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Cnucok cokpalyeHumn

ANCA/AHLUA — aHTuTena k uMtonnasme Hentpodnnos

AAB — AHLA-accoummpoBaHHbI BaCKynuT

BAP — OpOHXMONoanbBeONAPHLIN pak

BUrl — BEPXHEYENCTHbIE Nasyxu

MA — rpaHynemartos C MofiMaHrmmTom

MBI — UCKYCCTBEHHAs! BEHTUMALNA NIErknx

KT — KOMMbloTEpHasa Tomorpadums

MCKT — MynbTUCIMpPanbHasa KoMnboTepHaa Tomorpadus

OrkK — OpraHbl rpygHOM KNneTku

oPUT — oTAeneHne peaHMMauun n UHTEHCUBHOW Tepanuu

MrH — nNpugaTovHble Nasyxu Hoca

Y3 — yrbTPa3ByKOBOE UCCreaoBaHne

QA — 903MHOMUIIbHBIN rPaHynemMaTos ¢ NOAMaHMNTOM
4

1. BeaeHue

JlyueBasa gnarHoCTMKa NopaXeHuin nerknx Npu rpaHynemarose
¢ nonuadrumtom (I'TA) aBnseTca akTyanbHOW npobrnemon cospe-
MEHHOW paguornorun. HecmoTps Ha ycrnexm COBpeMeHHOW Meanuu-
Hbl, [TIA no-npexxHeMy ocTaeTcsl O4HMM U3 CaMblX TSPKESbIX U NPo-
FTHOCTUYECKN HebnaronpusiTHbIX BapuMaHTOB TEYEHWUS CUCTEMHbIX
BacKynuToB. B nmocnegHue rogbl 0OTMEYaeTCcs OTYETNINMBAsS TEHOEH-
Lms K yBenuyeHuto vncna 6onbHbix [TA, Kak BbIIBNSEMbIX NEpBUY-
HO, Tak 1 ONMTENbHO HabMaaLWmMXcs No noBody Apyrux 3abone-
BaHMI BGpOHXONero4YHonm cuctembl, a MMeHHo XOBJ1, XxpoHuyecknx
O6poHxuToB, Tybepkynesa. CucteMHbIi BapuaHT 1A ocTaeTcs npe-
obnapgatowen doopmor 6onesHn, ogHako Aons JIoKanbHOro BapmaH-
Ta C M30MMPOBAHHbLIM MOPaXXEHNEM BEPXHUX AblXaTenbHbIX NyTen,
OpraHoB 3PEHNA N Cryxa CTaTUCTUYECKN OCTOBEPHO YBENUYNIIAch
3a nocneaHne 10 net [Gaffo A.L., 2010].

B HacTosilee Bpemsi OOCTAaTOYMHO XOPOLUO M3BECTHblI CMEKTP
KITMHUYECKMX MPOSIBIIEHUA U OCHOBHble BapuaHTbl TeveHusa [TIA,
NPUMEHSIOTCA pasnuyHble NabopaTopHble U MHCTPYMEHTarnbHbIe
TeCTbl, O4HAKO B CBA3W C peakon BcTpedaemocTbto [TIA B nonyns-
LMK OmnarHocTtuka nopaxeHun nerkmx npu MA npeacraBnseT 3Ha-
yuTenbHble TPYAHOCTU M NMO-NPEXHEMY OCTAEeTCH akTyaslbHOW Mpo-
Gnemon ny4eBon ANarHOCTUKN U KIMHUYECKON MEeAMLIMHbI.

Mopaxenune nerkux npu IMA otmevaeTtcs y 65-90% OGOnbHbIX,
SIBNSASICb OAHOM M3 OCHOBHbIX NPUYMH CMepPTU. B cBA3N ¢ 3TMM oco-
Oylo akTyanbHOCTb NpMoBpeTaeT CBOEBPEMEHHAS U TOYHAA AMarHo-
CTuKa nopaxeHus nerkmx npu IMA kak npy nepBU4YHOM BbISIBEHWUN,
Tak 1 npu 000CTpeHMM NpoLecca, YTo onpenensieT BbIbop agekBaT-
HOrO fleYeHns, onpeaenss B LenomM nporHo3 3abonesaHus.

Cnepyetr OTMETUTb, YTO MPUMEHEHMUE, HECOMHEHHO, 3ddek-
TMBHOW MMMYHOCYMPECCUBHOW Tepanum MOXET COMpOBOXAATbCHA
BbICOKMM PUCKOM PasBUTUSS UHPEKLIMOHHBIX NMEroYHbIX OCINOXHEe-
HUI, Tpebyowmnx guddepeHunanbHOM GUArHOCTUKN, C NOPaXKeH!-
€M Jerkmx B pamMkax OCHOBHOrO 3aboneBaHusl, 1 KOppeKkLun NpoBo-
JMMOrOo neveHus.



2. HomeHknaTtypa

paHynemartos ¢ nonuaHrumtom (IMA), paHee HOCMBLUMIA Ha-
3BaHMe rpaHynemarto3 BereHepa, — pegkoe cUCTEMHOE ayTOUM-
MyHHOe 3aboneBaHue, OTHOCSLLEeeCH K rpynne BacKynuMToB, acco-
ummpoBaHHbIX ¢ anti-neutrophil cytoplasm antibodies/anTutenamm Kk
umtonnasme Hentpodumnos (ANCA/AHLA). ITIA xapaktepusyetcs
HEKPOTU3UPYIOLLMM PpaHyrneMaTo3HbIM BOCManeHvemM npeumylle-
CTBEHHO BEPXHUX U HWXKHUX AbIXaTENbHbIX MyTEN U MaroMMMyHHbIM
HEKPOTU3NPYIOLLIMM BacKyfMTOM C MOPaXXeHWeM COCYAOB MEFKOro
n cpegHero kanubpa [Jennette J.C. et al., 2013]. MNMomumo TIA, B
rpynny AHLA-accouunnpoBaHHbix Backynutos (AAB) BXogsaT MUKPO-
CKOMUYECKNIA MOFNUAHIUUT U S303NHOMUNBHBIA NOMUaHTUUT C rpaHy-
nemarto3om (cm. Tabn. 1).

Tabnuua 1. HomeHknaTtypa cucteMHbix Backynutos 2012
(adanmuposaHo u3 Jennette J.C. et al., 2013)

BackynuTtbl ¢ nopaxeHuem KpyrnHbIX COCYyA0B:
— apmepuum Takascy;
— eu2aHmoKIemoYyHbIl apmepuum.

BaCKyJ'IVITbI C nopaxeHnem cpeaHunx cocyaon:
- y3eJ'IKOSbIlj rofiuapmepuum,
— 6onesHb Kasacaku.

BackynuTbl ¢ nopaxeHnem Menkmx COCyaoB:

— AHL]A-accoyuuposaHHble 8acKynumai:
MUKpOcKonuyeckmin nonuanrunt (MIA);
rpaHynemato3a ¢ nonuarruntom (IMA) [Berenepal];
3031HOUITbHBIN FpaHynemMaTos ¢ nonvaHrunTom (IMTIA)

[Hapra-Ctpocc];

— UMMYHOKOMIIIEKCHbIE 8aCKynumbl:
aHTn-N'BM GonesHb (Myanacuepa);
KprornobynMHeMnU4eckunii BacKynurT;

IgA-BackynuT (leHox-LLennsanHa);
rMNOKOMMEMEHTEMUYECKMI YPTUKAPHbIN BACKynuT
[aHTN-C1g-BackynuT].

2.1. UIcmopu4eckas cripaska

M3meHeHne Ha3BaHus 3aboneBaHns TpebyeT nosicHeHui. Nep-
BO€ ynomuHaHue ob aTtom 3abonesaHun, No-BUAMMOMY, OTHOCUTCS
k 1897 r., korga McBride onybnvkoBan onmcaHune crniyyas n oto-
rpachmm gecTpykumnmn Hoca y 28-netHero nauuneHTta [McBride, 1897].
Mprpoaa aToro COCTosAHUS, NpUBEKaBLLEero B TO BpeMs BHUMaHue
TOMbKO OTONapuHrosioroB U HassaHHoro B 1921 r. Woods «3nokave-
CTBEHHOW rpaHynemon Hoca», a B 1933 r. Stewart «nporpeccupyto-
LWMM feTanbHbiM FpaHyneMaTo3HbIM U3bsS3BMEHNEM HOCay, OocTa-
Banacb HeusBecTHon [Friedmann I., 1982].

B 10 xe Bpems yxe B 1931 r. Klinger onucan cny4ai cuctem-
HbIX MPOSABMEHWU: NXopagka, CyCTaBHbI CUMHOPOM, 3K3odTarnbM,
rmomMepyrnoHedpuT 1 NopaKeHne nerkux — y nalmeHTa ¢ ceanosua-
Hon gedopmaumen Hoca. Klinger pacueHuBasn 370 COCTOAHME Kak
ocobyto hopMy Y3€erkoBOro nonMapTepumTa, B TO BpeMsi HasblBaB-
werocs ysenkoBbiM nepuaptepumtom [Klinger H., 1931]. Bckope,
B 1939 r., Wegener onybnukoBan coobLleHne 0 Tpex naumeHTax
CO CXOOHBIMMW KITMHUYECKUMU N TUCTONOMMYECKMMY MPOSBIIEHNSIMU,
o4YepTUB xapakTepHbin cumnTomMmokomnsiekc [Wegener F., 1939], u,
HakoHeL, B 1954 r. Goodman and Churg ganv onpegeneHue 6ones-
HW, BbIOENMB Tpragy MopdOfiOrMyecknX U3MEHEHUN: CUCTEMHBbIN
HEKPOTU3UPYIOLLNIA aHTUNT, HEKPOTU3MPYIOLLIee BOCNaneHne gpixa-
TeNbHbIX NyTEN U HEKPOTUIUPYIOLLMIA rOMepynoHedpuT — 1 npea-
NoXunu HasBaHwe «rpaHynemarto3 BereHepay», onuternbHoe Bpe-
Ms aBnsBLieecs obwenpuHatbiM [Godman C.C., Churg J., 1954].
OpgHako B 2011 1. MexxayHapodHble peBmaTonormyeckne n Hedpo-
nornyeckme coobllecTBa pekoOMeHZOoBanu MOCTENEHHO OTKasaTb-
Cs OT TPagULMOHHOIO HaMMEHOBaHUS «rpaHynemaTto3 BereHepa»
B MOMb3y onucaTternbHOW HOMEHKNaTypbl, NPUBEOEHHON Bbille, U
BBENN HanmeHoBaHue TIA. AHanorn4yHseIM obpasom cnuHapom Yap-
ra-CTpocc nonyymn HasBaHue — 303MHOMWUIbHbLIN rpaHyrneMaTos ¢
nonunaHrumtom [Falk R.J. et al., 2011].



3. dTnonorma n naTtoreHes

Atmnonorma NMA ocTaetcsa A0 KOHUA He BbIACHEHHOW, OAHAaKO
nofnararoT, YTO TPUITEPHLIMU MEXaHM3MaMKn Y FreHeTUYeckn npea-
pacnofnoXeHHbIX MHAMBMAYYMOB SIBNSAOTCH HEKOTOPblE UHEKLMM
1 drakTopbl BO3AENCTBUS BHELUHEWN cpefbl, OnNncaHa Takke BbICO-
Kasi yacToTa NeKapCTBEHHbIX U MULLEBLIX arnepruyecknx peakumi
cpean nauueHToB c [TIA. BepodaTHo, psa MHMEKUMA, Takux Kak
napsoBupyc B19 1 30M0TUCTLIN CTadhUITOKOKK, TakKe HEeKOoTopble
rpaMmm-oTpuLaTenbHble GakTeprn OTBETCTBEHHbI 3a NEPBUYHYIO aH-
TUreHHyto ctumynauumio. A moxeT HabnogaTeCa B BUOAE CEMEN-
HbIX cny4yaeB (y 6paTbeB 1 cectep), UMEKTCA COObLLEHMST O BbICO-
Kon yvactote HekoTopblx HLA aHTureHos (B2, B8, DR1, DR2 and
DgW?7) npu atom 3abonesaHun. Cpegun npounx akTopoB NpuaHa-
Ha porb NPOdEeCCHMOHaNbHbIX BPeOHOCTEN (CENbCKOXO3SIMCTBEHHbIE
paboTbl, KOHTAKT C PACTBOPUTENSAMMU N KPEMHUEM) N NMPOXMBAHNE B
CEBEpPHbIX PErMoHax; oTMeYatoT Takke pocT 3abonesaemocTtu [TIA
B oceHHe-3uMHunin nepuog [Cuadrado M.J. et al., 1994; Finkel T.H.
et al.,, 1994; Niccari S. et al., 1994; Stegeman C.A. et al., 1994;
Pendergraft W.F. et al., 2004; Kain R. et al., 2008; Hay E.M. et al.,
1991; Papiha S.S. et al., 1992].

OOpasoBaHne rpaHynem u pasBuMTUE BacKynuTa, BEPOSATHO,
onpegensaTcs pasnuYHbIMU MexaHuaMamun. BaxHyto ponb urpaet
KaK KITeTOYHbIN, TaK U rymoparnbHbii UMMYHUTET, Npuyem obpasoBa-
HUe rpaHyrnem paccMaTpuBaEeTCs KaK KIEeTOYHO OMOCpPedOBaHHbIN
npoLecc, BO3HMKAILWNIA Ha paHHUX CTaamsax 3abonesaHus. Backy-
AT C NOpaXeHMEeM NPENUMYLLIECTBEHHO MENKMX COCYyQOB HOCUT Tak
Ha3blBaeMbI MaNIOMMMYHHbIN (NayLMUMMYHHbIN) Xapaktep — Tep-
MWUH OTpa)kaeT OTCYTCTBME OTIOKEHUS MMMYHHbIX KOMMSIEKCOB B
CTeHkax cocynoB. BeisiBneHne AHLA y 6onbLUMHCTBA NaLMEHTOB C
IMIA cBMAOeTeNbCTBYET O BaXXHOW POfv ryMoparibHOro 3BeHa MMMy-
HUTETa B NATOreHe3e BacKynura.

MatoreHeTudeckoe 3HadeHne AHLIA, koTopble Gbinn BnepBble
oTKpbITbl B 1982 1. [Davies D.J. et al., 1982], a Takke TapreTHble
aHTUreHbl U accouumpoBaHHble ¢ npucytcTBnem AHLA knnHm-
KO-MOpOnormyeckne CMHOPOMbI LUMPOKO M3y4arTca OO HacTos-
wero BpemeHu. bbino nokasaHo, 4to AHLLA BbI3bIBalOT akTMBaLMIO
CEHCMOMNM3NPOBaHHBLIX HENTPOMUNOB, B pesynbrate yero obpa-
3YIOTCS aKTUBHblE QOPMbI KMCIOpPOAa M BbICBODOXOAKTCA INTU-
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yeckue umuTonnasmarmyeckme epmeHTbl, B TOM 4ucne anacrasa
N NpoTenHasa 3, KOTOpble B CBOK O4yepeb Bbi3blBalOT TKAaHEBOE
nospexgeHue. Kpome Toro, AHLIA cnoco6CTBYHOT akTUBaLUmM 3HO0-
TenunanbHbIX KNETOK, YTO B COBOKYMHOCTU U MPUBOAUT K PasBUTUIO
HekpoTuanpytoulero sackynuta [Kallenberg C.G.M., 2008; Falk R.J.
et al., 1990; Xiao H. et al., 2005]. B 10 Xe BpeMsi cTano o4eBMAHO,
4YTO POPMUPOBAHME BACKyNNUTa HE MOXET BbITb OOBACHEHO TOMBKO
NUWb 3a cyeT naToreHHoro BosgencTemsa AHLIA — nonaratot, 4TO B
natoreHes BoBrieYyeHbl kak camn AHLIA, Tak n HenTpodumnbl, Bu T
numdounTsl, a Takke cuctema komnnemeHTa [Millet A. et al., 2013;
Cartin-Ceba R. et al., 2012; Kallenberg C.G.M., 2010].

