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Pesome

AMUJIONI03 OTHOCUTCS K Kilaccy opdaHHbIX 3a00ieBaHuit. Cpeny Apyrux CUCTEM OpraHM3Ma ¢ aMUJIOWI030M B HAMMEHBbIIEH CTETIeHN acCOL-
MpOBaHa IbIxaTelbHas cucrema. COBpeMeHHbIe JaHHBIE 0 ITPO0JIeEMe JIETOYHOTO aMUJIOMI03a MPEICTABIEHBI Ha OCHOBE JTUTEPATYpPHOTO 0030pa
M aBTOPCKOTO OIMMCAaHMsSI PEIKOTo IMpUMepa ajibBEOJIIPHO-CENTaIbHON (OPMBI MOpakeHUs JIETKMX; PACCMOTPEHBI BOMPOCHI KJIMHUUYECKOM
HEOTHOPOIHOCTH ITYJIEMOHOJIOTMYECKON MAaTOJIOTHK TIPA CUCTEMHOM M MECTHOM ammionao3de (AL — OeoK-TIpeaIIecTBEHHUK — JIETKUE LEemn
MMMYHOTJIOOYJIMHOB, IUMep A U MOHOMep %; AA — BocrnasiuTesibHble ocTpodazoBbie 6e1ku; ATTR — crapueckuii U HacleICTBEHHbIN, OET0K-
MPEIIIECTBEHHUK — TpaHCTUpeTHH). OIUH U3 pa3lesioB IMOCBAIIEH MmaTtoreHe3y Iuddy3Horo mapeHXxuMaTo3HOTo (OMHOCTOPOHHETO U IBYCTO-
POHHETrO0), Y3JIOBOTO U TPAaXeoOPOHXUATbHOTO (C ICTTO3UTaAMU aMUJIOUIA B TPOKCHMAJIbHBIX, CPEAHUX WIKM TUCTAJIBbHBIX OTAEIaX OPOHXUATILHOTO
JiepeBa) BapMaHTOB 0OJIE3HU, BOBJICUEHMIO B IPOLIECC BHYTPUTPYIHBIX JIMM(baTUIECKUX Y3JIOB (AMUJIOUIHAS alcHOTATHSsT), TUIEBPBI U IadparmMsl,
BorpocaM aubdepeHIIMaNIbHON IMarHOCTUKU JaHHBIX BAPUAHTOB JIETOUHOTO aMUJIOUI034.

Kuruesvie crosa: AL-amuiionios, 1uddy3HbIiA albBEOISIPHO-CENTAIbHBII JIETOYHBI aMUJIOMI03, Y3JI0OBOM M TpaXeOOPOHXUAIbHBII JIETOUHbIi
aMUJIONIO3.
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Abstract

Amyloidosis is an orphan disease. Amyloidosis is uncommonly associated with respiratory disorders. The present article is a review of recently pub-
lished data on pulmonary amyloidosis and a case report of alveolar and septal amyloid lung injury. Clinical heterogeneity of lung lesions in systemic
and limited AL amyloidosis (precursor proteins are light chains of immunoglobulins, A dimer and » monomer), AA amyloidosis (inflammatory
acute-phase proteins), and ATTR amyloidosis (senile and inherited amyloidosis; precursor protein is transthyretin) have been discussed. One chart
of the review has been devoted to the pathogenesis of diffuse parenchymatous (unilateral and bilateral) amyloidosis, nodular and tracheobronchial
amyloidosis (with amyloid deposits in proximal, medium and distal airways, intrathoracic lymph node involvement (amyloid lymphadenopathy),
amyloidosis of the pleura and the diaphragm, and differential diagnosis of these types of pulmonary amyloidosis.
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Amuiionno3 — penkas (opdanHas) rmatojorust. Ha ceron-  nuuatorcst 6ojiee cymectBeHHO — oT 31 mo 88 % [4—6].

HSIIHUIA A€Hb B €BpONEMCKO MOMyIsIIMUA perucTpalms
0oJIe3HU COCTaBJisieT Bcero oT 3 A0 14 HOBBIX CilydaeB
B ron Ha | MyH HaceneHnus [1—3]. [laHHbIe ke O Bepo-
SITHOCTU TIOPaKE€HUsS JIETKUX TPU aMUJIOUI03€ pa3-

Taxkoit mouTn TpoeKpaTHBIN pa3dpoc Mokasarelist orpe-
JieJlIeH B OCHOBHOM MaTepuajoM, MCIOJb3yeMbIM IS
OLIEHKU: B OTHUX UCCEA0BAHUSIX aMUJIOUI03 — 3TO MpU-
JKW3HEHHAs KJIMHUYECKasT HaXoIKa, B APYTUX — 3aKJIIO-
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Tpemvsikoe A.1O. u dp. JIerouHbII aMIIIONI03

yeHue aytoricuu. I1o 3Toit mpuumHe peajgbHasI KapTHUHA
YacTOThl PECIIMPATOPHOI IMATOJOTUU MPU aMUJIOUI03E
Ha CEeroJHSIIHUI IeHb OTCYTCTBYET [7].

KamHmyeckass HeOTHOPOTHOCTh JIETOYHOTO aMUJION -
JI03a ompenesieTcsl 3 OCHOBHBIMU YCIIOBUSIMU: BO-TIep-
BBIX, MYJIbMOHOJIOIMYECKHNE OCOOEHHOCTHM — CIIOCO0-
HOCTb (opMHUpoBaTh (akKTOp MHOTOOOpa3usi TUIOB
amMwionaHoro dudpwuisipHoro Oenka (crneuuduka
OeKa-TIpeaIIeCTBeHHNKA); BO-BTOPBIX, CBOMCTBO CaMO-
o aMWJIOUI03a ObITh CUCTEMHOM TAaTOJIOTUEN UM CYTY-
00 MECTHBIM (JIOKaJIbHBIM) PAacCTPOMCTBOM — MOCJEI-
Hee, B CBOIO O4epelb, YBSI3aHO C TeM, SIBIISICTCSI U OH
BPOXICHHBIM (HACICICTBEHHBIM) MJIN IIPUOOPETCHHBIM
npoieccoM. TpeThbsl MpUUMHA TaKOW Pa3HOPOTHOCTU —
MECTO TPEUMYIIIECTBEHHOIO OTJIOXEHUSI aMUJIOUIHBIX
Macc B JICTOYHOM TKaHM, (hOpMHUpYOIIee KOHKPETHOE
KJIMHUYECKOE BhIpaxkeHNe 3a00IeBaHNS.

CornacHo mociiefHUM pekoMmeHmauusiMm Komurtera
Mo HOMEHKJIaType MeXAyHapoaHOro oOIlecTBa aMM-
nouno3a (ISA, 2016), 6ose3Hb y yesioBeKa (HhOPMUPYIOT
36 BHEKJIETOUYHBIX (PUOPMIISIPHBIX OeaKOB, 15 M3 HUX
OIpeNeJISIIOT CUCTEMHBII BapuaHT 3abojeBaHus, 19 —
JIOKaJbHBINA, 2 — AL 1 aMuiounno3, accolMMpoBaHHbINA
C OTJOXEHUEM TSKEJbIX LIeNeil MMMYHOTJIOOYJIMHOB
(Ig), — cMemaHHYO (JIOKAIBHYIO M CUCTEMHYIO) (POPMBI
nporecca [8, 9]. B cooTBeTcTBUM ¢ yKa3aHHOM Kijac-
cudukalmeil CNMCOK CHUCTEMHBIX BapMaHTOB yYallle
COCTaBJIIOT HACJEACTBCHHBIC (DOPMBI, TOTIA KaK MECT-
HBIII aMWJIOWI03 — B OCHOBHOM IIpUOOpETeHHAs Ia-
Tosnorusi. B cBolo ouepenb, M3 MaHHOTO OOIIMPHOIO
MepeyHsl B KJIMHUYECKON MpakTUKe Haubosiee pacrpo-
CTpaHEHHBIMU TTO-TIPEKHEMY OCTAIOTCS CUCTeMHBIN AL
(6eoK-TIpeIIIeCTBEHHUK — JIETKME I MMMYHOTJIO-
OyJIUHOB, TUMep A U MOHOMeED %), AA (CBIBOPOTOUHBII
amusoun A), ATTR (ctapueckuit U HacleICTBEHHbI,
0eOK-TIPEIIECTBEHHUK — TpaHCTUpeTuH) u APB,M
(OGeoK-TIpeNIIIeCTBEHHUK — [3,-MUKPOTJIOOYINMH) aMHU-
JIOUJ03, YaCcTO COIIPSKEHHBIM ¢ MpoLeAypoil remoaua-
nu3a [8]. HeTpyaHo yBUaETh, YTO MpaBuUia 0003HAUYEHUS
TUNA aMWJIOWI03a CTPOSTCS U3 yKasaHUsl (puOpusuisip-
Horo Oenka amuonga (JimTepa A), majee Ha3bIBaeTCs
OCJIOK-TIPEAIIECTBEHHUK W KOHKPETU3UPYETCS KIMHM-
yeckast (hopma 00JIe3HU.

