncuu reekoz2o 6oavHozo K. Ilpedcmas-
AeHA NAPEeHXUMA Ne2K020 C MACCUBHBIMU OMAOWEHUSIMU AMUAI0UOA (Kpac-
HO20 UBema), NPEUMYUeCIBEHHO B HEPUBACKYNSIPHDIX U MEWANbBEOASD-
HbIx npocmpancmsax. Popmuposanue MUKPOKUCH. Ympama munu4Ho
cmpyKkmypbt 00AbuuHcmsa dibseol. Oxkpacka Koxzo pom. 100 x .

d

Puyc. 4.10. Tom xe kaunuveckuii cay4av. OmAoweHUsaA aAMUAOUOA

(cupeneso-po308020 ysema) 8 mex e AHAMOMUHECKUX NPOCHPAH-
cmsax. Okpacka 2eMamoKcuAruH-303urom. 100 x .

130 Pedkue uHmMepcmMuyuabHbie 3a60/1e8aHus sezKux. Mod ped. B. K. Faspuctoka. Kues, 2012. 148 c.
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HauioHanbHui
IHcTUTYT dbTUM3iaTpii i nynbmoHonorii
im. @. T. AHoBcbkoro AMH Ykpaihu
KnNiHiko-(hyHKUiOHanbHe BipAineHHs
03680, m. Kui, Byn. M. AMocoBa, 10

Bodyplethysmography
MlpizBume : KBJ240343
Im'a:
JlaTa HapomkeHHs: 24.03.1943 Bix: 66 Pokip
CraTh: 4oJIOBik Bara: 75,0 kg
3picr: 175,0 cm
Flow [L/s] F/V ex % B +B
=1 [ =1 Mouth presstre [kPa] 1p
3 A2 \\
-3
<4
/6
|—+7
Vol [L] ) %8
T T T T T T 1
4 5 6 7 8 9 10 1
\{ /
101
FVin §/olume shift [m\ﬂ 10
Pred Best %(Best/Pred) Actl Act2 Act3 Act4 Act5
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
SG tot [1/(kPa*s)] 0.85 0.67 78.6 0.67 0.65 0.36 0.77 0.7
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
FIV1l [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. 4.11. Ilokazameau 6oouniemusmozpagdpuu 6oibrozo K.
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Hauionaneumin
IucTuryr dTmMsiarTpii i nyneMoHONOTil
imM. &. T'. sAmoBcekkoro AMH VYkpaium
KIiHikoO-byHKUiOHaANEHe BignineHHs
03680, M. Kmim, Bynm. M. AmMocora, 10

Diffusion Single-Breath

piseume : KB1/240343
Im'sa:
IlaTa HapomxeHHs: 24.03.1943 Bik: 66 Poxim
CraTh: 4oJIoBik Bara: 75,0 kg
BpicT: 175,0 cm
*Tvolume [L]
3]
\
> (]
C
|
1] |
WA c\ |
AVAVAYA' \
0,#\;‘%}'7\‘,\1‘#,]1*,,i S
\J
1
Py
3]
Time [s]
4 T T T T T T T T 1
0 10 20 30 40 50 60 70 80 90
Pred Actl %Actl/Pred Act2 %Act2/Pred %Act2/1
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. 4.12. Ilokazameru oughghy3auoHHOIL CHOCOOHOCHYU Ae2Kux GoAbHO20 K.
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OO6umit aHaAn3 Moun: YA. Bec — 1026, peakiiysi 1jeAOYHas,
6eaok — 0,165 /A, rAI0OKO3a — He 00H., AelTKoLUThl — A0 100 B 11/3.

['a30BbIiT COCTaB 11 KUCAOTHO-OCHOBHOE COCTOsTHME KpoBu: pH
— 7,46, PaCO2 — 40 MM pr. CT., PaOZ— 50 MM pr. cT., SaOZ— 87 %.
Takum 06pazom, HAOAIOAAAACH YMEPEHHO BbIpa)KEHHAsI TUTIOKCEMUSL.

MCKT: buaaTepaAbHO B AETKVX ABA€HUS MHTEPCTULMAABHO-
ro ¢pubpo3a yBeAUYMAMCh. ATeAeKTa3 CpeAHeN AOAM. fIBAeHus me-
pubponxmnasbHoro ¢pubposa. llIBapTel MEXAOAEBON MAEBPHI. B KOP-
HSIX IIPABOTO AETKOTO YIIAOTHEHBI AM(OY3ABI, TETPUPUKATDIL.

O®BA — peskoe MmporpeccupoBaHue PECTPUKTUBHBIX pac-
CTpOICTB AerouHon BeHntuasaumm: VC — 36,0 %; FEV, — 27,3 %; FVC
— 34,1 %; FEV, /EVC — 80,1 %. B cBsI3M ¢ TAXECTbIO COCTOSIHUA TTa-
LIIEHTY HEBO3MO>KHO OBIAO IPOBECTU McCAepoBaHMe AMddy3roHHOM
crocobHocTn A€TKuX U 6opumnaerusmorpaguio. IKI: cuHycoBas Ta-
xuxapaust — 108 B 1 muH; cHiKeHHbIT BOAbTaX QRS; HemoaHast 6A0-
KaAa MpaBoM HOXKKY Iyuka ['1ca; eperpyska npaBbIX OTAEAOB CEPALIR;
MEAKOOYaroBbl€e M3MEHEHMS B 3aAHEll CTEHKE A€BOT'0 )KEAYAOUKa.

[TayueHTy MPOAOAXKAAM HAa3HAYEHHOE A€YEHUE AEAATrMAOM,
YHUTMOAOM, KOAXMLMHOM. B CBsI3u cO cHIDKeHUeM o0Ijero 6eAka
B KPOBMU NPOBOAVAMCDH MH(Y3UM ITAA3MBI 1 IIPENAPATOB I'MAPOKCHU-
STUAKPAXMaAQ, a TAKXKE TIOCTOSHHAS OKCUTE€HOTEPAINs, CUMIITOMA-
TUYECKOe AeYeHMe.

Ha MOMeHT BBIMMCKM TIOA HAaOAIOAEHME TepareBTa 10 MeCTy
JKUTEAbCTBA MALVEHTY OBIAO PEKOMEHAOBAHO IIPOAOAXKATD IPUEM Ae-
AQrMAQ, YHUTUOAR], KOAXULIMHA, OKcUreHoTepamnuio. CocTosiHie 60Ab-
HOTO IIPOTPECCHBHO YXYALIAAOCh. YMep uepe3 1 Mecsl] IIocAe BBIIU-
CKY B TEPAIIeBTIYECKOM OTAEAEHUY OOABHULIBI 10 MECTY >KUTEABCTBA.
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