B HacTosilee BpeMsi yCTaHOBMEHO, 4To ¥ 85-90% 6onbHbIX
B CbIBOPOTKE KPOBM BLISBMAKTCS «krnaccuyeckme» AHLIA k aBym
OCHOBHbIM aHTUreHHbIM MULLEeHAM — proteinase 3/npoTenHase 3
(PR3/TP3) n myeloperoxidase/mnenonepokcugase (MPO/MIIO)
[Jennete J.C., Falk R.J., 1997; Savige J. et al., 2005] (tabn. 2).

Tabnuua 2. CnekTp 1 YacToTa BbISBNEHNUS] aHTUTEN K LMTonnasme
HenTpodunos npu AHLIA-accounMnpoBaHHbIX BacKynmTax
(adanmuposaHo u3 Jennete J.C., Falk R.J., 1997)

Yactota BbigBneHms AHLIA B %
MP3-AHLIA MAO-AHLA | e “"‘fﬁ&"}:ec"”x»
rmA 70 25 5
MMA 40 50 10
ucc 10 60 30

OtcyTcTBME «knaccmyecknx» AHLIA He npoTnBopeYunT amarHo-
3y NPUW HANMYUKU KNUHUYECKMX 1 Mopdbonornyecknx npuaHakos A,
y Takmx naumeHTOB MOTYT BbISIBNSATLCS TaK HasblBaeMble «aTuUnmy-
Hble» AHLIA: k nu3ocomanbHOMy MemBpaHHOMY Gernky, KaTencuHy
G, naktodeppuHy, anactase, nnasmumHoreHy. Kpome Toro, cyuie-
CTByeT HebonbLIOoN NpoueHT naumeHToB ¢ AHLIA-HeraTtuBHbIMMK
tdopmamn AHLIA-accoummpoBaHHbIX BacKynmToB, B TOM 4ucne u
I'TIA [Schonermarck U. et al., 2001; Falk R.J., Jennette J.C., 2010].



4. Anngemumonorusa

3aboneBaemocTb IMIA 0O HaACTOSLLErO0 BPEMEHU TOYHO He
YCTaHOBIEHA, MO MMEKLMMCA OaHHbIM OHa OLEHMBAETCs Kak
8—10 cnyyaeB Ha 1 MUINMOH HacerneHusl, 3aboneBaHne BCTpeyaeT-
cs 'y npepcraBsuTenen nobbix pac N aTHUYecCKux rpynn, Ho Ao 90%
BCEX CMy4aeB NPUXOAMTCS Ha NIL, CEBEPOEBPONENCKOro MPONCXOX-
AeHns. COOTHOLLEHNE MYXXUMH U XKEHLLMH OLEHUBALOT, MO pasnmy-
HbIM gaHHbIM, Kak 1,5:1 unu 1:1, Bodpact gebrota IMA MOXET ObITb
nobbIM, B TOM 4ncre MoryT 6oneTb OeTU U MOAPOCTKU, OOgHAaKO
Hanbonee yacTto 3aboneBaHne OeBTUMPYET B CPeaAHEM U MOXMU-
nom Bo3spacTte [Ntatsaki E. et al., 2010; Gajic-Veljic M. et al., 2013;
Watts R.A. et al., 2001].

5. KnuHu4yeckune nposiBneHus

CuctemHble nposiBneHuns [MA MHOroobpasHbl U OTAMYaTCA Mo
xapakTtepy u yactote ot gpyrux AAB. NomMUMO nopaxeHnst BEpPXHUX
N HWXXHUX OblXaTenbHbIX NyTen, Hanbornee xapakTepHbl NOpaXKeHUs
Nnoyek, KOCTHO-MbILLEYHOW CUCTEMbI, HEPBHOW CUCTEMbI U XXeNyao4-
Ho-KuLeyHoro TpakTa [Jennete J.C., Falk R.J., 1997] (cm. Tabn. 3).

Tabnuua 3. BoBrneveHne opraHoB 1 CUCTEM
npuv AHLIA-accoummpoBaHHbIX BacKynmntax
(adanmuposaHo u3 Jennete J.C., Falk R.J., 1997)

YacToTta BoBrneveHns B %
OpraH/cuctema
rMmA MMA OrmA
Ilerkve 90 50 70
JIOP-opraHbl 920 35 50
Mouykmn 80 90 45
KocTHO-MbILLEeYHasa cuctema 60 60 50
HepBHasg cuctema 50 30 70
Kenyao4HO-KMLWEYHbIN TPaKT 50 50 50
Koxa 40 40 60
10

KnuHnyeckass xapakTepucTvMka OpraHHbIX MopaXKeHun npu
I'TIA npeactaeneHa B cBogHon Tabnuue 4 [Fauci A.S. et al., 1983;
Manganelli P. et al., 2006; Hoffman G.S. et al., 1992; Holle J.U.,
Gross W.L., 2011; Florian A. et al., 2011; Samarkos M. et al., 2005].

Tabnuua 4. BapnaHTbl nopaxeHus
pasnuyHbIX OpraHoB 1 cuctem npu MA

OpraH/cuctema CumnTomarmka

Jlerkne JleroyHble nHdunsTpaThl

Kawenb

KpoBoxapkaHbe

OdnckomdopT B rpygHOM KneTtke

Opbiwka

JleroyHble kpoBOTEHEHUS

ATenekTasbl

[MpuTynneHve NerovyHoro 3Byka npu nepkyccum

OcnabneHune gbixaHus, Xpunbl Npu
ayckynsrauum

JIOP-opraHbl CuHycut

PuHnt

HocoBble KpoBOTEYEHMS
CepnoBugHasa gedopmauus Hoca
CeposHbIin OTUT

CHwmxeHune cnyxa

lMoacknagoYHbI CTEHO3 rOpTaHu
CT1eHo3 Tpaxeu

«KnyGHUYHas» rmnepnnasus geceH

Moukn [MpoTeunHypus, remaTypusi, apuTpoumTapHble
UMNMHAPbI

lMoveyHas HegOCTaTOMHOCTb

ManovMMyHHbIN 04aroBbI U CErMeHTapHbIN
HEKPOTU3NPYIOLLNIA rIoMepynoHedpuT

ManovMMyHHBIN 3KCTpakanunnspHbIN
(6biCTpONpPOrpeccmpytoLLmin)

rnomepyrnoHedput
KocTHO-MbIWweYHasa | ApTpanrn
cuctema ApTpuThI
Mwnanrum
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HepBHaga cuctema

MHoXeCTBEHHbIE MOHOHEBPUTHI
CeHcoMOTOpHasi NonNuHenponaTns
[Mapesbl YepenHO-MO3roBbIX HEPBOB
LlepebpoBackynut
IpaHynembl opbuThl, 3pUTENbLHBIX HEPBOB,
TBEPAOW MO3roBov 000Mo4KM,

rOfIOBHOIO MO3ra

Kenyno4Ho-
KALLEYHbIN TpaKT

OHTepoKonuT
A3Bbl, Nnepdopaumm KuwevHKa

Koxa

Manbnupyemas nypnypa

A3BbI KOXK

[MeTexunn, BE3WKyMbl, NYCTYnbl,
remopparmyeckune Gynnbl

CetyaToe nueeno

Hekposbl dhanaHr, nogHorTeBble remopparum

A3Bbl reHnTanun

Mma3sa

KOHBIOHKTUBUT

Anuckneput

YBeut

BackynuT 3putensHoro Hepea
OKKNto3uns apTepuin cetyaTkum
OKKnMo31s CresHbIX NPOTOKOB
Ok3odTanbm

Cepaue

Mepukapant

BackynuT KkopoHapHbIX apTepuit

Mwokapgut

OHpokapanT

[paHynembl ¢ BOBeYeHEM NPOBOASLLEN
CUCTEMBI

3abplolnHHas
KnetyaTka

PeTponepuTtoHeanbHbIn hnbpos

KOHCTVITyLI,VIOHaJ'Ib-
Hbl€ CUMMNTOMbI

JInxopagka
HouHble noThl
CnabocTtb
CoHnmBoCTb
MoTepsa annetuTa
CHmXeHne Beca
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JlaBopaTopHbie AHLIA

Npu3Hakm HopmoxpomHas aHemust

HenTpodunbHbIM NENKOLMTO3

TpombouunTtos

MoBbiweHue yposHst CPB, yckopenne COJ
MoBbiweHne TuTpa PP

Mwukporematypusi, NpoTENHYpUS

MoBbILLEHNE YPOBHS KpeaTUHMHA U MOYEBUHbI

HekoTopble HabntogaBIMeCs HaMu BapwaHTbl MOpPaXkeHust
JIOP-opraHoB, a3 u KoXu npu rpaHynemato3HOM MonuaHrumiTe
npeacTasneHbl Ha pucyHkax 1-6.

MO KNWHWYECKOMY TeYeHMIO BbIAENAT OBe (OopMbl Teye-
Hua [TIA — orpaHM4eHHYyO W reHepanusoBaHHyto [Wegener's
Granulomatosis Etanercept Trial (WGET) Research Group, 2003].
OrpaHunyeHHas hopma amarHocTupyeTcs B Tex crydasix, Koraa 3a-
boneBaHve yooBneTBOPSIET KrnaccudukaumoHHbiM Kputepuam ACR,
HO OTCYTCTBYIOT XM3HEYrpoXatoLme opraHHble NopaXKeHus:

— HET 3pUTPOLUTAPHbIX LNIMHAPOB B MOYE;

— Npu HanuMuum rematypun (6e3 apuTpoLMTapHbIX LUIMHAPOB)
YPOBEHb CbIBOPOTOYHOIO KpeaTuHunHa < 1,4 mr/gn (MKMonbs/n) u He
npeBbILLaeT UCXOAHbIA YPOBEHb Y AAaHHOro nauueHTa donee, yem
Ha 25%;

— NopaxeHue Nerknx ABnseTca orpaHUYeHHbIM, NapymnanbHoe
AaBreHne K1ucrnopoaa npu BapixaHnum kKomHatHoro sosayxa (PO )
> 70 mm Hg nnu catypaums kmcrnopoga npv BabIXaHUM KOMHaTHOro
BO3/lyxa Mo nynbc-okcnmeTpy 6onee 92%; neroyHoe KpoBOoTEYEHME
MOXET paccMaTpuBaTbCs Kak orpaHnyeHHasa oopma, ecnv HeT npu-
3HAKOB MPOrpeccupoBaHns npoLecca (ecnv Takme NpusHakm ume-
IOTCA — NIero4Hoe KpOBOTEYEHME pacCMaTpuBaETCs Kak reHepanu-
30BaHHasi opma);

— HeT Npu3HakoB nopaxeHus apyrux opraHos (XKKT, rmas, LHC,
Mo4yek), KOTOpble MOTYT YrpoXaTb XU3HU NauMeHTa.

Bce cny4vau, He nognagatoLwme nod onpeaerneHne orpaHnyeH-
HOW (bopMbl, paccMaTpUBAIOTCS Kak reHepanu3oBaHHas dopma.
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Puc. 1. CednosudHas
Oeghopmauusi Hoca

Puc. 4. Spumema Koxu

Puc. 5. lNypnypa

Puc. 2. 'paHynema opbumai

Puc. 3. Bnucknepum Puc. 6. A3ebil Koxu

14 15



6. lnarHos

HOwarHo3s IMIA npeacTtaBnsieT onpeaeneHHyo TpyaHOCTb B CBA-
31 CO 3HAYUTENbHBbIM Pa3HOObPa3nMeEM KITMHUYECKUX NMPOSBNEHUI U
MO3TOMY YaCTO CTaBUTCH C 3ano3gaHneM.

[MepBOHaYanbHbIe KPUTEPUM BKIKOYAnM rpaHyremMaTo3Hoe nopa-
XXEHNE BEPXHUX U HWXKHUX OblXaTeNbHbIX NyTEN, rMoMepynoHedpuT
N pasnuyHble NposiBreHnsa cuctemHoro Backynuta [Godman C.C.,
Churg J., 1954]. Ipyrasa gnarHoctuyeckas cxema, obo3HayaBLLas-
cs abbpesuatypor ELK/YII (Ear; Lung; Kidney/Yxo-ropno-Hoc u
BEpPXHMe ObixatenbHble nyTn; Jlerkune; MNMoukn), Obina npeanoxeHa
nnwb cnycta 20 net [DeRemee R.A. et al., 1976]. B ganbHenwem
Oblna npegnpuHATa NONbITKA YCOBEPLUEHCTBOBATb AMarHoCTuYe-
CKUe KpUTEpUW: AMarHo3 npegnaranock yCcTaHaBNMBaTth Npu Hanu-
YW Y MauueHTa KINMHUYECKMX NMPU3HAKOB MOPaXeHUs He MeHee,
4YeM Tpex OpraHoB (BepXHWE ObIXaTerbHble MyTH, NIETKME M MOYKK),
Npv NOATBEPXKAEHUN ITUX MOPAXEHUIN AaHHbIMKU Buoncun xoTsi Bbl
O[HOrO, a XenaTtenbHo AByx opraHos [Fauci A.S. et al., 1983].

B 1990 r. American College of Rheumatology/AmepukaHckas
konnerunsa pesmaronoros (ACR/AKP) paspaboTtana knaccudukaum-
OHHble kpuTepum IMA, NnpegHasHaYeHHble NS BKIIOYEHNS NaLneH-
TOB B KIIMHUYECKME nccrnegoBaHusa (Tabn. 5). ABTOpbl NOCTYNMPO-
Banu, YTO NpW HanuMyuM y naumeHTa 2 u3 atux 4 KputepmeB MOXeT
ObITb ycTaHoBNeH AmarHo3 [TIA, 4yBCTBMTEMbLHOCTL COCTaBMSET
88,2%, cneundumyHocTb — 92% [Leavitt R.Y. et al., 1990].

Tabnuua 5. KnaccndmkaumoHHble kputepum IMA
(ad0anmuposaHo u3 Leavitt R.Y. et al., 1990)

BocnanutenbHble 3MEHEHUA NOMNOCTU HOoca unu pta — bones-
HEeHHble 1N 6e360ne3HeHHbIE A3Bbl, THOMHbIE UITM KPOBSHUCTbIE Bbli-
JeneHnsa n3 Hoca.