IMoHaTUS «JTOKAIBHBI» (MECTHBII) U «CUCTEMHBI»
AMWJIONI03 TJIABHBIM MOIIOJTHEHHMEM IIPEAIIOJIaramor,
MOMUMO (hakTa BOBJICUCHUS COOTBETCTBEHHO OIHOTO
WA cpa3y HECKOJIbKUX OPTraHOB, MPU3HAK COBHAACHUS
MecTa TIPOAYKLUMU OelKa-TIpeAIIeCTBEeHHUKA M OTJIO-
KEHUS aMUWJOWIHBIX (UOPWILI — I JIOKAJIbHOTO
BapuaHTa (aMWJIOWOO3 in Situ) M TIPOCTPAHCTBEHHYIO
OTIAJIEHHOCTh JAHHBIX MPOIIECCOB, KOTAa peuyb UIET
0 CUCTEMHOM aMwionao3e. B mocnenHem ciydae Bcerna
coOromaeTcsl MPaBUIO TOCIEIOBATEIBHOCTH COOBITHI
CHHTE3a UCXOIHOro 0esika, HalpuMep B KOCTHOM MO3Te
WA TIEYEHM, MOCTYIUICHUE €ro pacTBOPUMON (hOpMBbI
B IJ1a3My (CUCTEMHBII KPOBOTOK) U JIUIIb 3aT€M — OTJIO-
XeHue (puOpMIT B KOHKpETHBIX opraHax [10, 11].

Hawnboiee yacTo eroyHblit aMUIIONI03 BCTpeYaeTCs
npu AL-, AA- W HacieACTBEHHOM (OOYCIOBICHHBIM
MyTalueil reHa tpaHctupetuHa) ATTR-BapuanTax [7].
B atom cnircke Ha AL-TUI TpUXOAUTCS caMoe 0OJIbILIOoe

KOJWYECTBO ITYJIbMOHOJOTUUYECKUX PACCTPONCTB —
63—80 % [12, 13]. I1o aTOif IpUYMHE 31eCh TpeOyeTcs
onHo mosicHeHue. PaccmarpuBast cuctemMHblit AL-aMu-
JIONI03, HEOOXOMMMO pa3iIndaTh €ro HE TOJBKO KakK
MMEPBUYHYIO (CaMOCTOSATEIbHYIO) (opMy, HO M Kak
COCTOSIHHME, MOIOJIHSIIOIIee TJaBHbIC TJ1a3MOKJICTOYHbIE
MUCKpa3uu (MHOXECTBEHHYI0 Muesomy (MM), MoHO-
KJIOHAJIPHYIO TaMMAaIlaTHI0 HEOIpeleICHHOTO 3Hade-
Hust). MM — 3abosieBaHue, BCTpeUarolleecsl Ha IMopsiIoK
yaie, yeM amuiaounos. K mpumepy, cpenHsisi yactoTa
TPUCYTCTBUS KIMHWYECKU JIEMOHCTPATUBHOTO aMUJIO-
ugoza npu MM cocrasiaser 12—20 %; npumepHO
y 30—35 % GoabHbBIX MM ¢ OTCYTCTBUEM SIBHBIX CHMII-
TOMOB aMUJIOMI03a BO3MOXKHO OOHApY>XUTh aMUJIOWI-
HbIE OTJIOXKEHUST IPU acTIMpallii TTOJKOXHOTO KUPOBO-
TO ¢JIosl, OMOINCUM KOCTHOTO MO3ra, MeYeHU U rmoyvek [ 14,
15]. B To Xe BpeMsl HemaBHUE TMOIBITKUM HEKOTOPBIX
ucciaenoBaTesieil yBa3aTh paszButue AL-amunounmosa
MPEUMYIIECTBEHHO C MUEJOMHOI OO0JIe3HbIO, YBEJIM-
YypBasi TEM CaMBbIM YHCJIO TTOJOOHON accoUMalli IO
57—80 %, BCTpeTWIM apryMEHTHMPOBAHHOE HEIpUSITHE,
U CTaTyC IaHHOUW (OpMbI aMUJIOMAO3a KaK CaMOCTOSI-
TEJILHOM 00JIe3HN ocTaIcd TIpekHUM [ 16, 17].

Yro KacaeTcsT MOHOKJIOHAJIBHOM TaMMaIaTUUd He-
omnpenenerHHoro 3HaueHuss (MGUS), To aTo 3aboneBa-
HUE HEOTHOPOIHO, U B COBPEMEHHOM KJaccubUKaluu
noapasaensiercs Ha 3 KIMHUYECKUX MoATuma. Kaxmabiit
U3 HUX UMEEeT CBOI BO3MOXHBIN crieliu(pUIeCKU TyTh
TpaHchopMaluu, Tae JAullb TUNB He-IgM MGUS
u MGUS ¢ npoaykiiyeit Jerkux 1erei crmocooHbI 3BO-
JouroHupoBath 10 MM- unun AL-amunounosa (cko-
pocTh mporpeccun — okojo 1 % B rom) [18], mpuuem
cpenn manueHToB ¢ MGUS (uckmouas tun MGUS
C CMHTE30M JIETKMX 1IeTieii) BEPOSITHOCTD MOCIEIYIOIIETO
AL-ammitonnosa coctasisieT ipuMepHo 10 % Bcex 3BO-
JIIOLMOHHBIX coObITUiA [ 19, 20].

[IpencraBieHHBIE KIMHUYECKHE COYECTAaHUS —
AL-amunongo3d—muenoma, AL-amunounnoz—MGUS
CBUJIETEJbCTBYIOT O MTAaTOr€HETUYECKOI OOIIIHOCTU ITUX
Tpex 3aboseBaHUil. HampuMep, y HUX TIPHUCYTCTBYIOT
eIUHBIC ITUTOTCHETUYECKIE aHOMAJIMH, KOT/Ia THIIePIM-
rronaus (Haauaue > 46 xpoMocoM) BetpevaeTcst y 50 %
6oabHBIX MM, 30 % — MGUS u B 10—11 % cnydaes
AL-amuiounosza. TecHO cBI3aHHOE C TUIEPIJIOUAUE
SIBJICHUE TPUCOMUU (HE TTapHOe, HO YTPOSHHOE COCTOSI-
HHE XpOMOCOM), CBoiicTBeHHOe MM, oOHapyKuBaeTCs
u npu AL-amunounose [21]. Tpancmokaumsa 11;14
(obmeH cerMeHTOB Mexnay l1-ii u 14-i1 xpomocomamm)
npu MM OGwiBaer pacrpoctpaneHa 10 80 %, a npu
AL-amwmionnose npogeMoHcTpupoBaHa B 30—50 % nipu-
mepoB [22]. TTokazaTenab Harpy3ku Ijaa3MaTU4eCKUMU
KJIETKAMU KOCTHOTO Mo3ra st 60 % GoabHbIX AL-amu-
JIOUI030M HeBeIuK (0K0JI0 7 %), OMHAKO ITOYTU B KaX-
IIOM 5-M cllydae uMeeTcsl pocT 3Toro 3HauyeHus > 20 %,
Kak mpu MM [ 14, 23].