PeHTreHonornyeckne u3MeHeHus opraHoB pr,D,HOVI KINEeTkn -—
Y3€EJIKH, VIH(bVIJ'IpraTbI Mnn noryioCTn Ha peHTreHorpammax prnHOVI
KINEeTKN.

N3meHeHns ocagka Moun — Mukporematypust (> 5 apuTpoumToB B
rnosie 3peHust) Unu apUTPOLMTapHbIe LUUHAPSI.
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lpaHynemaTo3HOe BocnarneHwe npu buoncun — rpaHyrnemaTos-
HOe BOCnaneHue CTEHOK apTepumn unu apTtepuon, nubo nepusacky-
NSIPHOW MIM 3KCTpaBacKynspHown obnacTtu.

Cnepnyet OTMETUTb, YTO 3TN KpUTEepuKn BbINK paspaboTaHsbl Ao
BHeOpeHUs B NOBCEQHEBHYO NpakTuky nccnegosaHum AHLIA B Cbli-
BOPOTKE KPOBM M HE MOTYT B HACTOsILLiee BpeMs paccMaTpuBaTbCs
Kak AnarHocTnyeckue.

lMocne WMpoKoro BHeAPEHWS B KITMHUYECKYHO MPaKTUKY Uccrie-
posaHmn AHLA knaccudurkaumoHHas cuctema YIIM 6eina gonon-
HeHa XapakTepHbIMU MMCTONOrMYECKUMM OAHHBIMU U NONOXUTESb-
HbIMK TecTamm Ha AHLIA, nockonbky 6bifo BbISICHEHO, YTO MOBbI-
weHHble TuTpbl AHLA, ocobeHHo aHTu-INP3, 3Haunmo accoummpo-
BaHbl ¢ [TIA n obnagatloT BbICOKON YyBCTBUTENBHOCTLIO U Cneum-
¢uyHocTbio [DeRemee R.A., 1993; Van der Woude F.J. et al., 1985;
Venning M.C. et al., 1990; Savige J.A. et al., 1990].

C y4yeToM BbICOKOW 4acCTOTbl MOPaKEHUA NOYEK U BKIHOYEHUS
noYeYHbIX MPOSIBIIEHNI BO BCE AMArHOCTUYECKME cucTembl Guoncums
MOYKN ABMNSAETCA «30M0TbIM CTAHAAPTOM» AWAarHOCTUKU. JTO OCO-
OEHHO BaXXHO B Tex Crny4vasx, Korga npv HanMyum xapakTepHom
KnnHunyeckon cumntomatukmn AHLIA B CbIBOpOTKE KpOBU HE BbisiB-
nawTea. Knaccuyeckue mopgponorudeckme npusHakm AHLA-acco-
LMMPOBAHHOIO roMepyroHedpuTa BKAOYAKT CErMEHTapHbIN du-
OpUMHONOHBIA HEKPO3 U KNyDOOYKOBLIE MOMYNYHUS NpU OTCYTCTBUM
MMMYHOKOMMIEKCHbIX Aeno3nToB (ManoMMMYHHbIA FIOMEepYyro-
HedpuT). B 3aBMCMMOCTM OT COOTHOLUEHUSA HOPMAaribHbIX KIy-
GOYKOB, KITETOYHbIX MOMYNYHUIA U CKNEPO3MPOBAHHbIX KIyOO4KOB
B HacTosiLlee BpeMs BbIOENSAIOT YeTbipe Kracca rmoMepyrnoHed-
puTa: o4aroBbli, NOMYMYHHbIA, CMELUaHHbIN N CKNepo3npyroLL i
[Berden A.E. et al., 2010; Jha V., 2010; Nachman P.H. et al., 2008].

HekoTopble Habnogaslumecs HamuM Mopdornormyeckme Bapu-
aHTbI NOPaXXeHUs NOYeK Npu rpaHynemaTose C NofiMaHrMmMTom npea-
cTaBreHbl Ha pucyHkax 7—10.
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Puc. 8. KnemoyHoe nonyrnyHue, 3aHUMarouiee
bornbwyto Yyacmse rpocmpaHcmaea Kriyboyka
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Puc. 9. ®ubpo3sHo-knemoyHoe nosnynyHue, 3aHUMaKuee
6orbLyr Yyacme npocmpaHcmea Kiy6oyka

Puc. 10. MNonHocmbio hubpo3uposaHHbIli KiTybo4yek
u cocedcmayowuli ¢ HUM HeU3MEeHEHHbIU Ki1ybo4ek
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7. narHocTnKa nopaxeHns1 nerkmx

OCHOBHbIMM MeTO4aMW ONArHOCTUKN NOPaXeHUs Nerkmx Aens-
I0TCS peHTreHonormyeckoe uccrnegoBaHve U MynbsTUCTIMpanbHas
komnbtoTepHasi Tomorpacust (MCKT) opraHoB rpyaHON KNeTKu.

LLinpokoe npumeHeHne B NyribMOHONOMMYECKOW MpakTuke Tpa-
OVLUMOHHOW peHTreHorpadumn Kak 3pgekTMBHOro M AOCTYMNHOrO
MEeTO4a BbISABNEHNS MAaTONOrM4YecKMX U3MEHEHUIN B NErkMx umeet
OrpaHN4yeHns B TOMHOM YCTaHOBIIEHUN ayTOUMMYHHOTO MOopaXKeHUs
nerkmx npu IMA 1 anddepeHumaumm nx ¢ BTOPUYHLIMU NHAEK-
LMOHHBIMU OCIOXHEHUAMW, BO3HUKAIOLWMMN B pamMKax OCHOBHOIMO
3aboneBaHua. Mcnonb3oBaHne MCKT B KAMHW4YECKOW npakTuke,
obnagarowen No CpaBHEHUIO C peHTreHorpaduent BbICOKUM KOH-
TpacTHbIM paspeLlleHneM 1 OTCYTCTBMEM CYMMAaLMOHHOIO addek-
Ta, NO3BOMUSIO CYLLLECTBEHHO PACLUMPUTL BO3MOXHOCTU BbISBIIEHUS
W3MEHEHWNIN B JIEFOYHOW TKaHW.

B nerkvux onpenenstoTcs MHUNLTPAThl, HE UMEKLLIME YETKUX
rpaHunL, ynnoTHEHWE NEroYHOM TKaHU No TUMY «MaTOBOro CTeknay.
Y4acTku KOHcoNMaaumm NerovyHor TKaHu MOryT noasepraTtbecs Ae-
CTPyKUUM ¢ 06paszoBaHMEM MOMOCTEN, YTO MOXET NMPUBECTU K KPO-
BOXapkaHbi W FEro4yHOMy KpoBoTeveHuto. WHdpunstpatel MoryTt
YyBENMUUBATBLCS Y YMEHbLIATbCH B pa3mepax, pasnmyartbcs no nroT-
HOCTU, chopme U T.4.

PaznnyatoT 3 BapraHTa MHUNETPaTOB:

— [ABYCTOPOHHWE, pacnpocTpaHeHHble, HU3KOW MAOTHOCTU (Xa-
pakTepHble AN anbBEONAPHOrO KPOBOTEHEHUS);

— OrpaHMYeHHbIE HU3KOWM NMOTHOCTU; NPU KOHTPOJbHBLIX UCCIe-
O0BaHWSX B UHAMUKKE MOTYT pa3peLuaTbes, YNNOTHATLCA (nporpec-
cMpoBaTb), MpuobpeTaTb CIIMBHON XapakTep;

— OrpaHu4YyeHHble BbICOKOW MIOTHOCTMW.

MOMMMO WHPUNLTPATOB, B NErkMx ONpeaensdlTcs Merkue
ouyarn pasmepom o1 0,3 go 10 cm (KapTuHa NEeroyHon guccemMmHa-
LK), 3a4acTylo B HUX MMEETCs MNonocTb pacnaga. Kak npasuno,
nopaxatotcs oba nerkux. Pasmepbl o4aroB M UX KOMMYECTBO, Ha-
nun4yme NonocTu pacnaga AoctoBepHo onpegenstoTcs Ha MCKT op-
raHoB rpygHomn nonoctu. MNMogobHble oGpa3oBaHMs BCTpeyarTcs Y
69-90% naumeHTOB, NpKn aTtom nonoctn — y 43—-48% [Cordier J.F.,
1990], yacTto TpakTylTCcsa Kak Tybepkyne3 nnbo metacTtaTtnyeckoe
nopaxxeHmne nerkux.
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B anarHocTtuke 6onbluoe 3HavyeHne nmeet pesynesrat éuoncun,
HO ee ah(PEKTUBHOCTb CHIKaETCS NPU B3ATUM Ha UCcneoBaHme He
NOBPEXAEHHbIX Y4aCTKOB NleroyHon Tkanuu [[peid B.M., 2014].

Taknm obpasom, pellaroLlee 3Ha4eHe MMELOT CBoeBPeMeHHas
anarHoctnka n nedverHue TIA, kKoTopble HaueneHbl Ha npegynpe-
XaeHve HeobpaTUMbIX U3MEHEHUI B opraHax. B npakTtnyeckon pa-
6oTe umerTCst TPYAHOCTU B AMArHOCTMKE CUCTEMHBIX BaCKYNUTOB.
Heobxoammo paspabatbiBatb anroputMbl 06cnegoBaHms 60MbHbIX
C AaHHbIMY 3aboneBaHusaMK, YTO ByaeT cnocobCTBOBaTh BbisiBle-
HMIO NaTONOMMYECKNX U3MEHEHUI N YIYYLUUT NPOrHO3 NX XU3HW.

8. KT-cemnotuka

Ha ocHOBaHUM NpeacTaBreHHbIX CODCTBEHHbIX HabnwoaeHun
OCHOBHbIMU KT-npossneHunsmu npu MA aBna0Tcs y4acTkuy ynnoT-
HEHMS1 NTErOYHONM TKaHW MO TUMY «MaTOBOro CTEKnay», MHUILTpa-
LMS NEeroyHOM TKaHu, y3ernku pasmepom ot 5 ao 15 mm, ytonuwieHve
CTEHOK CermMeHTapHbIX U cybcermeHTapHbIX OpOHX0OB, BPOHXO3KTa-
3bl, NEpUBPOHXManbHOEe pacnpocTpaHeHne MHUNLTpauuu, noso-
CTW pacnaga nerovyHon TkaHum ot 5 go 50 mm. Mpu MA nopaxa-
l0TCS Kak ogHoO, Tak 1 oba nerkux. MoxeT onpegensitbCs BbINOT B
nneBpanbHbIX nonoctsx. [NHeBmMaTopakCc BCTpeyaeTcsi AOBOSbHO
pPeadko U SBNSAETCH OCIOXHEHVWEM B pesynbraTe paspbiBa NOMocT-
HbIX 0Opa3oBaHWi, PACNOMNOXEHHbIX B KOPTUKAlbHbIX OTAenax ner-
KMX, C MPOHWKHOBEHNEM BO3ayXa B NneBparibHyo NonocTb.

8.1. Oyazoeoe nopaxkeHue sie2Kux

Hanbonee pacnpocTtpaHeHHbIM nposiBneHeM [TIA sensatoTcs
neroyHble o4arun, Bcrpedarowmeca y 70% 6onbHbIx [Lohrmann et
al., 2005]. Kak npaBuro, y3ernku MHOXECTBEHHbIE, nopaxatT oba
Nerknx Bo Bcex otaenax. 3a4actyro UMeT pa3mep OT 2 40 4 MM, HO
BapbupytoT oT 1 MM go 10 cm [Armstrong P. et al., 2000] (puc. 11).
3p4ecb 1 fanee nNpvBoAMM COBCTBEHHbIe HabMaeHNS yKa3aHHbIX
CKMarnornyecknx CMMnTOMOB.
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Puc. 11. Oyaau 6 sepxHeli u HUXxHel Q0sIsiX 51e8020 /1€2K020
u napasepmebpansHom omaoerie HUXxHel 00U rpasoao f1e2Koeo
paavepom om 3 9o 15 mm

Puc. 12. Ouazu 8 sepxHel Oosie N1e8020 1e2K020,
10 nepughepuu KOmMopo2o uMmeemcs yrriomHeHuUe
rnapeHxuMbl Jie2Kko2o Mo mury «Mamoeo20 CMeKa,
coomeemcmeyrouiell Kpo8oU3NUSHUIO
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racorllA

(&

Puc. 13. lNonocmu pacnada napeHxumbl 51€2K020

Bokpyr yana MoXeT NpoCrnexuBaTbCa MOHWXEHME MOTHOCTH
NErovYHOM TKaHW MO TUMY «MATOBOro CTEKMa» — CUMMTOM «raro»
(halo sign) — npu3Hak kpoBomanusaHus (puc. 12).

Tarke npu IMA pernctpupyetcss CMMNToM O0BpaTHOro «rano»
(atoll sign), Npyn KOTOPOM OMNpPeAensieTca 30Ha YNIIOTHEHUS MO TUny
«MaToBOro CTeKna», OKPY>XeHHasi 30HOW KOHconuaauum neroyHon
TKaHn ceprioBuaHon (6onee °/, OKPY>KHOCTU) I OKPYTTION hOPMbI
MWHUMANbHOW TOMWMHON 2 MM. JIMHENHbIe Yy4acTKM YMrOTHEHWUA
NIEroYHOM TKaHW MO TUMYy CNUKyM, JOCTUrarwwme cybnnespanbHbIX
oTaenoB, xapakTepHbl ang [MA. 9To He ABNSETCA NPU3HAKoOM MH-
dhapkTa nerkoro, MmetacTtasoB (Tabn. 6 Ha c. 24).

Y3enku npu TIA MOryT nposiBNSATbLCA Kak LeHTpunobynsipHoe
nopaxeHue, UMUTUPYS Tybepkynes, NHEBMOHUT, OCTPbIA BPOHXM-
onuT nNnbo rpnbkoByto MHEBMOHUMIO. [osBNEHNE NONOCTM pacnaga
MOXeT HabntoaaTbCs OpUEeHTUPOBOYHO B 50% crnyyaeB B y3nax pas-
mepom 6onee 20 mm [Pretorius E.S. et al., 2004] (puc. 13).

CTeHKM NonocTy MOryT ObiTb Kak TONCTbIMU, TaK U TOHKMMU, U
npu KT MoryT BbImMsageTb Kak AeCTPYKTUBHAA MHEBMOHMS, abcuecc
nerkoro, MetacTtasbl U MONOCTb pacnaga npu MHdapKTe Nerkoro u
ap. (puc. 14).

MonocTtn pacnaga napeHxumel nerkoro npu MA MoryT nHou-
LUMpOBaThbCS, B HUX MOTYT MNOSBMATLCS YPOBHU ra3/KUOKOCTb.
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, ¢ Komopbimu cnedyem dugbgbepeHyuposams [TIA:

decmpykmuegHasi MHEBMOHUS (a); cenmuydeckasi nHeemoHusi (6);

Puc. 14. lNonocmHble obpa3osaHusi € osiocmeto pacrnada
abcyedupyrowasi MHE8MOHUS (8)
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Puc. 14. lNMonocme nipu uHghapkme reekoeo (2 — HadduagppaamarbHbll
omden S9 npasoeo neekoeo); abcuecc neakozo (0); acnepausnnes (e);
KasepHO3HbIU mybepkKynes (Xx), nepughepudecKkull pak 1e2ko2o (3);
numgoma XodxKuHa (u)
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Puc. 14. lNonocmHbie obpa3osaHusi ¢ rosiocmeto pacrnada 1e204HoL
mkaHu, ¢ kKomopbiMu criedyem OuggepeHyuposame [TIA:
mMewomyamaele 6pOHX03KmMas3kl (K); uduornamuyeckuli 1e204HbIl
¢ubpos (1), noriocmHas hopma yeHmparnbHo20 paka (M),
3XUHOKOKKO8as Kkucma (H)
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reconhatri

8.2. YnnomHeHust 1e204HOU MKaHU —
«Mamoeoe CMeKs/10» U KOHcosiudayusi

YNNOTHEHME IEroyHOM TKaHM MO TUMY «MAaTOBOrO CTekna»
BCTpeyaeTcsi opueHTnpoBodHO B 30% cnydaeB B akTUBHOW chase
IMIA n saBnsaetcsa pesynsratoMm kposousnusHusa [Farrelly C.A.,
1982], ouddysHoe anbBeonspHOe KPOBOU3NUSHWE BCTpeYaeTcs y
10% 6onbHbIX [Franks T.J., Koss M.N., 2000]. EgnuHu4Hble yyacT-
K/ YNNOTHEHWUs] NErOYHON TKaHW MO TUMY «MaToBOro CTEKMna» Mo-
ryT ObiTb pacLUeHeHbl Kak MHEBMOHMS, ogHako anarHo3 [TA moxet
ObITb NOCTaBMNEH NPY OTCYTCTBUM ANHAMMKN Ha NOCIEOYHOLLMNX KOH-
TPOMbHbIX MCCNEAOBAHMAX HAa hOHE MPOBOAMMOrO feveHns. YyacT-
KV KOHCONMMAaLmMn 1 YNIOTHEHUSA NEroYHOM TKaHW Mo TUMY «MaToBO-
ro cTekna» MOryT NposBNATLCS NO-pa3HOMY: OBYCTOPOHHME, Nepu-
OpoHxoBackynsipHble (puc. 15, 16, 17).

BmecTe ¢ neroyHbiMy y3enkamy yyacTKM KOHconuaaumm wu
YANOTHEHMS MO TUMY «MaToOBOrO CTeKna» MOryT yBenuuMBaTbCs
N yMEeHbLUaTbCA He3aBMCMMO OT Tepanuu. Y4yacTKM KoHconuaa-
UM obblYHO ObIBAKOT C CMMMTOMOM «BO3AYLUHOW GpoHxorpacmmy»
[Lenclud C. et al., 1989; Stokes T.C. et al., 1982] (puc. 18).

Y4yacTku KpPOBOU3MUSHUSA MOTYT ChMBaTbCA Mexay cobow ¢
obpasoBaHMeEM OOLUMPHbLIX remopparn4eckmx 30H. AnbBeOnspHOe
KPOBOTEYEHME 3a4acCTyl MPOTEKAET OCTPO U, ECMNU €ro He NeYnTb,
MOXET NPUBECTYU K (baTanbHbIM nocrneactensM. JlleyeHvne npusoanT
K MOSTHOMY BbI3A0POBMEHMNIO, MHOMOA KPOBOTEYEHNE NPOXOAUT CMOH-
TaHHo [Cordier J.F. et al., 1990].
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Puc. 15. Vi Puc. Puc. 17. B S2,3 npasozo nezkozo u 8 S3 51e8020 rieakoeo
uc. 15. Yyacmok yﬂgZI}’IHeHUFI 10 murny «Mamoego20 cmekKJia» BUYaU3UPIOMCS EPUBPOHX0BACKYISIPHAS UHCDUITBMPALUST
6 S4/5 npagozo n1egko2o U HEPaBHOMEPHOE YMONUWEHUE CMEHOK GPOHX08

Puc. 16. ObwupHbie 30HbI yrrIOMHEeHUsI napeHXuMbl f1e2Ko20 o mury
«Mamogoeo cmekrnax» ¢ 0beux CmopoH

Puc. 18. 3oHbI KOHCOIUOAUUU 516204HOU MKaHU C Hanuyuem

3HaHWe KMMHUYECKON KapTUHbI U AMArHOCTUYECKUX KPUTEPUEB cumnmoma «8030ywHoU GpOoHxozpacpuu»

MOryT MOMOYb NMPOBECTU AudddpepeHumanbHyo anarHocTuky A
OT ApYrnx MNaTonorm4yeckux COCTOSHUM, MPOSIBNSIOWNXCA B BUAE
KOHCOMMAaLMN N YNIOTHEHNSA NEroYHOM TKaHu No TUMy «MaToBOro
cTeknay. [laHHble KpUTepun NpeacTaBneHbl B Tabnuue 7.
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YNnoTHeHNE JeroYHom TKaHu Mo T™MNYy «MaTtoBOro CTeKna»
cnnpartopHoro gucrtpecc-cmHapomMma, niBasmBHOM aeHOKapLUMHOMbI

cnepyet guddepeHunpoBaTtb oT GakTepuansHoW, BUPYCHOW Nnbo
BoBneyeHwne B npouecc anbBeorn MOXET NPOSBNATLCA Kak CUM-

nerkoro (bbIBLIMIA GpoHxmonoanseeonspHbIv pak [BAP]) (puc. 19).
NTOM «AepeBO B MOYKaX».

rpuGKOBON MHEBMOHUM, TyGepKyrnesa, oTeka nerkux, ocTporo pe-

(6)

¢ kKomopbimu criedyem dughcpepeHyuposams [TIA:
UHea3ueHasi abeHoKapyuHoma neekoeo (bbiewuli BAP) (a),
MUKCM-NHE8MOHUSI MPU cUCMeMHOU KpacHOU 8or4aHKe

Puc. 19. lNpouyecchl 8 neakux ¢ y4acmkamu «Mamogoao CmeKsay,
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Puc. 19. lpouecchki 8 nezskux ¢ yyacmkamu «Mamogoao CmekKray,
¢ komopbimu criedyem dughghepeHyuposams [TIA:
rHesMoyuUcmHasi MHEBMOHUST (8), OMeK fieaKux (&), 3u2oMuKko3 (0)
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8.3. NMopaxeHue mpaxeob6poHxuasibHO20 depeesa

MopaxeHne Tpaxen 1 BPOHXOB ABMASETCS BTOPbIM MO YacTtoTe
nopaxeHus B rpygHon knetke npu [MIA [Daum T.E. et al., 1995],
BO3HUKaeT y 15-25% naumeHToB, Kak NpaBusio, NPosBnserTca npu
MYNbLTUCUCTEMHOM nopaxeHun. OgHaKo BCTpeyaroTcs cryyvaun m3o-
nuposaHHoro nopaxeHus [Lee A.S. et al., 2005]. BornbHble xanyoT-
Csl Ha 3aTpyOHEHHOE AblxaHwe, CTpuaop, oablwkKy. Ha HadansHOM
aTane 3aboneBaHsA MOXET ObITb BbICTaBMEH OLLUMOOYHBLIN AnarHo3
acTMmbl. B 16-23% cnyyaeB B naTtonorMyeckuii NpoLecc BoBreka-
eTca Tpaxes, nopaxeHue MOXET BbiTb AN Y3HBIMM UMK NTOKarnb-
HbIM, MPOTSKEHHOCTBIO 2—4 cM. 3a4acTyro NopakeHNe Tpaxeun npo-
TeKaeT C UUPKYMSIPHbIM YTOMLLEHUEM CTEHKM, KOTOPOE MOXET ObiTb
rmagkim u yanosbim [Prince J.S. et al., 2002].

MoryT o6pa3oBbiBaTbCS SA3Bbl CM3UCTON 060MOYKM, YTO YaCTO
NPVBOAMWT K KpOBOXapKaHbto. [lopaxeHne 3agHen meMbpaHbl Tpa-
Xen MOXeT MOMOYb OTNnMYnTb TIA OT peunamBUpPYHOLLETO MNOSIMXOH-
ApvTa, OCTeoXoHAponaTuyeckon TpaxeobpoHxonaTum, Npu KOTo-
pbix 3agHAA membpaHa He ctpagaeTt [Langford C.A. et al., 1996].
OundhepeHumanbHaa guarHoCTMKa yTOMWEHNA CTEHOK AblXaTesb-
HbIX NyTen NpmMBegeHa B Tabnuue 8 Ha c. 36.

YTonuieHne cTeHok OpOoHXoB ¢ hopMmnpoBaHMeM OPOHXO3KTa-
30B HabnwgaeTcda B AUCTanbHbIX OTAenax 6poHXManbHOro Aepesa
(pnc. 20), 4TO MOXKET NPUBECTU K aTenekTasdy U MHEBMOHMM.

TonwmHa CTEHKN Tpaxeun MOXET YMeHbLIaTbCs Ha POHe afek-
BaTHOro nieveHus. MNpun onMtensHOM CTEHO3e MOXET NoTpeboBaTbes
yCTaHOBKa CTeHTa NMbo xupypruveckoe BmeluaTenscteo [Lee K.S.
et al., 2003]. BoeneyeHue Tpaxen B NaTonorm4eckmii npouecc npm
IMIA MOXeT MMUTUpOBaTb TPaxeobpoHXMarbHbIe Onyxonu (ageHo-
naHasi KNCTO3Had KapLmMHoMa), aMUNoMa03 Tpaxeu, CTEHO3 Tpaxeu
nocre AnuTenbHOW MHTYyGauun nnn Tyoepkynes.

8.4. BoesnieyeHue nnespbl
Bbinot B nnespanebHon nonoctu npu MA BcTpeyaeTca B 12—
20% cny4vaeB u gasnsetrca aHomanuen [Cordier J.F. et al., 1990;

Travis W.D. et al., 1991]. BbeinoT moxeT OblTb O4HO- N ABYCTOPOH-
HUM, pa3nuyaTbest No obbemy (puc. 21).
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Puc. 20. YmonuweHue cmeHok cybceameHmapHbix S2, S3 npasozo

8u3yasiu3upyromecs 30Hbl yriJIOMHeHUs Jfiee04HoU mKaHu

10 muny «Mamogoz20o cmekra»
ABNATbCA NPU3HAKOM NMOYe4HHOU HEOQOCTAaTOYHOCTH.

Penko BCcTpevaloTcs yTomLeHne nnespbl, y3noBble 06pa3osa-
HMSA Mo nneBpe, NHeBMOTOpakc. Korga umeroTcs T U3MEHEHMS,

OTO MOXET COOTBETCTBOBATbL BOBreyeHuto nnespsbl B [MIA nubo
HY)XHO 3agymatbcsl 06 MHEKLMOHHOM areHTe nnbo o 3nokade-
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8.5. MeduacmuHanbHoOe nopaxeHue

BcTpeyaeTca peako. Yawe onpegendatoTca napaTpaxearnbHble
numdatmnyeckue yansl. AnddepeHumansHasa agnarHocTmka numda-
JeHonaTtum npeacrtaeneHa B Tabnvue 9.

Tabnuua 9. AnddepeHumnanbHas gnarHocTrka numdpageHonaTmm
(adanmupoeaHo u3 Martinez F., 2014)

[MaTonornyeckoe cocTosHme Jlokanuaauus

Capkovgo3s unu apyroe rpa- | CUMMeTprYHOe MeamnacTUHanbHoe u
HyremaTo3Hoe 3aboneBaHne | NPUKOpHEBoe

Pak nerkoro OBbIYHO acMMMeTpUYHOEe Mo Xoay
nuMmdaTnyecKknx CocyaoB

JlInmcboma bonbluve maccbl B BEPXHEM U ne-
peaHem cpedocTeHun

Metactatnyeckoe nopaxe- | Jliobas
HMe (OHKOMOrMYEeCKMn aHaMm-
He3)

WHpekuna MOoXeT ObITb YyMEPEHHO BblpaXKEHHOW
(mpn Tyb6epkynese n MAC*-nHdpek-
LMn) UNn € KanbLMHMPOBAHHOM (Npu
TyGepkynese u rpubkoBOM WHMEK-
un)

* MAC — Mycobacterium avium komnekc.

8.6. MopaxxeHue cepoua npu NMTIA

BoBneueHune cepgua B natonorindecknin npouecc npu MNMA He-
Benvko. OgHako no pesynsratam ayTonCcun HapyLleHne cepaedHom
OeATenbHOCTU BCTpevaeTcsa y Tpetn naumeHToB [Yi E.S., Colby T.V,,
2001]. B nccnegosanun Hoffman n coastopos [Hoffman et al., 1992]
BoBneyeHue cepgua npu INMA otmeyanoch y 6% 6onbHbIX (10 60nb-
HbIX 13 156), n B GONbLUNMHCTBE CriydyaeB Habnoganca nepukapaunT.

38

PacnpocTpaHeHue npouecca Ha KOpOHapHbIE apTepun OTMeYanoch
PEOKO N NPOSBIANOCH UX apTEPUUTOM U NOCMEAYLLEN TPOMOOIM-
6onuven. Milwemnst Mmokapaa MOXeT ObITb 00yCroBrneHa OKKINo3nen
KOPOHapHbIX apTeEpPU B CpeQHEM N OUCTaNbHOM OTAenax.

B pesynbrate BocnaneHus pasBuMBaeTCs AUCHYHKUUSA Kna-
MaHHOro arnnaparta 3a CYET YTOSLWEHMS KnanaHoB M NposiBNSETCS
CTEHO30M nMbo peryprutaumenn. [pyrve cepaedHble NpPOsiBIIEHUS
[MTIA BKMOYaOT HapylleHWe aTPUOBEHTPUKYNAPHON MPOBOAMMO-
CTW, NepukapanT, NaHkapauT, KapAMOMUONaTUI, HEMHMEKLIMOHHBI
MUOKapauT, cepaevHyto HegoctatodHocTb [Ohkawa S. et al., 1999;
Khurana C. et al., 2000; Kouba D.J. et al., 2003; Korantzopoulos P.
et al., 2004].

Xota TIA nopaxaeT cocyabl MErnkoro u cpeaHero kanmbpos,
BCTpeYaloTCH criydyanm aoptuta 1 nepuaoptuta. [onaratot, 4to ne-
puaopTanbHOe BOCMNaneHne xapakTepusyeTcs pacrnpocTpaHeHneM
rpaHynemMaTo3HOM TKaHW B CTEHKY cocyaa.

9. JleueHune npu I'MA

Jleuenue ITIA, cornacHo mMexayHapoAHbIM M HauMOHarbHbIM
pekomeHgaumsm [KDIGO Glomerulonephritis Work Group, 2012;
Koanosckasa H.J1. n coast., 2015], BkMoyaeT B Ka4eCTBe MHULMATb-
HOW Tepanuu umknodocdammni U KOPTUKOCTEPOUObl UM PUTYKCK-
Mab M KOPTMKOCTEpPOUAbI B KA4eCTBE aribTEPHATMBHOIO pexuma
WHMUMAanbHOM Tepanun y NaumeHToB C MeHee TsxXenbiMu hopmamm
3aboneBaHns U TeM, Y KOro MMeKTCHA NPOTMBOMNOKA3aHMs K LMKIIO-
docdamugy. MNMaumeHtam, Tpebyowmm guanusa, nayueHtam ¢ Obl-
CTPO HapacTalLLMM YPOBHEM CbIBOPOTOYHOIO KpeaTUHUHA U nauu-
eHTaM ¢ AMddY3HBIMU NErOYHBIMU KPOBOTEYEHUAMU Npeanaraercs
OONOSTHMTENBHO NpoBeaeHne nnasmadepesa. Tepanuto Lmnknodgoc-
dammaom npegnaraeTca OTMEHATb Yepes3 3 Mecsua y NnaumneHToB,
OCTaOLLMXCH AManu3-3aBUCUMbIMUA U HE MMEIOLLUX BHEMOYEYHbIX
nposiBneHnn 3abonesaHus.