ABnsisick caMOCTOSITENILHBIM 3a00JieBaHueM, AL-amu-
JIOWI03 OIIPeAeNIeH ITOCTPOeHUEeM (hHOPWILI, TIPEUMYIIIe-
CTBEHHO M3 N-KOHIIEBbIX aMMHOKHCJIOTHBIX OCTAaTKOB
BapuabenbHbIX obnacteil jnerkux ueneit (VL) Ig [14].
B oTimume oT GONBINMHCTBA APYTMX OMCKPA3Wil TIa3-
MaTUYECKUX KJIETOK, A-M30THUII cocTaBisieT 75 % amu-
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JIOUIOTEHHBIX JIETKUX Lierei, KoaupyeMbix Ha 60 %
Bcero tpemst V A renamu: 1GLV2-14 (M), IGVL6-57
(AVD) m IGVL3-1 (AIID) [24, 25].

Bropoe MecTo B (hopMHPOBAaHMY JIESTOYHOTO aMUJION -
nmo3a 3aHnMaeT AA-BapuaHT. OTI0XEHUS 31eCh COCTOSIT
B OCHOBHOM U3 CBHIBOPOTOYHOTO aMUJIOUIHOIO Oejka
A (SAA), cuHTe3upyemMoro B hopMe MpealiecTBeHHUKA
TeTaTOIUTaAMU B OTBET Ha TPAHCKPUITLIMOHHEIC CTUMY-
JIBl OT PAa3IUYHBIX MPOBOCIAIUTEIBHBIX ITUTOKUHOB:
MHTEPIEKMHOB-1, -6, (pakTOpa HEKpo3a OITyXOJIM-C.
(1o 3Toii MpUYMHE TIpeXHee Ha3BaHWE CUCTEMHOTO
AA-amMmionnmo3a — BTOPUYHBII aMIIOWIO3, T. €. 3aBU-
CUMBIA OT MHOM XPOHUYECKOW BOCTIUIMTEIILHOW MaTo-
Jjoruu mpoiiecc). Ha ceromHsmrHuil [eHb U3BECTHO IO
KpaitHeit Mepe 5 aljieIbHbIX BApUAHTOB CHIBOPOTOYHOTO
amMujougHoro Oenka A, objagallIUX HEOIMHAKOBOI
aMIWIONIOTeHHOCTRIO. [IpuyeM amMumoumHbie (GUOPMI-
JIbl CO3MAIOTCSI HE TOJBKO M3 HUX, HO BKJIIOYAIOT €Ille
7 CEIBOPOTOYHBII aMUJIOMIHBIN P-KOMIIOHEHT, TermapaH-
cynbdar 1 TIMKO3aMUHOTIMKaH [26].

M3onupoBaHHO JeroyHas TKaHb IPH aMUJIOMI03¢
BOBJIEKAeTCs B MATOJIOTMYECKUIA MPOollecC OYeHb PENKO,
a caM JIETOYHBI aMUJIOUI03 — KaK CHUCTEMHBIH, Tak
W MECTHBIN — CYIIECTBYET B OOHOM M3 3 KIIMHUYECKUX
dopm: muddy3HOIT aTbBEONSIPHO-CENTANIBHONU (OITHO-
CTOPOHHUI WM JOBYCTOPOHHUI TapeHXMMAaTO3HBIN
aMWIOMNII03), Y3J0BOI U TpaxeoOpoHxuaibHOU. Kpome
TOTO, BO3MOXKHO MAaTOJIOTMIECKOE BOBJICUCHHUE eIl 3 M0~
TTOJTHUTEIBbHBIX aHATOMUYECKUX CTPYKTYP — BHYTPH-
IPYAHBIX JUMGbATUUYECKUX Y3JIOB (aMUJIOMIHAs ane-
HOITaTUs), TIJIEBPHl M OYEHb PEAKO — auadparMebl.
AJTBBEOJISIPHO-CEITabHasT (hopMa, IIPH KOTOPOU aMHIIO-
WUIHBIC OTJOXEHUSI COCPEHOTOUYCHBI B MHTEPCTUIINM
(MeXIy COCYTUCTHIM HAOTEIMEM 1 aJIbBEOJIIPHBIM 311~
TeJaueM), Haubosiee TUNUYHa Wit AL-amunonngosa, HO
BO3MOXHA IIpW JIOOOM WHOM CHCTEMHOM BapHaHTe,
HampuMep crapyeckoM 1 HacienctBeHHoM ATTR [27,
28], mpuueM cTapyecKMii TUIT IPOTPECCUBHO MOBHILIAECT
CBOIO 3HAUMMOCTB Ttocsie 80 JieT: 1Mo pe3yabTaTaM aHaJIM-
3a 340 BCKPBITHIT BEISIBIICHBI JIESTOUHBIC COCYINCTHIC VITA
aJbBEOJIIPHO-CENMTaJIbHBIC aMUJIOUIHBIC OTIOXCHUS
y 2 % ymepiux Mosioxe 80 ster, y 10 % — B Bo3pacre OT
80 mo 84 met my 20 % — crapiie 85 et [29].

[maBHBIM clleHapueM Y3JI0BOM (OPMBI CITYXKUT
nokanbHBI AL- mnu AL/AH- (oTioxkeHue M JIETKMX,
U TSDKENbIX Lerneit Ig) amuiionnos, pexxe — CUCTEMHBI
AL, nokanbHblii AA, nokanbHblii ATTR aukoro tumna
(cTapueckuit) u jokanbHbIt AR2M/AL (coBMecTHOE
OTJIOXKEHME [3,-MUKPOIJIOOYIMHA M JICTKMX IHereir Ig).
I[Ipyyem npu y310BOit (opMe OCHOBHBIM OEIKOM-
MPEIIICCTBEHHUKOM BBICTYIaeT He A, a x-W30TuIl Ig,
3mech ero nojst cocrasisier okono 70 %. Tpaxeo-
OPOHXUAIBHBIIT aMUJIOUA03 MMEET IPEUMYIICCTBEHHO
JIoKanbHBIN AL-MexaHu3M (opMUpOBaHUS C BO3MOXK-
HOCTBIO pa3BUTHUSI TakxKe TNpu cucteMHoM AL u AA
tunax [30—33].

M.W.Pitz et al. (2006) Ha OCHOBE JIMTEPATYPHOIrO aHa-
qu3a 195 ciydaeB JIETOYHOTO aMUJIOMIO3a YKa3bIBaloOT,
YTO caMOil yacToit (hOpMOIi CIYKUT MapeHXUMAaTO3HbI
(aTbBEOISIPHO-CETITATIbHBIN ) BAPMAHT; Ha €T0 JOJTIO TIPH-
xomutes 53,8 % cnydaeB. Eciu mpoBoauTcs aHaau3

TOJBKO BapMaHTOB CHCTEMHOTO aMMIJIOMIO3a, TOTIa
perucTpauusi CUTyaluii ¢ adbBEOJSIPHO-CENTaJIbHBIMU
AMWIOMIHBIMU JEIO3UTaMM Bo3pacTaeT 1o 88 % [6].
Hao6opot, B uccnenosanuu E.A.Geusens et al. (1997)
boJsiee pacIpOCTpaHEHHBIM CUYUTAETCS TPAXCOOPOHXM-
aJibHBIN TUII [34].