MauneHTam, OOCTUILUM PeMUCCUN, peKoMeHOYeTCs MpOBO-
OWUTb NOAAEPXKMBAIOLLYIO Tepanuio Kak MUHUMYM B TedeHue 18 me-
CsLeB; NauMeHTam, OCTalLNMCS Ananm3-3aBUCUMbIMU U HE NMEID-
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MM BHEMOYEYHbIX NPOSIBNEeHNIN 3aboneBaHnsi, peKOMeHOyeTCs He
NpoBOAWTbL NogAepXKuBatoLLyto Tepanuio. B kauecTBe nogaepxuea-
IOLLIEN TepanMn peKoOMeHAYeTCs a3aTUONpPUH, Y NALMEHTOB C Hene-
PEHOCMMOCTLIO a3aTuonpyHa NpeanaraeTcsl NPUMEHsSITb B Ka4ecTBe
noaaepmBatoLlen Tepanum npenaparbl MUKOEHONOBON KACAOTHI.
Y nauMeHTOB C HENEPEHOCUMOCTbIO 1 asaTnuonpuHa, 1 MMKoeHo-
naToB Ansi NOAAEPXKMBAKOLLENA Tepanuu npegnaraeTcs UCnornb3o-
BaTb METOTPEKCaT, HO TOSbKO €CIN CKOPOCTb KIy60o4YKoBOM husib-
Tpauun npesbiwaeT 60 mn/MuH. Takke npegnaraeTcs NPUMEHSATb
TPUMETONPUM-CyrnibaMeTOKCa30N B KayecTBE [OOMONHUTENBHOMO
npenapara ans nogaepXvisaroLLen Tepanun y NauueHToB ¢ nopa-
XEHMEM BEPXHUX AbIXaTeNbHbIX NyTEN.

INeveHne Tsxenbix 060CTPEeHMN (C pa3BUTUEM OpraH-yrpoxato-
LLMX Y XKMU3HEYTpOXatoLLMX CUMNTOMOB) pEKOMEHAYeTCS NPOBOANTL
Mo TEM e CXeMaM, YTO M MHMLMAnbHy Tepanuto. MeHee Tspkenble
oboCTpeHus npegnaraercs nevynTb BO30OHOBNEHWEM WMMYHOCY-
NpeCccUBHON Tepanuun Ny yBenmyeHmemM ee UHTEHCMBHOCTU, HO 6e3
npMMeHeHns uuknogocdammaa (HasHadeHne KOPTUKOCTEPOUOOB
UK yBenuyeHne nx Ao3bl ¢ a3aTMONPUHOM UK MUKodeHonaTamm
nnéo 6e3 HUx).

[pn pesncTeHTHOCTM K MHUUMANbHOW Tepanuu uukrodocda-
MUOOM U KOPTMKOCTEpoMaamMu pekomeHayetcst obaButb K nede-
HUIO PUTYKMCMAOb, B KayecTBE anbTepHaTvBbl NpeanaraeTcs uc-
nosnb3oBaHMe B/B UMMYHOrnobynuHa nnu nnasmadepes.

KoHKpeTHble pexxMMbl U 0O3UPOBKM NeKapCTBEHHbIX npenapa-
TOB — CM. LIUTUPYEMbBIE UCTOYHUKM.

10. MporHo3s npu NMA

Wcxogpl TTIA, Tak xe kak n gpyrnx AAB, 6e3 nedeHus KparHe
HebnaronpuATHbl. JleueHne KopTMKOcTepoMaamMmn n Luknodocda-
MUAOM pagukanbHO yny4dllaeT 6nvkaninim 1 oTaaneHHbIA NPorHo-
3bl. Mpn3HaHO, YTO MMMYHOCYNpPEecCcuBHasi Tepanusa nokasaHa BO
Bcex cny4dasax AAB c nopaxeHnem novek, peakme UCKIYEHNUst Mo-
ryT KacaTbCs N1Lb NAUMEHTOB C TSHKESbIMU OrpaHNYEHO-MOYEYHbI-
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MW BapuaHTamu 3aboneBaHus, 6e3 akcTpapeHarbHbIX NPOSIBIEHNN
BacKynuTa Mernkux coCyaoB.

K daktopam pucka peumamBa OTHOCHAT NepcuUCTUpoBaHUE aH-
Tn-NMP-3 AHLA, nopaxeHne BepxHUX AblXxaTenbHblX NyTen (Hanpu-
Mep, CUHYCUTbI U CTEHO3bl FOPTaHWU) N NErkMx (anbBeonsipHble Kpo-
BOTEYEHMUS, Y3rbl UITN NOMOCTK). Y NALUEHTOB C NTHOObLIM U3 3TUX TPEX
haKTOpPOB pUCK peLmanBa Bo3pacTaeT NnpmnbnmantensHo B 1,7 pasa,
a y nauMeHToB, MMEIOLLMX BCE TpU dhaKkTopa, — PUCK peuunamBa BO3-
pacTaeT npumepHo B 4,7 pasa. He sicHO, Hy)XaatoTcs Nv NauneHT bl
6e3 hakTopoB pucka peunausa B NpoBedeHUM NOAAEPKUBAIOLLEN
MMMyHocynpeccuBHon Tepanun. COOTHOLLEHWEe pUCK—Nonb3a Ans
NoAAEPXKUBAIOLLEN Tepanuu y Takux naumeHToB He OLeHeHOo. WH-
AnBrayanbHbli nogdbop nogaepkusaroLLen Tepannum Ha OCHOBaHUK
hakTopoB pucka peLmamea n3yyYeH He JOCTaTOYHO.

YacToTa peumanBoB BackynuTa y NaunueHToB C TEPMUHArbHON
ctaguen XIMH Ha 60% Hwke, Yem y OCTanbHbIX, @ UH(PEKLUNOHHbIE
OCMNOXHEHNs Yy B0mbHbIX, NOMy4aBLUMX NOAAEPXKMBAIOLLYI0 UMMY-
HOCYMpPEeCCUBHYIO Tepanuio Mnpu Hanuuum TepmuHansHon XIH,
pa3BuMBaloTCA B ABa pasa 4vaule. Kpome Toro, MHEKUMOHHbIE OC-
NOXHEHNSA ABMAKTCA OCHOBHOW MPUYMHON CMEPTU 3TUX OOMbHbIX.
YuunTbiBas HU3KUMA PUCK BO3MOXHbLIX PELMONBOB BaCcKynmTa 1 BblCO-
KU PUCK MHADEKLMOHHBLIX OCNOXHEHWUI C NeTanbHbIM UCXOO40M, CO-
OTHOLLIEHME PUCK—MONb3a OrpaHUYNBaET PYTUHHOE UCMONb30BaHNe
noaaepuBatoLLeri MMMYHOAENPECCUBHON Tepanuy y nNaumneHToB,
HaxoOsALLMXCSA Ha XPOHUYECKOM Anannse, eCinn y HUX HET aKTUBHbIX
3KCTpapeHarnbHbIX NPOSABNEHNI 3aboneBaHuns.

Kpome Toro, gnutenbHasa nogaepkueatollas Tepanus acco-
uMMpoBaHa C pUCKOM NoAaBreHns UMMYHUTETA, YTHETEHUEM KPO-
BETBOPEHUS (MeKoneHns, aHeMns, TPOMOOLMTONEHUS) U, BO3-
MOXHO, MOBbILIEHHBIM PUCKOM OMyXOSeBbIX 3ab0neBaHUn, oco-
6eHHo paka koxun [KDIGO Glomerulonephritis Work Group, 2012;
Koanosckas H.J1. n coasT., 2015].
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11. KnuHn4yeckme npumepsbl

Cny4ai 1 (6onbHas I1., 1959 2.p.)

[ebtoT 3aboneBaHnsa B 2006 r. B Bo3pacTte 47 neT: Kawenb,
nuxopagka go 38°C, 3anoXeHHOCTb HOCa U YLIEen, KPOBAHUCTbIE
BblOENEHNA U3 HOCA C OTXOXOEHMEM KOPOK, KpoBOXapkaHbe. Ye-
pe3 2 Hegenu rocnuTanuanpoBaHa B MyribMOHOSMOMMYECKOE oTae-
nenne KB um. C.IN. BoTknHa. BbisiBNeHbl aHeMusi, NenkoLuTos,
TPOMBOLINTO3, YMEPEHHAs NPOTENHYPUS, MUKPOreMaTypusi, Novey-
Has HeJOCTaTOYHOCTb, Npu peHTreHorpacun OIK — ABYXCTOPOHHME
ovaroBonofoOHble TeHM B nerknx. AHTMOakTepmanbHas Tepanus
0e3 adhdekTa.

3anodo3peH epaHynemamo3 BezeHepa, HayaTa nynbc-Te-
panus MeTunanpegHuM3onoHomM. Temnepartypa Tena HopmManu3oBsa-
nacb, NpeKkpaTUNoch KpOBOXapkaHbe, NepeBeaeHa B Hedpororuye-
ckoe otagenenue Kb um. C.M. BoTknHa. BbissesieHO noebiwieHue
mumpa AHLA k NP3 3o 8 Hopm.

BbinosiHeHa nyHKUuUoHHasi 6uorncusi noyku: 8 w3 23 Kny-
OOYKOB MOMHOCTBLIO CKIEPO3MpPOBaHbl. B ocTaBLumMxca knybouvkax
ovaroBas nponudepaumns Me3aHrmounToB, pacLUMPEHNE N CKIepo3
Me3aHrung, anddysHoe ytosnuieHne 6asanbHbiXx MemMOpaH Kanunns-
pOB, CKNEPO3 COCYAMCTbIX NeTenb ¢ 06pa3oBaHNEM OOMNEK, MHOXe-
CTBEHHble cuHexuun. B 5 knyboyvkax dnbpo3HO-KNeToUHbIE Nonyny-
HusA. ATpodumsa kaHanbLes. AnddysHbIn cknepos n oyarosas M-
doungHas NHUNLTpaLms CTpoMbl. APTEPUONOCKNEPO3. 3aksiroye-
Hue: dughgby3HbIU CKiIepo3upyrowuli 2riomepyrioHeghpum.

HuazHo3 nodmeepx0eH ceposio2u4ecKu U mopghosiozu-
4YeckKu, NpoBoaMnachb Tepanus npegHNU3oioHOM BHYTPb, NyfibCamu
umkrnodgocdammaa ¢ nocrneayrolmnM nepexogomMm Ha asaTUOMNpPUH.
MonHoCTLIO paspelunnach KrmMHu4Yeckasa cMMnToMaTturka, HopManm-
30Banucb MnokasaTenu nepudepuyeckor KpoBU M aHanmusa mMouu,
YaCTUYHO BOCCTaHOBMMACh yHKUMA novek. KoHcTaTnpoBaHa nors-
Has pemuccusa 3abonesaHust, Tepanusa NPoAOIMKEHa B NogaepKMBa-
oLemM pexmme. Yepes 8 net — peunanBe ¢ U30NMpOBaHHBIM NOpae-
Huem nerkux. BeinonHeHa KT OIK: B BepxHUX gonsix 06omx nerkux
BbISIBUNTUCb UHPUNBTPATLI HENPaBUIibHOW hopMbl (pUc. 22).
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Puc. 22. B neekux onpedensitomcsi MHOXeCmeeHHbIe UHGhUIbmpamal
HernpasusibHOU hOPMbI, 8 CMPYKMYpPEe KOMOPbIX MPOCiexusaromces
rpoceemb! 6POHX08

A3aTVIOI'IpMH 3aMeHeH Ha MeTaTpeKkcar. KOHCTaTMpOBaHa pe-
Muccus 3aboneBaHus, npoaorkaeTt HabnaaTbCs B KNUHKKE.
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Cnyyau 2 (6onbHas J1., 1957 2.p.)

[ebioT 3aboneBanns B 2012 r. B Bo3pacTe 55 neT: nuxopagka
po 39°C, kawenb. locnutannanpoBaHa B TepaneBTUYECKUIA CTaLU-
OHap, 3anogo3peH Tybepkynes nerkux (BK-), nepeBeaeHa B npoTu-
BOTYOEpPKYNe3Hyo KNMHKKY, noryyana cneumduyeckyro Tepanmio,
nocne BbINUCKU Neynnack 1 Habnganacb ambynaTopHo.

B 2013 r. BNepBble BbISABMEHbI NPOTEUHYPUS, MUKpPOremaTypus,
noyeyHas HegocTaTovHOCTb, obcnegoBaHa BO (pTusmnoyponornye-
CKOM oOTAerneHuun, guarHo3d Tybepkyrnesa MOYernorioBorM CUCTEMBI
oTBeprHyT. lNonyyana Kypcbl NPOTUBOTYOEPKyMNe3HbIX Npenaparos
OBa pasa B rog; B 2015 r., yepes 3 roga nocrne Hayana npoTUBOTY-
OepkynesHom Tepanmm, KOHCTaTUPOBAHO «KITMHUYECKOE U3NeveHne
WHUNLTpaTUBHOIO Tybepkynesa nerkux», cneumdudeckas tepa-
nusi NpekpaLleHa.

Uepes 3 mecdua nosiBunncb cnaboctb, 6onu B ropne, cyode-
OpunuTeT, 6onun B cycTaBax, apuTemMa KoXu, KpoBoxapkaHbe. locnu-
TanuanpoBaHa B MPOTUBOTYOEpPKyre3Hbli CTauMOHap, BbIsIBMEHbI
NpoOTENHYPUS, MUKporeMaTypus, aHeMus, novevyHas HedocTaTou-
HocTb. B mokpoTte n B moye KYM He HangeHbl, metogom MNUP OHK
MBET B MOKpoOTe He oGHapykeHa, Npu LUTONOrM4eckoM UCCrenoBa-
HUW MOKPOTbI KIETKM onyxonu He HangeHbl. KT OIK: B o6oumx nerkmx
MHOXECTBEHHbIE Y4aCTKN CHUXXEHNS MPO3PaYHOCTLX MO TUMY «MaTo-
BOro CTekrnay, yeenunieHme oudgypkaunoHHbslx BITTY, aopTonynbmo-
HanbHbIX, MapaBepTebpanbHbIX rpynn cnesa. B S3 cnesa okpyrnas
TOHKOCTEHHasi MornocTb A0 2 CM B AnameTpe. Tpaxes n 6poHxu cBo-
0ogHo npoxogmmbl. XKngkocty B nneBparnbHbIX MOMOCTSX U MOSo-
CTV Nepukapaa He BbisiBneHo. PBC: anddy3HbIN 4BYCTOPOHHNI Ka-
TapanbHbIi OPOHXUT 1 CT. MUHTEHCMBHOCTM BOCMANEHUs, akTUBHbIX
crneumuryecknx U3MeHeHUn He BbisiBNeHo. mctonormyeckoe wmc-
crnefoBaHuve: ABa (pparMeHTa nerkoro ¢ gucrernekrasamu, Merkue
cKonneHus cuaepocdaros, HEOOMbLLOK NEpUBACKYNAPHbIA (PMOPO3;
cnunsnctasa 6poHxa — aTpodmsi pecnnpaTtopHOro anuTenus, ubpos,
yMepeHHasa Ouddy3Has MOHOHYyKneapHas WHuneTpaumsa cob-
CTBEHHOWN NNACTWHKWN, MPU3HAKOB rpaHynemMaTo3HOro BocnaneHus,
OMNyXONneBoro pocta He HangeHo, nNpu okpacke no Linnto-Hunecony
KYM He obHapyxeHbl. BAJT: pocT mukpocdropbl He BbisiBeH. lo-
nyyvana aHTMBMOTUKM LLUMPOKOrO CriekTpa OeNCcTBuS, TemnepaTypa
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HopMmarnu3oBanacb, KpoBoxapkaHbe npekpatunocb. KT OlK: 6e3
anHaMmukn. dnarHos Tybepkynesa opraHoB AbIXaHUS CHAT.

locnutanuanpoBaHa BO OTU3NOYPONOMMYECKMI  CTauMoHap.
BbisiBneHbl BblpakeHHast MUKporemaTtypus (Bce nons 3pexHus), no-
YeyHasi HegoCTaToOvHOCTb. Lluctockonus ¢ Guoncuern cnmusancTom
MOYEBOrO My3bIps: cneunduyecknx N3MeHeHun He HangeHo. [na-
rHO3 TyOepKyrnesa Mo4YenornoBOV CUCTEMbI CHAT.

C koHua 2015 r. Bo306HOBUNCA CyDdebPUNMTET, NOSABUIUCH
6onun B NpaBom yxe, A3Ba No GOKOBOW MOBEPXHOCTU 53blKa, KPOBO-
XapkaHbe, ogblwka. B Hayane 2016 r. rocnutannanpoBaHa B OoTae-
nexne TopakaneHon xmpyprum Kb um. C.I1. BOTKMHA, BbISIBNEHbI
TshKenas aHemusi, NPOTEUHYpPUsi, MUKpOremaTypusi, Nporpeccmpo-
BaHME MOYE€YHOM HELOCTaTOYHOCTU, NMpu peHTreHorpadun OrK —
OBYCTOPOHHASA MHEeBMOHMA (?), nepeBefeHa B Hedporornyeckoe
oTAeneHue.

3anopospeH IMIA (rpaHynemaTo3 BereHepa), Ha4aTta nynbc-Te-
panus METUANPEOHN30NIOHOM, COCTOSHME YMyYlnnock. Bbisere-
Ho noesbiweHue mumpa AHLA k MINO do 20 HopM. BbinonHeHa
nyHKYUoHHasi 6uornicusi noyku: 4 n3 14 knybo4KoB MOMHOCTbLIO
CKIepo3MpoBaHbIl, ele B O4HOM OnpeaensdeTcs y4acTok MOCTHe-
KpoTunyeckoro pybueBaHus ¢ oOpa3oBaHWEM CErMeHTapHoro dm-
6posHoro nonynyHusa. B 3 knyboykax onpemenstoTcs cermeHTtap-
Hble (PMBPO3HO-KMETOYHbIE U KIeTOYHble nonynyHus. OcTaslumecs
KNyboukn BbIMAQAT Manou3mMeHeHHbIMU.  [dnddy3Ho-o4aroBbIn
hnbpo3 nHTepCcTUUMA 1 aTpodbus KaHamnbLeB, 3aHUMaloLmMe OKO-
no 20-25% napeHxuMm, Hecneumnpunyeckas numorncTnoumnTapHas
NMHUNBTPaLMSA MHTEPCTULMSA B 30HaX CKNeposa, siBneHus Tybynu-
Ta. ApTepumn — apTeprocknepos ¢ runepnnasmen megun. Aptepmo-
nbl — 6e3 ocobeHHocTeN. IMMyHOGNIOOpECLEHLMA HeraTuBHa no
BCEM MCCMNedoBaHHbLIM napameTpam, 3a UcknioyeHnem dpubpuHa B
NPOEKLMM MOSYNYHNIA.

3aknroyeHue: ¢hoKasibHbIU HEeKpomu3upyrouwul u ckriepo-
3upyrowulli MaJiloUMMYHHbIU 2s10MepyrioHeppum ¢ 29% cpu-
6pO3HO-KJIeMOYHbIX MOJYSIYHUU.

HuazHo3 nodmeepxdeH ceponio2udecku u Mopghonoau4e-
CKu, Tepanusa NPOAOIPKEHA NPEeAHM30MIOHOM BHYTPb, Ha3HayeHue
LUMTOCTaATUKOB NMMMUTUPOBANoOCh nNuMmdoneHnen. HecmoTpsi Ha npo-
BOOUMYIO Tepanuito BHOBb Hapocna rnoyeyHas HeJoCTaTOvHOCTb,
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npucoeauHuack gbixatenbHas HegocTaTouHOCTb, Npu KT ONK BbI-
SIBNEHbl Y4aCTKN YMMAOTHEHUS NEroYyHOW TKaHu No TUMy «MaToBOro
CTeKrnay», KOHconuaauumn neroyHom TKaHW, BbINOT B NIieBpasibHbIX
nonocTax (puc. 23 Ha c. 46).

MaumeHTka nepeBegeHa B OPWUT, Bo3oOHOBreHa nynbc-Te-
panust MeTUNNPEeaHN30N0OHOM, HadaTbl Npoueaypbl reMogmanmaa,
VIBJ1, HecmoOTps Ha NpoBOOUMOE fNeyeHue COCTOsiHWE nporpec-
CMBHO yXyAwlanocb, n Ha 17-e cyTku npebbiBaHUsa B CTaumMoHape
HacTynuna cMmepTb. [1py natonoroaHaTOMMYECKOM MCCregoBaHUM
OnarHo3 noaTBepXKaeH.

Cny4at 3 (6onbHoU M., 1953 2.p.)

[ebioT 3aboneBaHnsa 2014 r. B Bo3pacte 61 roga: ronoBHble
6onu, 3anoxeHHOCTb ywewn, nosbiweHne Al oo 180/100 mm pT. CT.,
rMnoTeH3uBHas Tepanusa 6e3 addpekTa. BeisBneHbl TpomMboLMTO3,
yMepeHHasi NPOTENHYPUS, MUKpOremMaTypusi, HapyLueHne yHKLUn
nouvek. MNMpu KT OIK B npukopHeBbIx otaenax S3 n B 3agHebasarnb-
HbIX otaenax S10 npaBoro nerkoro onpenensatoTca 30Hbl «MaTo-
BOr0 CTEKNna», MUHUMaIbHOE KONMM4ecTBO CBOOOOHON >XMAKOCTU B
nneBparnbHbIX NONOCTAX (puc. 24).

B TeueHne mecsua — GbICTPOE NPOrpeccupoBaHNE MNOYEYHOM
HegoCTaTOMHOCTM, FOCNUTanNM3npoBaH B Hedporornyeckoe otae-
nenve Kb nm. C.IN. BoTkuHa.

3anodo3speH [TIA (spaHynemamo3 BezeHepa), HayaTta
nynbc-Tepanusa MeTUNMNPELHN30NOHOM U LMKnodochammaom, npo-
ueaypbl remogmanusa. BeissesieHo noebiwieHue mumpa AHLUA
MI1O do 10 Hopm, npu peHTreHorpacdum OIK — 6e3 natonoruw.
HecmoTpsa Ha NpoBOAMBLLYIOCSA Tepanuio, NPUCoeanHUnachL abixa-
TenbHasi HeAOCTaTOMHOCTb, NaumeHT nepeeedeH B OPUT, HavaTa
VMBJ1. Mpu noeTopHon KT OIK oTmeyeHa oTpuuaTenbHas anHamm-

Cnesa: puc. 23. B neeoyHoli mkaHu ¢ obeux cmopoH onpedensromcs
06WUpHbIE 30HbI YIIITOMHEHUS] HE20MO2EHHO20 xapaKkmepa o mury
«Mamoegoao cmekrax» U KoHconudayuu ¢ CUMITMOMOM «8030yWHOU
bpoHxoepapuu». B nnespasbHbIx No0CcmMsx ¢ 0beux cmopoH
ommedaemcsi c60b00Hasi XUOKOCMb
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Puc. 25. KT-uccrniedosaHue Ne 2. o cpasHeHUto ¢ rpedbidyuum
uccnedosaHuem ornpederngemcs ygenuyeHue pasmepos 30H
6 Y/I0MHEHUS 1e204HOU MKaHU Mo murly «Mamogogo cmeksna» U 30H

KoHconudauuu rne2o4Hol mKaHU, a makxe 8biroma 8 risieeparsibHbIX

Puc. 24. KT-uccnedosaHue Ne 1. B npukopHesom omdene S3 (a) u [1o510CmAX KaK pesyribmaim rpogpeccuposaHus eackynuma
8 S10 (6) npasozo nezko20 OMMeYaroMCcs 30HbI YrIOMHEeHUS
Jle204HOU mKaHU 1o murly «Mamoeoeo cmekna» U Heborbuloe
Konu4ecmeo 8biroma 8 riespasibHbIX Mo10Cmsix
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Puc. 26. KT-uccnedosaHue Ne 3. Mo cpasHeHuto ¢ npedbiOyujum
uccriedosaHueM ornpedesissemcsi pa3peweHue paHee 8bIsI8NIEHHbIX 30H
«Mamogoe0o cmeksnax U KoHconudayuu 51e204HOU MmKaHU 8 060oux
JIe2Kux, UC4He3HO8eHUE 8bIrioma 8 rsiesparibHbIX MoI0CMsIX
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Ka B BMAE YBENUYEHMSA pa3MepOB 30H «MaTOBOIO CTEKMa» U NosiB-
NEeHMsT y4acTKOB KOHCOMMAaaUmMm C «BO3AYLLHON GpoHxorpaduein»,
yBernu4yeHve BbINoTa B NreBpanbHbIX NonocTax (puc. 25).

HauaTbl npouenypbl NnasmoobmeHa, cocTosiHME CTabunmnanpo-
Basnocso. [Npouenypbl remogunanuaa, nnasmoodbmeHa n VIBJ1 npekpa-
LLIeHbI, Tepanus NpogormkeHa NpegHN30NoHOM BHYTPb M Mynbcamu
uuknodgocdamuaa. Mpu ovepegHon KT OrK BbigBrieHa nonoxu-
TenbHas AvHamuka (puc. 26).

Uepes 6 MecsueB OT Hayana Tepanuu eblnosiIHeHa MyHKYuU-
OHHasi 6uoncusi no4yku: 9 n3 17 knNyGOYKOB MOMHOCTLIO CKMEpO-
31MPOBaHbI, BO BCEX CKIEPO3MPOBAaHHbIX KIyboukax onpenensatTcs
dparmeHTbl PnbpPo3HbIX NonynyHun. Ewe B 4 knyboykax nmerTcs
cerMmeHTapHble pnbpo3Hble N PUBPO3HO-KNETOUHbIE MOMYMNYHUS.
OcTaBLumnecs knybo4ku HopmarnbHbIX pa3MepoB, BbIMA4AT Manoms-
MEeHeHHbIMU. Jnddy3HO-04aroBbI CKINepo3 NHTEPCTULMS N aTpo-
s kaHanbLUeB, 3aHMMatrwme 6onee 60% nnolwagm NapeHxXnMbI,
Hecneundundeckas NUM@POrncTnoLnTapHasa MHUNLTpaLUsa UHTep-
CTMLMSA B 30HAX ckrnepo3a. ApTepum — apTepuocknepos. Aptepuo-
nbl — 6e3 ocobeHHocTeN. MIMMyHOMNOOpPECLEHUNsT HeraTuBHa no
BCEM MCCreoBaHHbIM NapaMmeTpam.

3aknrouyeHue: Ouggpy3HbIl CcKepo3upyrowul Masoum-
MYHHbIU 25omepynoHegppum ¢ 76% ¢pubpo3HbIx u ¢hubpos-
HO-KJ1emOYHbIX MOJ1yfAyHUU.

HuazHo3 nodmeepxxdeH ceponoau4decku u Mopgonoauye-
CKu, Tepanus nNpogosrkeHa NpegHU30NoOHOM BHYTPb U pUTYKCUMa-
OOM BHYTPUBEHHO, COCTOsIHME BbINo cTabunbHbIM. ocne 7 mecs-
LiEB NeYeHNs: NaumeHT NoTepsiH u3 HabnoaeHus.

Cnyw4ati 4 (6onbHas Y., 1944 2.p.)

[ebtoT 3aboneBaHns B 2015 r. B Bo3pacTe 71 roga: ronoBHbIe
6onu, cybgebpunuTeT, CHXKEHNE cryxa Ha oba yxa. Yepes mecsu
rocnutanusvpoBaHa B JIOP-oTaeneHune, nabopartopHble nokasaTe-
nn n pentreHorpagusa ONK 6e3 ocobeHHocTel. PeHTreHorpadus
MMH: nonuennyeuTt. KT MIMNH: 0ByXCTOPOHHWUIA CpeaHui OTUT, OBYX-
CTOPOHHWUIW aHTPyMUEenonuT, ytonweHue cnvsncton BYIT. MNony-
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Puc. 27. Ha KT-uccnedosaHuu 8 060ux nieakux 8bIsierieHbl
0bWUpPHbIE 30HbI «MamoB8o20 cmeksia» U ce0b0OHas XXUOKOCMb
8 obeux nneespasibHbIX MOI0CMAX

Yyana aHTMOMOTKMKK, BbINONHeHa nyHKumsa BYI, kateTepmnsaumns cny-
X0BbIX Tpy6, 6€3 cyLecTBEHHOro addekTa.

Uepes Hegento nosBunucb 6omny B NEBOM yxe, rHoeTedeHune
M3 NeBOro CryxoBOro npoxofa, ofbllika. [ocnuTanusvpoBaHa B
JIOP-otgenexne MK nm. C.I. boTknHa. BbisiBNeHbl NenMKOLUTO3,
nerkasi aHeMusi, MUHUMarnbHasa NPOTENHYPUS, HE3HaYUTENbHOE Ha-
pyLeHne dyHkumm novek. PentreHorpadomsa MIMH: npaBoCcTOPOHHMI
ranimoput. BbINONHEHo WyHTUpoBaHNe GapabaHHOW NepenoHKU C
obeunx cTopoH, NyHKkumn npason BYI, npoBogmnacek aHTubakTepu-
anbHasa Ttepanusi. CoctosiHMe 6e3 CyLLeCTBEHHbIX NMEPEMEH, TEM-
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Puc. 28. B siyelikax cocuyesudHo2o ompocmka nupamudsl 1eeol
8UCOYHOU KOCMU OmMMeYaemcsi namosio2u4eckoe cooepxumoe

nepartypa HopmanusoBarnacb nocrne BBeAEHUs NMpegHU30rioHa Mo
noesoay anun3oga 6poHX00BCTPYKLNN.