Takasg pasHUWIIa 3HAYCHUIA TUATHOCTUKN OTIEITBHBIX
TUIIOB 00JIe3HU BMOJIHE O00bsIcCHUMA. Bce 3aBUCUT OT
TOr0, 0 KaKOM KOHKPETHO aMUJIOMIO3€ MICT peyb, —
JIOKaJTbHOM WJIM CHUCTEMHOM; €CJIU TpaxeoOpOHXuasb-
HBIH (KaK ¥ y3JI0BOIT) TUITT BO3MOXEH M TIPY CUCTEMHOM,
W TIPU MECTHOM aMIJIONI03€e, TO TU(PdY3HBII TapeHXM-
MAaTO3HBIII BapMaHT OTJIOXECHMS aMIIOMIHBIX Macc
OYCHb TPYIHO YBS3aTh C JIOKAIBHOM (JIETOYHOM) Tpo-
IYKIUEH aMIWJIOMIOTEHHBIX CYOCTaHIIM. DTOT THIT
TOYTH BCErma OymeT CICACTBUEM CHCTEMHOTO aMWJIOM-
II03a, a Kak IPOSIBIICHUE JIOKAJIbHOM (hOpMBI — pemJaii-
wuM (Berk J.L. et al., 2002). OueHKa TOJBKO ClIy4yaeB
MeCTHOro aMmujionzo3a (126 HaxoooK) JaeT CJeaYIOLIYIO
KapTuHy: 53 % cocraBisieT TpaXxeoOpPOHXUAIbHBIN Ba-
puaHTt, 44 % — y3710BOii 1 Iullb 3 % — MapeHXUMAaTO3-
HbI [12, 31].

TpaxeoOpoHXUATbHBIN aMUJIOWI03, MOAPA3AEssCh
Ha TPOKCUMAaIbHYIO (hOpMy, MOpaXeHHE B CPETHMX
U IUCTAIBHBIX OTIeaX OPOHXMAIBHOTO IepeBa, KIMHM-
YeCcKr HamOoJiee BhIpa3UTE/IeH 1 COITPOBOXKIAETCS CTPU-
JIOPOM, ONBIIIKON (B pe3yJbTaTe OPOHXOOOCTPYKTUBHO-
ro CHHIpPOMA), TOSBICHHEM CBUCTSIIUX XPUIIOB,
KaIllJleM, KPOBOXapKaHbeM, CHIKEHHUEM CKOPOCTHBIX
MokasaTeyieil (PYHKIMKM BHEIIHEro abixaHust [35, 36].
IMpuyeM ¢GYHKIIMOHATBHBIC TECTHI Yalle HapyIIaloTCs
B CHTyallUM OOCTPYKIWH ITPOKCUMAJBHBIX OTIEJIOB,
TOrJa KaK JJOKAJIN3aIlys aMIIOMIHBIX OTJIOKCHMIA B IHC-
TaJIbHBIX YYacTKax peclnupaTOPHOIO TpakTa Malio
BJIMSIET HAa XapaKTepUCTUKU BO3AYyLIHOro Tmortoka [30].
Occudukaumss aMUIOUIHBIX Macc (GOPMUPYET OCTEO-
IUTACTUYECKYI0 TPaxXeOOpPOHXOMATHIO, a OTIEIbHBIN,
T. H. OIyXOJIEBBIII BapMaHT TPaxXeOPOHXUATBLHOIO aMM-
JIONI03a, CIIOCOOEH MMUTUPOBATh OPOHXOTEHHYIO Kap-
uuHomy [28, 37, 38]. Ilpu OOGCTPYKTMBHOM Mpoliecce
C CErMEHTAapHOW WM [TO0JIEBOW TUIMOBEHTUISALIAEN
(aTeeKTa3oM) TIOBBIIIAETCS BEPOSITHOCTH TTOBTOPHBIX
MMHEBMOHUI U (HOPMUPOBAHUST OPOHXOIKTA30B; MOIO-
HUTEILHO BO3MOXHO pa3BUTHE OOCTPYKTUBHOM «KJa-
IMaHHOI» (CerMEHTAapHOI WM IOJIEBOW) THIEPUHDIISI-
uuu [28, 31].

AJIbBEOJISIpHO-CENITAIbHAsT U y3710Bast (popMbl Jie-
TOYHOTO aMWIOWIO3a HaXe IPH OOIIMPHOM pPacIIpo-
CTpaHEHUM y OOJIBINEI YacTU OOJBHBIX MOTYT HE UMETh
KaKuX-JM00 CIeuu(PUIeCKNX IyJIbMOHOJOTUYECKUX
CHMIITOMOB, OOHAPYKMBAsICh CIIyJaifHO IPW PEHTIEHO-
JIOTUIECKOM HWCCIICIOBAaHWN MM Ha ayTtorcun. K mpu-
Mepy, v 64 % Ul ¢ MaCCUBHBIM IAapeHXUMATO3HBIM
BapMaHTOM 0OJIE3HU MOJHOCTBIO OTCYTCTBOBAIN KIMHU-
yeckue npusHaku [39]. OnHako BO3MOXKHbBI pelUIUBU-
PYIOIINIA KallleJIb, KpOBOXapKaHbe, TOBTOPHBIC ITHEBMO-
Hum, onbimka [35, 40]. KpoBoxapkaHbe B CHUTyalluud
JIETOYHOTO aMUJIOMI03a OOBSICHSIETCS CIOHTAHHBIM pac-
CJaMBaHUEM JIETOUYHBIX apTepHil Majoro W CPEIHEro
Kajaubpa, B CTEHKAX KOTOPHIX TIPUCYTCTBYIOT IEITO3UTHI
aMUJIOWIa; KPOME 3TOTO, INMPUYMHON KpOBOXapKaHbs
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MOKET OBITh MH(MAPKT JIETKUX B PE3YJIFTaTe MAaCCUBHOTO
TpoM003a HIUXKHE 10JI0I BEHBI KaK CISACTBUE €€ BHEIII-
Helil KOMITpecCUM aMUIOuaHbIMU Maccamu [40].

HuddysHas anbBeossipHO-ceNTalbHas (MapeHxuma-
TO3HasI) 1 y370Bast (hOPMBI Yallle BCTPEYAIOTCS Y JIMII
crapiie 60 net. B mepBoM ciiyyae, Kak yKe yKaszaHo,
MMEEeT MECTO pacIpoCTpaHEeHHass WHGUWIbTPALIMS alb-
BEOJIIPHBIX TIEPETrOPOIOK, TTapaBa3ajbHBIX U TIEPUOPOH-
XUaNbHBIX 30H. [Ipy HOMYISIpHOM BapuaHTe OOHAPYXU-
BAalOTCSI OIMHOYHBIC WM MHOXECTBEHHBIE Y3EJKU
(aMWJIOMIOMBI) pasauyalolmecs Mo pasmepy (oT Ma-
JIBIX — B HECKOJIbKO MWIIMMETPOB, IO 3HAYUTEIIbHBIX,
TOCTUTAIOMMX 15 cM) u dopMme, ¢ MEIUICHHBIM MHOTO-
JIETHUM XapakTepoM pocta; B 50 % ciyyaeB OHU MOTYT
OBbITH occuduUIIMpoBaHbI [31].

Heo6xomnMo TOHMMATh, YTO ITIATOJIOTHUST JIETKUX
B IIPOTHO3¢ TIpU CUCTEeMHOM AL-aMmionmose TOJBKO
y 1 u3 12 6oNbHBIX TPUOOPETAET JTOMUHUPYIOILIYIO POJIb,
a Kak (akrop TaHaToreHe3a BbICTymnaeT Juiib B 10 %
Takux cutyauuit [39]. D10 00yCIOBIEHO YACTBIM MPU-
CYTCTBHEM IIPH JISTOYHOM TTOPaXKeHUH €IIle U CepAcTHO-
ro amwionno3a. CoriacHO yTBEpPAMBIIEMYCSI MHEHMIO,
JIETOYHBIN aMUJIOUMIO3 SIBJISIETCS BCEroO-HaBCEro Mapke-
pPOM aMWJIOMIHOW MHGMUIBTPAIIMM MHOKAapIa, KOTopas
B YMEPEHHOI M TsoKesoi (opme cBoiictBeHHa 92 %
60abHBIX ¢ AL-opmoii [6, 39]. MHave roBopsi, cepied-
HBI aMWIOMWIIO3 NajleKO He BCerma MOIycKaeT aHajo-
TUIHBIC M3MEHEHHUS B JIETKUX, HO (DaKT TOpaKeHUS
MTOCJICAHUX Y TIONABJISIIONIETO OOJIBIIMHCTBA MTAIlCHTOB
CIYXXUT yKazaHMEM 3a HajJuyue aMUJIOMIHON Kapauo-
Muomnaruu [6].

YacroTa mopaxkeHUs] BHYTPUTPYIHBIX JIUMbaTIIe-
CKHX Y3JI0B TIPM aMIJIOMI03¢ TOYHO HE OIpenesicHa,
MU3BECTHO TOJbKO, YTO OHU BOBJIEKAIOTCS DPEXe, YeM
9KCTpaTOpaKalbHble, U BMECTE C HUMU BCTpPEYalOTCS
B nipeaenax 8 % must cucteMHuoit AL-dopwmer [39]. Tpu
U30JIMPOBAHHOW MEIMACTEHAJIbHOU, MapaTrpaxeaaibHOU
aMWIOMIHON TuMdaneHonaTUU TpedyeTcsl UCKIIUYUTh
JuMmdorpanyieMaro3d U capkounos. IlocienHuii mpu
IJTATETLHOM TEUCHUU CaM MOXKET SIBUTHCSI MICTOUYHUKOM
CHCTEeMHOTO AA-aMWIONI03a M COOTBETCTBYIOIIETO
MOpakeHMSI JIETKUX.

Peakiiusi mieBpbl ¢ peLUAWBUPYIOIIUM BBIITOTOM
MIpY aMUJIOWIO3¢ — SIBIICHUE TIPEUMYIIECCTBEHHO BTO-
PUYHOE U CBS3aHO JIMOO ¢ 3aCTOMHOI CepaeyHON Hemo-
CTaTOYHOCTHIO Ha (POHE COIYTCTBYIOLIEH aMUIOUIHOMN
KapaMOMUOIIaTUH, TU0O0 ¢ HEDPOTUUECKUM CUHIPOMOM
Kak CJIeICTBMEM aMwiougHoil Hedpomatuu. MHorma
0O0IIMpHOE TIOpaXkeHNWE TUICBPHI aMIJIOMIHBIMU Macca-
MM ompenessieT pa3BUTHe XuiioTopakca [39].

AMuonaHass MHPUIbTpauusl auadparMbl BCTpeva-
eTCS OYCHb PEOKO M B TSKEIBIX CIyJasX CYIIECTBEHHO
HapyIlaeT MeXaHWKY IObIxaHus. I1prkum3HeHHas HEWH-
Ba3MBHAsl OlLICHKA TaKMX PACCTPOIMCTB BO3MOXHA IMPU
nuagparmMajibHoii roopockonuu (suiff test) [41].

B cooTBeTcTBUM ¢ KOHKPETHOW (POPMOIi JTIETOUHOTO
aMmIonno3a pu AL-Turie peHTTeHOJIoThYecKasi KapTH-
Ha ObIBaeT MpeACTaBiIeHa OJHUM M3 CICOYIOIIMX Bapu-
aHTOB: MU(dY3HBIM PETUKYIIpHBIM (oKojo 33 %),
PETUKYJIOHOIYISIPHBIM (0KOJI0 23 %) WM HOMYJISIPHBIM.
Kpome TOro, BO3MOXEH H30JIMPOBAHHBIA PEIMINBU-

pYIOIIUNA OJTHOCTOPOHHUW WU JIBYCTOPOHHUIA TIJIEB-
paJibHBI BBIMOT (TpuMepHO y 29 %), yToJlIeHue
mieBpsl (1—3 %) u yBenudeHUe BHYTPUTPYTHBIX JTUM-
(atrueckux y3moB. B ciyuae comyTcTByo11IeTO MOpaxe-
HUS cepAla K 3TUM CUMIITOMaM T00aBJISIIOTCS MPU3HAa-
KM JIETOYHOM BEHO3HOI TUIEPTeH3UN — JIMHEHHbIE TEHU
Kepnu B u «uedanuzanusi» JIEroOUHOT0 pUcyHKa, Koraa
COCYIIbl BEPXHUX OTIEJIOB JIETOYHBIX TOJIell OoJjiee BBI-
paXkeHBI, YeM B 0a3aslbHBIX yyacTkax. [Ipm KoMImboTep-
HOI1 ToMorpacduy BBISBISICTCS YTOJIIEHUE MEXIOIb-
KOBBIX TEperopofok, ajabBeossIpHAs HEMPO3payHOCTbh,
y3€JIKU C CYOTUIeBpabHBIM MpeodafaHueM, TTpU3HaAKKI
JIOKaJIbHOTO W AU GY3HOTO CTEHO3UPOBAHUSI Tpaxeu
U OPOHXUAIBHOI OOCTPYKIINU, TOCTCTEHOTUYECKHUE aTe-
JIEKTa3bl, YTOMIIEHUE CTEHOK JbIXaTeJIbHbIX MyTell ¢ Ha-
JIMYrMeM B WX TPOCBETax Y3/l0B, KaJibLIMHATOB [4, 42].
B oTnepHBIX CUTYalusIX, KOTIa aMIJIOMIO3 JICTKMX OBLT
MMaTOJI0r0aHATOMUYECKUM TMAarHO30M, TIPU XKU3HU PEHT-
reHorpamMma ocTaBajach Ju0O HOpPMalbHOU, JMOO
OTMEYATNCH «HecTienduIecKrue» n3MeHeHus [39].

DHIOCKONMMYECKOEe HCCAeIOBaHNE IT0Ka3aTeIbHO
JIMLIB MIPU TpaxeoOpoHXUanbHOU popme. 3aech OpoHXO-
CKoIMYecKasi KapTUHa COOTBETCTBYET OIHOMY M3 NBYX
TUMOB OTJIOXEHUS aMWIOUA: Y3JI0BOMY (YHU(POKAIBHO-
My) 1 1 Py3HOMY TTOACTUIUCTOMY.

Bo Bcex ciydasgx oKoHYaTeJbHas AUAarHOCTUKA
aMWIouI03a, KOHKPETU3allusl BapyvaHTa JIETOYHON mMa-
TOJOTUM W TUIA aMUJOWUIHOTO Oejika CTPOUTCS Ha
MOpGhOJIOTUYECKOI OIeHKEe. AMUJIOMIHBIN MaTepuas
TPaAULIMOHHO UACHTU(UIIMPYETCS Ha OCHOBE €ro MeTa-
XpOMAaTUYECKUX CBOMCTB C AHUJMHOBBIMU KpacUTE-
JISIMU, B TIEPBYIO Ouepellb KOHTO KpacHBbIM. Takoil or-
THYECKU 3GhGhEeKT O0O0YCIOBICH IMTPOCTPAHCTBEHHOM
OpHUEHTaIe MOJIEKYJl KpacUTesIsI MEXIy aMUJIOUIHbI-
MU (ubpuagamMm co CIHOCOOHOCTBIO MX OTpaxaThb
" Tioryiomarhk cBeT. O0s3aTeIbHBIM YCIOBUEM MCCIIENO-
BaHUS SIBJISICTCS OIICHKA MaTepualia B MOJISIPU30BAaHHOM
CBeTe, TAe aMUJIOUA MPUOOpeTaeT 3eJeHOE CBEUCHUE.
Onnako o MHeHuto A.J. Howie (2010), Takoe Kiaccuye-
CKO€ I0JJ0YHO-3€JIeHOe CBEUEHNE MOXHO YBUNIETH TOJb-
KO B MICaJTbHBIX YCIOBHSIX, B CBSI3M C YeM JIPYTUE XPO-
MaThUJecKue KOMOMHAIIMM, TaKuMe KakK 3eJICHO-XKeNToe,
CHHE-XeJITOe U KpacHO-3eJIeHoe, OYAyT TakKe AUarHo-
CTUYECKU coCTOsITeNIbHBIMU [43]. UMMyHOrMCTOXUMMU-
YyecKoe OKpalllMBaHWE C WCIIOJIb30BAHMEM AaHTUTEI
MPOTUB A, Win %-ueneit Ig, SAA uinm TpaHCTUpPETHHA
MO3BOJISIET OKOHYATEJbHO pa3o0paTbCs B TUIIE aMUJIO-
WJ03a U BBIPA0OTaTh aICKBATHYIO JICUEOHYIO IPOTpaMMYy.