Yepes 5 gHen nosasmnack nuxopagka oo 39°C, rornoBokpyxe-
Hue, cnabocTb, rocNUTanM3npoBaHa B NyrIibMOHOMOMMYECKOE OTae-
nenne Kb um. C.I. BoTknHa. BbisBneH TpoMOouMTO3, NOBbLILLIE-
Hne CPB o 30 HopM, yMepeHHasi MPOTENHYPUST, MUKpPOreMaTypus.
PenTreHorpadua OlK: 6e3 oyaroBbIx U MHUNBTPATMBHBIX U3Me-
HeHun. PeHtreHorpacusa [MMH: yTonuweHue cnuaucton. KT TMIMH:
N3MEeHeHNs COCLIEBUOHOMO OTPOCTKA.

MepeBeneHa B JIOP-otaeneHne, npoBoamnacb aHTUMbakTepu-
anbHaga Tepanus 6e3 addekTa, NnporpeccupoBana aHeMus, NoYey-
Has W AblxaTenbHasi HEAOCTAaTOYHOCTb, NaLMEHTKa nepeBedeHa B
OPWT, Hadvatbl npouenypbl remognanuaa. pu peHTreHorpadum
OrlK: noHwxeHne Npo3padHOCTN B HWKHEM JIErOYHOM Mone crnpa-
Ba. KT OlK: B 060oux nerkux BblsiBNEHbI 30HbI YMAOTHEHUS MO TUNY
«MaTOBOrO CTeKay», KoOHCoNMaaLuumn NeroYHon TkaHu ¢ CUMNTOMOM
«BO30YLUHON BpoHxorpacmm» 1 BbINOT B 06enx nneBparsbHbIX Mo-
noctax (puc. 27).

KT 'M: natonormnyeckui cybetpat B IMMNH n auerkax cocue-
BMOHOMO OTPOCTKa NEeBOW Nupamuabl BUCOYHOW KocTu (puc. 28). B
OPWT koHcynbTnpoBaHa Hedponorom, 3anogo3peH IMA (rpaHyne-
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MaTo3 BereHepa). BbisiesieHo noabiweHue mumpa AHLIA k MI1O
do 20 Hopm.

HuazHo3 nodmeepxdeH ceposio2uvyeckKu, Ha4aTta nynbc-Te-
panua MeTUrnNpeaHM3onoHOM U uuknodochammnaom, npoueaypbl
nnasmoobmeHa. HecMOTpsi Ha MPOBOAUMYIO Tepanuio, Nporpeccu-
poBana gbixaTenbHasi He4OCTaTOMHOCTb, Pa3BUITOCh NIEFOYHOE KPO-
BoTeuyeHue, Havata VIBJ1, ogHako nonvopraHHasi He4oCTaTOYMHOCTb
nporpeccupoBana, u Ha 48 cyTku npebblBaHUSA B CTalMoHape Ha-
ctynuna cMmepTb. [1pu natonoroaHaToMMyYeckom uccnegoBaHmm au-
arHos3 NoATBepXaeH.

Cnydal 5 (6onbHas J1., 1999 2.p.)

[ebtoT 3aboneBaHnsa B 2016 1. B Bo3pacTe 17 net: 03HoO, 6onu
N OrpaHuMyeHmne NoaBMKHOCTU B KONEHHbIX CycTaBax, criabocTtb. Ye-
pe3 3 OHs npucoeanHunack nuxopagka oo 38-39°C, BbicbinaHus
Ha KoXe, oAbllwka. Ha 7-e cyTku rocnutanuampoBaHa B MHGEKLN-
OHHbIN CTauMoHap NO MECTY XWUTEeNbCTBa, OTKyAa B CBA3UN C AblXa-
TENbHOM HEeQOCTAaTOMHOCTbLIO 3KCTPeHHO nepeseaeHa B OPUT IMKb
um. C.IM. boTknHa.

[Mpn nocTtynneHnn coCcTosiHME KparHe TsKenoe, TemnepaTypa
Tena 37,3°C, YUCC 156 B 1 muH., Yaa 48 B 1 muH. OyaroBoi He-
BPOIIOrMYECKOM CUMNTOMATMKN HET. Koka u BMAMMbIE CIU3NUCTbIE
OnegHble C cepoBaTbiM OTTEHKOM, Ha KOXe rpyan v nuua MHOXe-
CTBEHHbIE Manyrne3Hble 3fIEMEHTbI, MOKPbITbIE KOPOYKamMu, 40 3 MM
B gnameTpe. OTeKM HMXKHUX KOHEYHOCTeNn. B nerkux abixaHue oc-
nabneHHoe BO Bcex OTAenax, Xpurbl He BbICMYLUMBAKOTCA. TOHbI
cepaua fAcHble, pUTM NpaBuibHbIA. XKNBOT B34yT, NpY nanbnauun
©e3bonesHeHHbIN. NeveHb y Kpast pebepHon ayrn, ceneseHka He
nanenupyetca. [inypes agekBaTHbIN, MOYa CBETNas.

BbiSBneHbl NenkoumTos, TpoMoboumMToneHuns, HebonbLuas npo-
TEUHYPUS, MUKpPOreMaTypusi, HapyLueHne yHKLMN NoYeK, yMepeH-
Hasl runonpoTemMHemus, koarynonatud, noeblweHne CPB po 75
HopM. PeHtreHorpadus OlK: cHmxeHne npo3padHOCTM NIEroYHbIX
nonen ¢ 06enx CTOPoH 3a CYET NONMMOPMHBLIX O4aroBbIX CIIMBHbIX
TEHEeN No BCEM NeroyHbIM nonsm. KOoHTypbl CpeaocTeHna n Kynona
Onadparmel HeveTkme. Y3W: yBenvyeHne pasmepoB noyek ¢ Hapy-
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Puc. 29. l'emoppazcu4yeckue 8bicbirnaHusi
Ha MblfIbHOU MOBEPXHOCMU KUCMU C OMEKOM MSI2KUX mKaHel

Puc. 30. Cbinb Ha Koxe xueoma

weHnem andpdeperuymaumm cnoes. OXO-KI: nonoctn cepaua He
paclMpeHbl, cokpatuTenbHas (OYHKUMS MUOKapda NeBoro Xeny-
A04Ka YMEPEHHO CHUXEHA.

[narHoctupoBaHa OBYCTOPOHHSAS OECTPYKTMBHAsSH MHEBMOHUS.
Hauvata /BJ1, aHTnbakTepmanbHas (C HEOQHOKPATHOW CMEHON aHTK-
OGUOTMKOB LLUMPOKOro CrekTpa OeNCTBMS) U MHAY3NOHHAs Tepanus,
nepenueanuna C3I1. HopmanuaoBanucb KONMYecTBO TPOMOOLMTOB
n AYTB, HO NposIBMNNCL remMopparMyeckme BbICbINaHUS Ha Tbifb-
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Puc. 31. KT-uccnedosaHue Ne 1. B oboux niezkux onpedensromces
MHOXecmeeHHble rnosiocmu pacrnada Ha hoHe «Mamogoeo cmeknax u
yyacmkoe KoHconudauyuu 8 KopmukarsbHbiX omoenax feaKux.

B nnesparsnbHbix Nonocmsix uMeemcs 2as, rnosieusWUlcs,
no-eudOUMOMY, 8 pe3yrnibmame pa3pbiéa CMeHOK rosocmed
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Puc. 32. KT-uccnedosaHue Ne 2. Ommeyaemcs yMeHbleHUe
Konu4yecmea ronocmed 8 1e2KuUX, CAUsiHUe Yacmu rorocmel Mexoy
coboli, ysenuydeHue Konudecmea e030yxa 8 rpasol riesparnbHoU
rnonocmu
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HOW MOBEPXHOCTU KMUCTen (No Tumy nepyartok), Ha cnuHe, begpax
n B naxosow obnactu (puc. 29) — nanynesHas Cbifb C KOPOYKaMK,
OTMeyYaBLUAsCs NpW MOCTYMMAEHUKU, MPUHSANA pacnpoCTpaHEHHbIV
xapaktep (puc. 30).

CoxpaHsanucb nuxopagka, AblxaTenbHas HeOoCTaTOYHOCTb,
passunacb onurypusi, Hapacrtanu OoTeku, asoTeMusi, NosBUach rm-
NOTEH3M1s, YTO NOTpeboBano MHOTPOMHON NOAAEPXKKU U MpoBeae-
HWS Npoueayp remoavanumaa.

Mpn KT OlK B nerknx onpegensaoTcst MHOXECTBEHHbIE MOSIOCTH
OECTPYKUMM C TOMNLLUMHON CTEHOK A0 2—3 MM U 30Hbl MHpUILTpaLmm
C ABYX CTOPOH (puc. 31). B 06enx nnespanbHbIX NONocTsx ¢ obemnx
CTOPOH MMeeTCS ras.

OcmoTpeHa remaTonorom. 3anogo3peH rMmcTMoumMTo3 U3 Kre-
TOK JlaHrepraHca C nopaxeHueM feroyHon TkaHu. PekomeHgoBa-
HO uccnegoBaHune kposu Ha AHUA, aHTusgepHble n aHTugocdo-
NMAMaHble aHTUTena (He NPOBEAEHO MO TEXHUYECKUM NPUYMHAM).
BbinonHeHa NyHKUMsi KOCTHOrO Mo3ra, BGUOMNCUst ANEMEHTOB CbIMK.
B muenorpamme — 6oraTblii KOCTHbIN MO3r ¢ abCOMOTHBIM pacLun-
peHnemM 1 OMOMOXEHUEM HENTPOUNBHOrO pPoCTKa, B OCTarlbHOM
— 6e3 ocobeHHocTEN. B bronTtate KoXu rmcTMouuToB HE HanaeHo.

Ha dpoHe nposogumon tepanum (UBJ1, BasonpeccopHasa noa-
OepXKKa, NOBTOpHasd CMeHa aHTMBMOTUKOB ¢ JobaBneHnem npotu-
BOrpuBKOBbLIX NpenapaTtoB) OTMeYeHa NonoXuTenbHasa AMHaAMUKA:
yracna cblifb, BOCCTaHOBWUICSA Ouype3, NUKBMAMPOBAIIMCb OTEKMU,
HOpManu3oBanucb MNokasatenu QyHKLMN MoYeK, paspelumnach
ObixaTenbHasi He4OCTAaTOYHOCTb, Yepe3 MecsL, NpebbiBaHns B cTa-
umoHape MBI npekpalleHa. Mpu noetopHon KT OlK (puc. 32) oT-
MEYEHO YMEHbLLUEHNE KONMyecTBa NnofiocTen 4eCTPYKLUMU NErOYHOM
TKaHW B 000UX Nerkux, Npu 3T0M 4acTb MONOCTEN Crvnacb Mexay
cobon ¢ popmmpoBaHuem noroctn 6onbliero pasmepa. TonwuHa
CTEHOK nonocten pacnaga ymeHblmnacb o 1-2 mm. Konwnye-
CTBO rasa B npaBoK nsieBpasrbHON NONOCTUN YBENNYMUIOCH, B JIEBON
nnespansHOM NONOCTU ras He BU3yanuaupyetcs, cBOOGOAHOM Xua-
KNCTU B NNeBparnbHbIX CUHYCaxX He onpeaensieTcs.

BbInonHeHO paHee Ha3HayeHHOe ceponornyeckoe nccrieqosa-
HWe, ebisiesieH nosbiweHHbIU mump AHLIA cymmapHbix (+).

HuazrHocmupoeaH ITIA (2paHynemamo3 BeeeHepa), Hava-
Ta Tepanunsa NpeaHU30NoHOM 1 LMKnodocaMnaom C BbipayKeHHON
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NONOXUTENbHOM AMHaAMUKOW. [na AanbHenwero nevyeHns nepese-
AeHa B peBMaTONOrMYECKYH KIMHUKY.

Cnyw4ali 6 (6onbHas K., 1996 2.p.)

HebtoT 3abonesaHusa B 2009 r. B Bo3pacTe 13 neT: nocne ne-
peoxnaxaeHus nosBUNUCb crabocTb, yTOMMIAEMOCTb, NOTeps an-
neTuta, AMarHOCTMpOBaHa MHEBMOHWS, NpoBoaunack aHTubakTe-
pnanbHasi Tepanusa 6e3 addekra. focnutanmanpoBaHa no MecTy
XUTENbCTBA, BbISBIIEHO HapyLUEeHNe yHKLMKN NoYeK, nepeBeaeHa B
AETCKUI LeHTp remognanuaa, rae duazHocmupoeaH 2paHyieMa-
mo3 BezeHepa, TepmuHanbHas ctagusa XIMNH. MNMonyyana neyeHue
nNporpamMmMHbIM reMmognanM3om B TedeHune 2 et (cBegeHuii o6 nm-
MYHOCYMPECCUBHOW Teparnuun HeT).

MepeBeneHa B ETCKUIA LEHTP TPAHCNNAHTONOMU, NPU peHTre-
Horpadum OlK BbiSABNEHbl U3MEHEHUS, XapaKTepHble AN rpaHyne-
mMaTo3a BereHepa, ebisiesieH noebiwieHHbIU mump AHLA cym-
MapHbIx (+), QuacHo3 nodmeepkOeH ceposIo2UYeCKU.

MpoBoannuck Nynbc-Tepanusa MeTUNNPEeAHN30I0OHOM C Nepexo-
AOM Ha NPegHN305oH BHYTPb, NynbCc-Tepanus uuknodgochammnaom,
nocrne 4Yero BbIMOMHEHA annoreHHas TpaHcnnaHTauus TPyrnHON
nodkn. MNonyyana ©a3nCHY TPEXKOMMOHEHTHYHO MMMYHOCYMNpec-
CUBHYIO Tepanuto. MMocTTpaHCnNaHTaunoHHbIM Nepuog npotekan ¢
YPONOrMYeCKUMN OCITOKHEHUAMM, ABaXdbl NepeHocuna anunsogbl
OCTPOro OTTOPXEHMSs TpaHcnnaHTaTa, Mo NoBody Yero nNpoBoau-
nacb nynbc-tepanusi METUNNPEOHU30NOHOM (OBaXabl BbIMOSHS-
nacb 6uoncua TpaHcnnaHTara: npu nepeovi GMoncun BbISIBNEHO
OCTpOEe OTTOPXKEHWe TpaHcnraHTaTta, npyM NOBTOPHOW Guoncumn —
XpOHUYECcKash TOKCMYHOCTb MHIIMOUTOPOB KamnbuUMHEBPUHA). Yepes
5 net yHKUMS TpaHCNNaHTaTa yTpadeHa, BO306GHOBNEHO NnevyeHne
NporpamMmmMHbIM reMOAMANM3oM B ANanvM3HOM LIEHTPE MO MECTY XW-
TenbCcTBa.