NuddepenimanbHas AMATHOCTUKA JIETOYHOTO aMU-
JIoUa03a C APYTUMU 3a00JIEBAHUSIMU ITPOBOIUTCS C y4e-
TOM OHOH U3 3 KIMHU4YeckuX dhopM. Tak, mpu y310Boi
(opme TpebyeTcst UCKITIOUeHNE B OCHOBHOM TTEPBUYHOMN
WIN METacTaTMIeCKOM HEOoIIa3ui, THATMHU3UPYIOIINX
JIETOYHBIX TpaHyJeM M HHBIX HO30JIOTUI, XOPOIIO
MU3BECTHOTO CITMCKa OYaroBbIX / HOAYJSIPHBIX TOpaxe-
Huii jgerkux. Jduddy3Hblil anbBeossIpHO-CENTATbHBIN
aMUJIOMOO03 TIpeAroNaraeT MCKIIIOUeHUe TyOepKyJesa,
OPOHXO0ATbBEOISIPHON KapUUHOMBI, TpodeccuoHab-
HbIX 3a00J1eBaHUI Y U3MEHEHU JIETKUX MPU KOJTareHO-
3ax, JIEKAPCTBEHHBIX W WMIMOTIATMUECKUX WHTEPCTUIIN-
aJIbHBIX TTHeBMoTNaTUii. TedeHne TpaxeoOpOHXUAIBHOTO
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aMUJIOMI03a MOXKET HAIIOMMHATh KJIMHUYECKYIO KapTu-
Hy OpPOHXMaJIbHOI aCTMBI, I'paHyJieMaTo3a C MOJUaHTY-
WTOM, TpPaxeoOpPOHXMAJBbHOTO MalMIOMaTo3a, OCTEO-
XOHIPOIUTACTHYCCKOI TpaxeomaTuu, IIeHTPaIbHOTO
paka 1 HeMpOIHIOKPUHHOM OIMyX0J OPOHXOB.
Cneuuduyeckass Tepamnusi aMUIOUI03a JIETKUX
BO3MOXHAa B OCHOBHOM TIpM cUCTeMHOM AL-BapuaH-
Te (CUCTEMHbIE IIIOKOKOPTUKOCTEPOUIbI, MesdoiaH).
B ocrajibHOM, KpoMe XUPYPIMUeCKOl KOpPpPEKLIUH,
HCIIOJIb3YETCS CUMITTOMAaTUYEeCKasl Teparusi, HalpaBJieH-
Hasl Ha CHIDKEHUE BBIPAKEHHOCTH IBIXaTeIbHOM U XpO-
HUYECKOM cepleuyHOll HeloCTaTOYHOCTU, OOphOe C MH-
(heKLIMOHHBIMU OPOHXOJIETOUHBIMU OCJIOXKHEHUSIMMU.

Knuruyeckoe HabmodeHue

BonbHoii 1. 74 net rocnranusuposad 26.10.16 ¢ xkanobaMu Ha Malo-
MPOAYKTUBHBIN KallleIb ¢ MOKPOTOi CIM3UCTOrO XapakTepa, OoJiblie
B YTPEHHUE YAaChI, ONBIIIKY CMEIIAaHHOTO THUIA TPU XOABOE, OTEKU
cTomn U JioabikeK. [TallMeHT — TOpoICKOii XKUTeNb, 00pa30BaHUE Cpe/l-
Hee TeXHUYECKOoe, B TeUeHHMEe XM3HU paboTal HaJaIuMuKOM, mpodec-
CHOHAJBHBIX BpeAHOCTe! He oTMeuaeT. He KypuT, ajqkoronem He 3710-
ynotpebssier. O 3a001eBaHUsIX POLUTENEH COOOIIUTL HUYETO HE CMOT
(oTer 1 MaTh yMepJu B Bo3pacte crapiire 60 JeT), ecTb CbiH 42 JIeT, 310~
poB. M3 mepeHeceHHbIX 3a00JIeBaHMii: 1eTCKUe MH(MEKLIMU, B BO3pACTe
11 ner nepenec renatut A, B 20 JIeT — anmneHI3KToMUI0, B 34 roga —
SI3BEHHYIO 0O0JIE3HD XKeNyKa, SHIOCKOMUYECKOe UCCIe0OBaHNE S-T1eT-
Hell TaBHOCTU CBUIETEIbCTBOBATIO O PyOIle Ha TepeHeil CTeHKe aHT-
PaLHOTO OTHeNa. AJUIepTUUecKast peakilysl B BUAe YPTUKAPHOM CHITTN
Ha MueJIMHblIi s11. B aHaMHe3e 3a00eBaHMs — yKazaHUe HAa OHEMEHMe
TaJbIIeB PYK B XOJOTHOE BpeMsl Tola B TEUEHUE TOCIEIHUX 3 JIeT.
CuuraeT cebst 60JbHBIM Ha MPOTSKeHUW 1,5 roma, Korma MosiBUICS
MaJIONIPOIYKTUBHIA KaIlle)Ib, OIBIIIKA, 00JTb B HUKHEH MOJOBUHE TPYII-
HOIl KJIETKM TP TIyOOKOM BIOXE M Kalie, oTeKu Hor. Jleuwmscs
B IyJIbMOHOJIOTMYECKOM OTAEJIEHMHU I10 MOBOIY MpearnoaraeMoil 1By-
CTOPOHHEW MHEBMOHUM C JIOKau3anueit B 0a3aibHbIX oTaenax. B cBs-
31 C OTCYTCTBUEM KJIMHMYECKO-PEHTTEHOJIOIMYEeCKO TUHAMUKU Ha
(oHe 3-HenenbHOro Kypca aHTUMMKPOOHOI Teparnuu HarpasjieH BO
(Tusmarpuueckuii cralmoHap; Iocjae MeCSIYHOTo 00C/ieqOBaHUs
W OTPULIATEJBHBIX PE3YJbTaTOB MUATHOCTHKW MUKOOAKTepUid TPHU
TIOMOIIY TTOJIMMEPA3HON ETTHON peakllud B MOKPOTE U KPOBU JHar-
HO3 TyOepKyJIe3HOTo Mnpolecca UCKIoUYeH. B teyenue 1 mec. (ceH-
Ts10pb 2016) COCTOSIHUE MTOCTEIIEHHO YXYIIIAIOCh: YCUITMJICS Kalllelib,
00/b B HIDXKHMX OTAEax IPYIHOI KJIETKH, CTaja MPOrpeccupoBaTh
OIBIIIKA, TOSIBUJINCH MPUCTYITBI YAYIIbS B HOYHOE BpEeMsl, YBEJIUYM-
JIUCh OTEKU HIDKHUX KOHEYHOCTE.