YUepes rog NosIBUNMCh KataparbHble SBAEHUS, Kallerb, Nmnxo-
pagka oo 38°C, cnaboctb, npu peHtreHorpacdum OIK BbisiBneHa
NMHEBMOHWS, NpoBoaunack aHTubakTepmnanbHaa Tepanusa 6e3 ad-
dhekTa, Kalernb yCUnuncs, npogorkano nMxopaguTb.
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locnuTtanusupoBaHa B Hedposnorndeckoe otaeneHne Kb
um. C.IM. BoTknHa. BbisiBNeHbl NeNKoLMTo3, TPOMOOLNTO3, TSKenas
aHemus, BUpyconornyeckoe obcnegoBaHne no3BOnUIIO UCKIHOYNTb
aKTUBHYIO MUKOMMNA3MEHHYH0, reprnec-BUPYyCHY U LMTOMEranoBu-
PYCHYO MHMEKLUNIO.

Mpn KT OFK (puc. 33): B S1+2 neBoro nerkoro onpenenserca
WHUNBTPAT OKPYrNon oopMbl C HEPOBHBIMWU, MECTaMN HEYETKUMU
KOHTYpamu, Ha pOHe KOTOPOro BU3yanusmpytoTca npocBeTbl OpoH-
XOB pa3mepom 32x24x15 MM ¢ Tsxkamm kK pebepHon nNnespe 1 30HOM
«MaTOBOro CTeknay B nepudoKanbHbIX OTAenax no Tuny cumntoMa
«rano». B S6 neBoro nerkoro BM3yanmampyoTcst y4acTKM « MaToBO-
ro creknay. Hapsay ¢ atum, B S6,8,9 npaBoro nerkoro, npuneras K
mMexgoneson n pebepHor nnespe, onpegensdeTca obLmMpHasa 3oHa
YMNOTHEHWS NIEFOYHOW TKaHU OKPYron OOpMbl C POBHBIMU YETKM-
MU KOHTypamu 6e3 Bu3yanusauum npocBeTOB OPOHXOB pasMepoM
66x60x100 MM, B LeHTpanbHbIX OTAEeNax KOTOPOW onpenensiercs
30Ha XuakocTHowm nnotHocTn (9HU) pasmepom 39x35x60 mm. B
OKpY>XatoLLen Nero4Hon TKaHn BU3yanuampyroTCs y4acTku « MaToBO-

Puc. 33. KT-uccnedosaHue Ne 1. Abcuecc HuxHel Oornu npaesoezo sea-
koeo nipu I'TIN. B S1+2 negoeo neekoeo onpedernsemcsi oyae
HernpasusibHOU YOpMbI C HEPOBHBIMU KOHMYypamu C CUMITMOMOM
«2arno» (a), 8 S6 51e8020 1e2K020 UMEEemCcs y4acmoK yriomHeHus
J1Ie204HOU mKaHuU 1o mury «mMamoegoeo cmeknay (6), 30Ha MaccueHo20
YMIOMHEHUST fie204HOU mKkaHu 8 S6-10 npaeozo fie2kozo (8),

8 KomopoUi 8U3yanu3upyromcs y4acmku MOHUXeHHOU MiIomHocmu,
coomeemcmaeyruwue pacriasneHuro napeHXuMbl 1e2Koeo (2)
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ro creknay. poceBeT Tpaxeun n KpynHbix BPOHXOB He cyxeH. CBo-
©OOHOW XXMAKOCTU B NIieBparibHbIX NMOMOCTSIX HET.

3aknroyeHue: KpynHbil abcuecc HuxxHel OoJsiu npaeo20
Jle2ko20 8 ¢haze ghopmupoesaHusi u 6e3 npusHakoe OpeHUposa-
Husi. UHhunbmpam eepxHeli Aos1U JIe8020 JiIe2Ko20 6 bonbuwel
cmernieHuU coomeemcmeayem nposiesieHUsIM sackysuma. Jleeo-
CMOPOHHSIST HWKHedosiegas nosiuceaMeHmapHasi MHE8MOHUSI.

BpoHxockonus ¢ Guoncuen GpoHxa: B Guontate dparmMeHTbl
CTEHKM OpOHXa C Bblpa)XEHHbIM OTEKOM, 3NUTENUIA C 04aroBOK MNJo-
CKOKNETOYHOW MeTannasven, B NoACrM3NCTOM Croe BblpaXeHHas
nevikounTapHas MHMUNBETPaUUSA CO 3HAYUTENBHON NPUMECHIO cer-
MEHTOSIAEPHbIX NIENKOLMTOB, NnasmouMToB, 303MHodumnoB. PocTa
OnNyxonu B npegenax npucnaHHoro Matepuarna Her.

Y3W nneBpanbHbIX NOMOCTEN: cnpasa no 3agHen NOBepXHOCTU
B NPoeKuMmM nonaTtkm Ha oHe MHPUNBTPUPOBAHHOW NEFOYHON TKa-
HWU BU3Yanu3npyeTcsl XXMAKOCTHAsi MONOCTb C HEPOBHLIMU HEYETKU-
MU KOHTYPaMM C 9XOTE€HHbIM reTepPOreHHbIM CoO4epPXNMbIM 06 bEMOM
28 mn. AbcLecc npaBoro nerkoro.

BbINONHEHO 4pecKoXXHOe TpaHCTopakanbHOe APEeHMPOBaHWE
abcuecca npasoro nerkoro nog Y3W-HaBegeHvem. PeHTreHorpa-
dusa ONK nocne gpeHnpoBaHUs: crpasa NOHWXEHWE NPO3PadYHOCTH
NEeroYyHOro Nomnsi Ha NPOTSHKEHUN HYDKHEN JOMNW HenpaBubHON Npo-
gonrosaTon (popMbl, reTepOreHHON CTPYKTYPbI C y4aCTKOM NPOCBET-
neHVs B MecTe pacnonoxeHns apeHaxa. Cnesa B BepxHeW Jone
nmeeTcs POKYC MOHWKEHUS MPO3PaYHOCTU OKOMO 2 CM B AnaMeTpe.
KopHu nerkux paclumpeHbl, MHOUNLTPMPOBaHbl. B nneepanbHbIx
CUHycax C¢ 0beunx CTOpOH onpegensaeTcs HeborblIOe KONMYecTBO
XMUOKOCTH.

B nocneonepauMOHHOM nepuoge OTMEYEHbl CHUXEHWE nen-
KouMTO3a, HOpManusauus konuyectsa TpombouwuTos. NMoBTOpHOE
KT-uccnegosaHue (puc. 34): cOCTOsiHWE nocne ApeHUpPOoBaHUS
abcuecca npasoro nerkoro. B S1+2 neBoro nerkoro coxpaHsieTcs
WHUNBTPAT OKPYINon oOpMbl C HEPOBHBIMU, MECTaMU HEYETKUMM
KOHTypamu, Ha DOHe KOTOPOro BU3yanuanpyroTca NpoCcBeTbl OpOH-
XOB (MpexHuM pasmepom 32x24x15 mMM) ¢ Tskamu K pebepHon
nrespe 1 30HOM «MaTOBOro CTekra» B nepucokanbHbIX oTgenax no
TNy cumntomMa «ranoy». OTMe4yaeTcsa yMeHbLUeHNe y4acTKoB «Ma-
TOoBOro crekna» B S4,5,6,8 nesoro nerkoro. B S6,8,9 npasoro ner-
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Puc. 34. KT-uccnedosaHue Ne 2. B eepxHeli Oore r1egoao rie2koao
coxpaHsiemcsi uHguribmpam 6e3 UsMeHeHUs1 paamepos U ¢hopMbi C
repugbokasibHbIMU y4acmkamMu YryiomHeHuUs JIe204HOU mKaHu 1o mury
cuMmnmoma «aasnox. B HuxHel 0orie 51e8020 51e2Kko20
8u3yarnu3upyemcsi nosiocme ¢ HEPaBHOMEPHO YMOJTU,EHHBIMU
CmeHKaMUu, 8 KOmOopyH ycmaHoerieH OpeHax

Koro, npuneras K Mexgoneson 1 pebepHon nnespe, onpeaensercs
nonoctHoe obpasoBaHue C XWAKOCTbIO B MPOCBETE M YCTAHOBMEH-
HOW B Hero, B 6-e Mexpebepbe No 3agHeN NOBEPXHOCTU, APEHAXKHOM
Tpy6KOW. B OKpy>KatoLLen Nero4Hom TKaHn BU3yanusnpyoTcs y4acTkn
«MaToBoro creknax. lNMpocsBeT Tpaxeu n KpynHbIX GPOHXOB HE CYXEH.

3aknrovyeHue: HerosiHoe OpeHuposaHue abcuyecca HUXHel
dosnu npaeozo. MHhunbmpam eepxHeli AosIU JI€8020 JIE2KO20
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e 6osibwell cmeneHU coomeemcmeyem rnposiesieHUsIM 8ackKy-
numa. JleeocmopoHHsisi cpedHe- U HuXXHedoJsieeasl nosiucee-
MeHmapHasi MTHe8MOHUSI.

MpogomkeHa aHTMbakTepuanbHas Tepanus, npu MNOBTOPHOM
peHtreHorpacpum OFK oTmevaeTcsa nonoxuternbHas AvHaMuKa B
BUAE YMEHbLUEHNA 0ObeMa BHYTPUNIIEBPanbHOro Bosayxa — B 06-
nacTu BepXyLUKM M napakocTanbHO BU3yanuampyercs y3kasd noro-
cka Bo3gyxa wupuHor ~ 1,0 cm. JucTtanbHbIn KOHeL, nrieBpanbHOro
OpeHaxa onpegensaeTcs B 06nacty BepXyLUKU NpaBoro reMmtopak-
ca. CoxpaHsieTcsa HeogHOPOAHOe 3aTeMHeHMe HukHebasarnbHbIX
OTAENOB NPaBOro fIEro4HOro Monsi 3a CYET OrpaHUYEHHOro MHEB-
MOG1Bpo3a NOCTNHEBMOHMYECKOTO XapakTepa. JIerouHbIn pUCcyHOK
YMEPEHHO BblpaeH. KOpHM Merkmx YacTUYHO CKPbITbl 3@ CpeanH-
HOW TeHbto. [Juadparma KOHTYpUpPYeTCs ¢ ABYX CTOPOH, YNIoLLeHa.
lMepenHue nneBparnbHble CUHYCHI CnpaBa 3aBYyariMpoOBaHbl 3a CYET
CKOMMEHMS BHYTPUMNEBpParibHOM XUAKOCTU C NPU3HaAKaMm OCyMKO-
BaHWSA, OoCTarnbHble — Npo3padHble. TeHb cepaua NpuUnexuT K gua-
dparme. AopTa HE N3MEHEHa.

[MauneHTka NpogomKaeT iedeHne B CTaumoHape.

Cnyuyau 7 (6onbHas b., 39 nem)

HebtoT 3aboneBaHua B 2016 r.: nocne nepeHeceHHoro OPBU
nosiBUNncb 6onu B cyctaBax, 3anoxeHHOCTb Hoca. ObcnefoBaHa B
pPEBMaTONOrMYeCckon KIMHUKE, ANarHoCTMPOBaH peBMaTOMAHbIN ap-
TPWT, Ba30OMOTOPHbIN puHUT, nony4yana HIMBC. Yepes 6 mecsueB —
yXyALleHne COCTOSHUSA, NOABMANCE cnabocTb, NMXopaaka, oabILLIKa,
OTMETUNAa YMEeHbLLEHNE KonmdecTBa moun. Yepes 5 cyTok rocnura-
nunanposaHa B Hedpponorudeckoe otaenenune Kb nm. C.I1. BoTkuHa.

BbIIBNeHbI NenKounTo3, aHeMUS cpeHen TSKecTu, ymepeHHas
NpOTENHYPUS, MUKpOremMaTypusi, BblpaXeHHas novevyHas HegocTa-
TouHOCTb. AHTUTENna Kk MBT He BbisBneHsl. Mpu ocmoTpe JIOP-Bpa-
YoM OOHapyXeHbl reMopparMyeckne Kopku, atpodus Crmn3ncTomn
Hoca. Y3M: noykn yBennyeHsbl B pasmepax, ¢ A dy3HbIMU n3Me-
HeHnaAMKU napeHxumbl. PeHtreHorpadgus OlK: cnesa B cpegHem
oTAerne nerkoro OTMeYaeTcsl MOHWXKEHMEe NPO3PavyHOCTU NEroYHOM
TKaHW 6e3 YeTKMX KOHTYPOB. Ha ocTanbHOM NpOTSXXEHMMN NErOYHbIN
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Puc. 35. UhmepcmuyuanbHas uHgpunbmpayus
neaoyHoU mkaHu nipu TIA

PUCYHOK YCUINEH 3a CYET DPOHXOCOCYAMCTOrO KOMMOHeHTa. KopHu
NerkMx ManocTpyKTypHbl. Bo3gyxa, makocTu B nnesparnbHOM Mno-
1NIOCTW HE OTMeYaeTcs.

KT-uccnepgosanme OlK: B neroyHom TkaHM C¢ 0OeMX CTOPOH
OonpenensieTcs ycurieHme fiero4Horo pUcyHka 3a c4eT Mernkoodaro-
BOWM UHTepCTULMansHon nidunstpauum (puc. 35). Ha atom coHe B
GasanbHbIX OTAENax NeBOro Nerkoro MKCUpyTCst y4acTkv NIMHEN-
HOW TSHXKMCTOCTU C MIEBPOMNySbMOHAmNbHEIMKU U nneBpoaunadpar-
ManbHbIMK cnavikamu. Tpaxes u OpOHXM [0 YPOBHsSI cybcermer-
TapHbIX MPOCMEXUBAKTCA Ha BCEM MPOTSKEHUUN, CTEHKM OPOHXOB
YNNOTHEHbI, NPOCBETLI BO3AYLWHbI. OpraHbl CPeoCTEHNS U KOPHU
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nerknx CTPyKTYpHbl. BHyTpurpygHblie numdarudeckue ysnbl He yBe-
nnyeHsbl. JleBblt Kynon AnadparMbl NOATSHYT BBEpPX 3a CYET (hu-
OpO3HbIX CpaLLeHUn C NSEBPOK, NpaBbl Kynon obbl4HO pacnoso-
eH. CBOOOAHOM XNOKOCTM B NfieBpasibHbIX MOMOCTAX HET.

3aknroyeHue: dugpghy3Hast MesiKoo4azoeasi ducceMuHayus
Jleekux epaHysieMamo3Ho20 XxapakKkmepa, no-euduMoMy, Kak
nposieneHue eackynuma. [THeemonnespogpubpos. lNneepodu-
aghpazmasnibHble cpaujeHus crieaa.

3anodo3peH [TIA (epaHynemamo3 BezeHepa), e3sama
Kkpoeb Ha AHLJA, HayaTbl Nynbc-Tepannsa MeTUNNPESHN30NTIOHOM,
umkrnogocdammaom, npoueaypsl nnasmoobmeHa. Ha doHe npo-
BOOVMMOW Tepanuu COCTOSHME YMNy4YlUUOCh, YMEHbLUUIACh AblXa-
TenbHas HedOCTaTOYMHOCTb, yBenuuunca anypes. BbisBrneH nosbi-
weHHbI TMTPp AHUA, duacHO3 nodmeep)k0eH ceposio2uqdecKu.
MaumneHTka NpogomKaeT neyveHne.
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