IIpu nmocTyruieHUU: COCTOSIHUE CpeHE TSKeCTH, O0JbHOI CUANT,
Temmeparypa Teiaa 36,5 °C; pocr — 166 cM, macca Tenma — 63 Kr.
KoxHbIe TOKPOBBI OJieIHbIE, OOBIUHON BIAXKHOCTH, TYProp COXpaHeH,
OTEKM CTOI W HIKHEe# TpeTu rosieHeil. [lepudepuyeckue mumbarude-
CKMeE Y3JIbl He YBEeJMUEHbl, MITKOI KOHCUCTEHIIMU, O0e3001e3HEHHbIE,
He CrastHbl MEXIy cO0O0il M C COeIMHUTEIBHON TKaHblo. MbIIIeuHast
cucTeMa pa3BUTa HOPMAIbHO, 6e300/e3HeHHA, TOHYC COXpaHeH, IBU-
ratejbHasi aKTUBHOCTb He HapylueHa. KpynHble U MeJIKue CyCTaBbl
HOPMAaJTbHOU KOHMUTYpaIu, py aJbnauy 6e3001e3HeHHbIE, TBU-
JKEHUsI B CycTaBax B MOJHOM oObeme. LLluToBunHas xenes3a manbia-
TOPHO He yBeJinueHa. JIpixaHue yepe3 Hoc cBoOoIHOE, (hopma rpynHOi
KJIeTKM UuianHapudeckas. [Ipu mepKyccuu JIerKux oTMedaeTcsl pu-
TYIUIEHUE TIEPKYTOPHOTO 3ByKa B Oa3ajbHBIX OTeNIaX ¢ 00X CTOPOH,
TIPU ayCKYJIbTAIIMK [IbIXaHUE XKECTKOe, B 0a3abHBIX OTHeNTax Ociad-
JIEHHOE, XPUIIOB HET, 1llyMa TPEeHHUs IIeBphl HeT. YacTora abIxareb-
HBIX JIBVIKCHUI B ITOJIOKEHUU CUIsl — 21 B MUHYTY, caTypalus KUCIo-
pomom — 83 %. ToHbl cepalla PUTMUYHBIE, TPUIIYILIEHBI, YaCTOTA
CepICYHBIX COKpameHnit — 76 B MUHYTY. KOpOTKMIT CUCTOMNYECKUIA
IIYM HaIl BEpXyLIKOil. ApTepuaibHOE HaBJieHHEe Ha O0euX pyKax —
110 / 70 MM pT. cT. SI3bIK BJIaXKHBII, YUCTHI, IIOTaHUE CBOOOIHOE.
KWBOT MSTKUit, yMEPEeHHO OOJE3HEHHBI B TPaBOM TOApedepbhe,
nevyeHb He NajbiupyeTcs, pazmepsl o Kypaosy — 10 X 9 x 8 cwm, cene-
3eHKa He TaJbIUpyeTcs, pa3Mep celie3eHKu — 7 X 5 cMm. CumriroMm
TTOKOJIAYMBAHUS OTPULIATETbHBIN ¢ 00EMX CTOPOH, TIOYKU HE MaIbIy-
pylorcs. MouernojioBasi cucrema 6e3 ocobeHHocteii. HeBposoru-
YecKuii cratyc 6e3 04aroBoii U MEHUHTETbHOW CUMITTOMATUKH.

Puc. 1. PenTreHorpamMMa opraHoB rpyIHO# KJeTKU 60bHOro f. (omnu-
CaHKe CM. B TEKCTE)
Figure 1. Chest X-ray of the patient Ya. (see comments in the article)

PentreHorpadus opraHoB TpyaHoOil KiaeTku (puc. 1): rpynHas
KJIeTKa TIpaBUIbHOU (hopmbl. C 06erX CTOPOH, MPEMMYIIECTBEHHO
B CPEIHUX M HWXKHUX JIETOYHBIX TOJISIX OTMEUAIOTCSl TEHU JIMHEMHOTO
XapakTepa 3a cYeT 00OTallleHUsT COCYIMCTOr0 PUCYHKA, B 06a3aTbHBIX
oTaeNIaX 000UX JIETKUX — MHTePCTULIMATbHBIN (hUOPO3, KOPHU JIETKUX
pacuIMpeHbl, 6ecCTPyKTYpHbIE, OOKOBbIE CMHYCHI 3aByaJMpOBaHbl 3a
CYET XUIKOCTU B TUIEBPATbHBIX TIOJIOCTSX, B TIPOSKIIUU TTPABOM MEX-
JIOJIEBOM 1LIEIU — HEOOJIbIIOE KOJIMYECTBO OCYMKOBAHHOM KUAKOCTH,
nuadparma yetko He nuddepeHIIMpyeTcs, Cepllie PacIMpeHo B IoIe-
PEYHUKE, CPEIOCTEHUE HE CMEIIEHO.

PesynbraThl KoMnbioTepHOit ToMorpaduu (KT) opraHoB rpyaHoit
KJIeTKU (puc. 2): B 00eUX TUIEBPAJIbHBIX MOJOCTSIX OMPEAEISIETCS CBO-
0oIHAas KUAKOCTb, OTTPAHMYEHHOE CKOIJIEHME XUIKOCTU TaKXe
BU3YaJTM3UPYETCSI TIO KOCOH IIeJIN TTPaBOTo JIETKOTO, 0a3albHbIC OTIe-
JIbI JIETKMX KOJUIAOMPOBaHbI, C 00EUX CTOPOH OTMEYAIOTCS IIEBPaib-
HbIe HACJIOCHUSI, BO3MYITHOCTD JIETOYHOM MapeHXMUMbI HEOTHOPOIHAS
3a CUET YYaCTKOB YIUIOTHEHUS JIETOYHOM TKAHU MO TUITY «MaTOBOTO
CTEeKJIa», OTMEYAETCS BhIPAXKEHHOE YTOJIIEHUE MEXIOJbKOBBIX Tepe-
TOPOJOK M BHYTPHUIOJBKOBOTO MHTEPCTULIMS, COCYIUCTBI PUCYHOK
YCWJIEH, KOPHM JIETKUX DPACIIMPEHBI, CPEIOCTEHHE CTPYKTYPHO, HE
cMeleHo, Tpaxesi — 6e3 ocobeHHocTeil, Oponxu I—III mopsinka rpo-
XOIUMBI, JUM@aTUYECKUe Y3JIbl CPEIOCTeHUs (TapaTpaxealbHble
u OudypKallMOHHbIE) YBEJIUYEHBI; CEpIlE PACIOJOXEHO OOBIYHO,
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PEe3KO YyBeJIMYEHO B pa3Mepax 3a CUeT pacllMpeHUsl Bcex Kamep, B Mo-
JIOCTH TIepUKap/a orpenessieTcss HeOOoJbIIoe KOTMIeCTBO CBOOOTHOM
SKUIIKOCTH.

DUOGPOOPOHXOCKOITHSI: KaTapadbHbIil OpoHXUT. DYHKIIMS BHEII-
HETo JbIXaHWS: yMepeHHas: OpPOHXUATbHAs OOCTPYKIIUS, PECTPUKTUB-
Hble HapyuieHust III creneHu. DiekTpokapauorpadusi: cUHycoBas
TaXUKap/Iusl, OTKIIOHEHUE JIEKTPUIECKO OCH BIIEBO, CHUKEHUE BOJTb-
Taxa 3yOLIOB B CTAHIAPTHBIX U TPYIHBIX OTBEACHUSIX, HEMOMHAs 6J10-
Kaja mpaBoii HOXKM Tydka I'mca. Dxokapauorpaduieckoe Mccieno-
BaHUE: TOILIMHA MEXKETYI0UYKOBOH Meperopoaku — 1,6 cM; TomnHa
3aHel CTeHKM JieBoro xenyaouka (JIZK) — 1,5 cM; KOHeYHbIit quacTo-
mmueckuit pasmep (KIP) JIZK — 4,0 cm; K/P neBoro npeacepaust —
4,8 x 6,0 cm; KJP mpaBoro xenymouka — 3,6 cm; KIP mpaBoro
npencepoust — 5,8 X 6,7; cBOOOMHAsI CTEHKA MPABOTO KeIymouKa —
0,7 cm; nuddysnas runokunesust JIXK; dpakuunst Beiopoca — 52 %;
KaJILIIMHO3 CTBOPOK A0PTATBHOTO, MUTPAIBHOTO KJIAlaHOB, HEIOCTa-
TOYHOCTb a0PTAJIbHOTO KJIallaHa C peryprutanueit | crernenu, Hemo-
CTaTOYHOCTb MUTpPAJIbHOro kjanaHa ¢ peryprutaumeid Il crenenwu,
HEJ0CTaTOYHOCTh TPUKYCTUAAIBLHOTO KialmaHa C perypruTanuei
I cTerneHu, peCTPUKTUBHBIN TUIT AMAcTOIMYecKoi auchyHkuumn JIZK
(omHoda3HbIii TOTOK E — 33 ¢M / ¢), HEGOJbIIIOE KOJTMYECTBO SKUIKO-
cTi B mepukappe. PeHtreHorpacus Kocteil cBofa ueperna U KOCTeid
Taza: 6e3 MaToJOrMyeckux MU3MEHEHMil. YIbTpa3ByKOBOE MCClIenoBa-
HHe OPIONTHOMW TMOJIOCTU, 3a0PIOIIMHHOTO MPOCTPAHCTBA: MEeYeHb He
yBeIruyeHa (UIMHA TpaBoit monu — 12,2 cM, JneBoit — 6,4 cM), 9X0-
CTPYKTypa TevyeHn auddy3HO HEOMHOPOTHA, XKETYHBIM ITy3bIph —
11,8 X 3,1 cM, CTeHKM — OO 3 MM; MOIKENyIOuHas xejae3a — 2,6 X
1,8 X 2,4 cM, KOHTYpBI YETKME POBHbIE, 3XOTEHHOCTb MOBBIIIEHA, 9X0-
cTpyKTypa muddy3HO HEOMHOPOIHA; Celie3eHKa He yBeJIWueHa; Mmpa-
Basi mouka — 10,9 x 4,2 cm, napeuxuma — 15 mm, JieBast mouka — 10,1 X
4,5 cM, mapeHxuma — 14 MM, KUCTBI CUHYca MPaBOW TIOUYKU; HEOOTb-
110€ KOJIMYECTBO CBOOOAHOM XXUAKOCTH B OPIOIIHON MOJOCTH U MOJIO-
cti Masioro Taza. CTepHaJbHasl MyHKIUS: KOJWYECTBO IIa3MaTude-
cKUX KJIeTOK — 4,3 %. OOuiunii aHaInu3 KpOBH: 3PUTPOLIUTHl — 4,12 X
10" / 11; remorno6uH — 124 r / i; neiikouutsl — 4,8 X 10° / 11; rpaHy-
snountsl — 80,8 %; nmumdountsl — 15,4 %; monouutsl — 3,8 %;
COD — 22 MM / 4. OOLIMIA aHAJIM3 MOYM: LIBET XeaTblii, pH — 4,5;
miaoTHoCcTh — 1,012; 6e710K — OTCYTCTBYET; 3MUTENUATbHbIE KIETKU —
1—2 B moJie 3peHus (. 3.); JEUKOLMTBI — 5 B II. 3.; 3pUTPOLUTHl — 0.
BuoxuMmuyeckue aHaIM3bl KPoBU: o0IIMii 6e1ok — 50,8 T / 1; Guim-
pyoun — 11,1 MmxM / 71; kpeatunu — 59,2 MKM / 51; MOYeBUHA —
7,7 MM / 11; xomectepuH — 5,63 MM / 1; iioko3a — 5,3 MM / J1; acrap-
tataMuHoTpaHc(hepasza — 21,5 Ex / n; anmaHmHamuHOTpaHCche-
paza — 17,4 En / n; Na — 133,5 MM / 1; K — 5,03 MM / 11; BUTaMUH
B, — 848 ir / ma (N 190—663 Hr / MJ1); CBIBOPOTOUHOE XKEJe30 —
11,0 MxM / 71; oOImMii Kanbliuii CBIBOPOTKU KpoBu — 2,51 MM / 1.
DKcnpecc-TecT Ha TpornoHuH | — orpuuarenbHsblit. Tectsl Ha BUY,
RW, HbsAg u AntiHCV — otpunarensHbie. TpoekpaTHBIl aHaIU3
MOKpPOTBI Ha MMKOOAaKTepuu TyOepkysie3a U MHble KUCIOTOYCTONUM-
Bble MUKPOOPTaHU3MbI — OTPULIATEIbHBIN pe3yabTaT. it KOHKpeTH-
3allMM BapuaHTa MOPaXKeHMsI JIETKUX BBIIIOJHEHA IMArHOCTUYeCKast
TOPAKOTOMUSI Y OWOIICHsI JIETOYHOM TKaHW. Pe3yabTaThl TUCTOJIOTH-
yeckoro uccienoBanust (puc. 3): nuddy3HO-0YaroBble OTIOXEHUS
KOHTO-TO3UTUBHBIX aMOP@HBIX MacC B MeXaJbBEOJSIPHBIX Mepero-
poIKax M MepuBACKYISIPHBIX 30HaX. [Ipy MMMyHOTHCTOXUMUYECKOM
OKpAILMBaHUU, BBIMOJIHEHHOM C TIOMOILBIO MAHEIN aHTUTEN MPOTUB

Puc. 2. KomnblotepHasi Tomo-
rpaMMa OpTaHOB TPYIHOI KIETKU
6osibHOTO f. (OnucaHue

CM. B TEKCTe)

Figure 2. Computed tomogram
of the patient Ya. (see comments
in the article)

4 OCHOBHBIX OEJIKOB aMUJIOUIHBIX (DUOPWILI, TTOKa3aHa CUIbHasT Tud-
(y3Hast IMMYHOPEaKTUBHOCTD K JIETKUM IIETISIM UMMYHOTJIOOYJTMHOB
(A-Tum).

B nmambHeiinieM MCITONb30BaHA CUMIITOMAaTHYeCKas Teparmus —
nazonBaH 120 Mr B CyTKW, JieYeHHE CEPIACYHOIl HEIOCTATOYHOCTH
(nHdysus dypocemuaa 40 mr B cytku Ne 17; nuyBep 5 Mr B cyTku Ne 4;
BepormupoH 100 mr B cytku Ne 21; sHanmanpun 2,5 Mr B cytku Ne 21),
renaput 10 teic. En B cytku Ne 10, kucnoponHas tepanus. [Tocie
VIyUYIIEeHUsI COCTOSIHUSI HarpasiieH B KiIMHUKY Hedbpoioruu, BHYT-
peHHUX U NpodeccuoHanbHbIX Ooe3Heil uM. E.M.Tapeesa s npo-
BeleHus crienndudeckoii Tepanuu AL-amuiionaosa.

3akntoueHue

ITo cpaBHEHMIO ¢ IPYTMMU CHUCTEMaMU 4eJIOBEUECKOTO
opraHm3Ma ObIXaTelIbHas CHUCTEMa CYIIECTBEHHO pexke
OKa3bIBA€TCS BOBJIICUEHHON B MATOJOTMYECKUIA MTPOLIECC
npu ammionno3e. CylecTBoBaHUE 3 pa3IMIHBIX U, TT0-
BUINMOMY, B3aUMOMCKITIOYAIOIINX KIMHIIECKUX (GOopM
JIETOYHOTO ammIonno3a (Iuddy3Hoii aTbBEOISIPHO-CEII-
TaJIbHOM, y3JI0BOM M TpaxeoOpOHXUAJIbHOM) OCHOBAHO
Ha crelnduKe MEXaHW3MOB JIOKAJIBHOTO WJIN CHCTEM-
HOTO BapWaHTOB OOJIE3HM W YHWKAJIbHBIX CBOMCTBaX
OemKa-TMpenIiecTBeHHNKa (MM OCIKOB-IIPEIIIICCTBEH-
HUKOB) aMuiouaa. AMUIOUIHYIO TIPUPOIY TOPAKEHUST
JIETKUX BCeTIa HeOOXOOMMO MCKIIIOYaTh, KOTHAa MMEET
MECTO HeTUITMIHOE TeUCHUE OTOCITbHBIX ITYTEBMOHOJIOTH -
YECKHUX HO30JIOTHIA.

e

Puc. 3. I'uctonornyeckoe ucciaeroBaHue TKaHU JETKOro 60bHOro f.:
NETIO3UTHI AMUJIONIA B CTEHKAX KPOBEHOCHBIX COCYIOB U B JIESTOYHOM
HWHTEPCTULIMU

Figure 3. Histological examination of lung tissue of the patient Ya.: amy-
loid deposits in vascular walls and pulmonary interstitium
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