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H. A. OAnAKOBCKWIA

BE3 OBPATHOIO PACMONOXEHWA BHYTPEHHWX OPIFrAHOB
HAN ®XM M3 P®

CuHapom 3meepTa-KapTareHepa — Tpuaga, BKAIO- NnapHbln  aedeKT BO3MOXEH NPUOGNU3NTENbHO B
yalowas B ce6s NONHOE WAM 4acTUuHoe o6paTHoe 200 TeHax, OTBETCTBEHHbIX 33 CUHTE3 LMMAPHbIX
PacronoXeHne BHYTPEHHUX OPraHoB, GPOHX03KTaspl 0€NKOB [3], UTO ABNAETCA NPUUYUHOW PasNUUHBIX
M NaHCUHYWT, Gbln Brnepsble onucaH B 1902 rogy Y/1bTPACTPYKTYDHbIX W3MEHEHWA pecHuuek Mepua-
A K. 3MBepTOM, HO 60Mee WMPOKYI0 W3BecTHocTE/NBHOTO 3nuTeNns Tpaxeo6pOHXNanbHOTo Aepesa

nonyunn B 1933 rogy nocne ony6numkoBaHua paboT
M. Kartagener [4]. OpgHako B noclefgHue rofbl
pa6oTtamu psaga asTopoB [5] 6bIN10 AOKa3aHo, 4TO
Tpnafa 3uBepTa-KapTareHepa fABNAeTCA OAHON w©3
YacTHbIX (OPM CUHApPOMA MEPBUYHON LUANAPHOIN
anckuHesun (MU A). B ocHose MU A nexart Hacnep-
CTBEHHbIE HAPYLWEHNS NOABUXHOCTU PECHUYEK MepLa-
TEeIbHOT0 3NUTENUs PecnuMpaTopHOro TpakTa W pofa-
CTBEHHbIX CTPYKTYpP, B YaCTHOCTM XFYTUKOB Cnepma-
To3ounaoB [7]. Kpome TOro, cymTtaeTcs, UTO He TOMbKO
nopa>keHWe pecnuMpaTopHO CUCTEMbI, HO M Hapylwe-
HVe B 3MOPMOHANbHOM MEpUOfe eCTECTBEHHON poTa-
UMM BHYTPEHHUX OPraHOB TaKXe CBA3aHO C yTpaToi
NOABMXHOCTU pecHUYek [3], uTo M obycnaeBnuBaeT
CNYy4YamHOCTb AEKCTPa-NnoO3MLNMN N HE MOXET ABNATHLCH
ob6nuratHelM npuaHakom MU A.

[JaHHas naTtonorus OTHOCUTCA K 4YUCNY TeHeTu-
YeCKM [eTepMUHMPOBaHHbIX 3abonesaHmin [6]. Lin-

W HacnefyeTcsd N0 ayTOCOMHO-PELECCUBHOMY TuNy
[8]. Mopdonornyeckne mn3mMeHeHns 06bIYHO COMNpoO-
BOXAAMTCA HapyWweHUeM 4YacTOTbl U CUHXPOHHOCTM
ABVMXeHUa  pecHuuyek  (UMNMAPHON  AUCKWUHE3NN).
OpHako pa6botamm C, Kobatanm et al. (1980)
MoKa3aHo, 4TO y 4acTu 6OMbHbIX C LWUAMAPHOW Auc-
KWuHe3neid coxpaHAeTCcqs HopMaNnbHas YyNbTpacTpykK-

Typa.

LlunnapHasd [AWCKMHe3NA BbI3bIBAET pe3Koe yXyf-
WeHVe MYKOLUMIMAPHOTo TpaHcnopTa nerkux (MLUT),
TaK KakK LWINapHbIi KOMMOHEHT AB/IAETCA OLHUM W3
OCHOBHbIX B C/IOXXHOM KOMM/JIeKCe MexaHW3MOB,
obecneymBalw WX OYNLLEHNE TPaxeobpPOHXMANbHOTO
jepeBa. HapyweHus B fJaHHOW cucTeMe CMocob-
CTBYIOT (OpMMPOBaAHMIK OPOHXMANbHOW 06CTPYyKUUN,
a nocnejytolee npucoefnmHeHne uHMPekunmnm cosgaet
YCNOBUA [N XPOHUYECKOro BOCMANUTENbHOTO Mpo-
uecca B OGPOHXONEroO4YHOW CUCTEMe, 4TO W ABASETCA



Puc. 1 PeHTreHorpamma 6onbHoii A. M.

OCHOBHbLIM KNMHu4Yyeckum npoasneHnem MU A. OgHako
B pamMKax CUHAPOMA BO3MOXHbl pas3finyHble KAUHU-
Yeckue BapuaHTbl, OTAUYalOLWMecs XapakKTepom
OPOHXONEroOYHbIX MW3MEHEeHWN, TaxXecTblo 3abonesa-
HUA, aKTUBHOCTbIO TEYEeHWA BOCMaNUTENbHOro nNpo-
Lecca, 4YTo B CBOKW ouepedb obOycnaBiMBaeT Hanu-
yne UNM OTCYTCTBME OPOHXO3KTAa30B U cuHymTa [1].

Hapagy ¢ KAMHWKOW, 60nblOe 3HavyeHUWe B Aua-
rHoctuke MU/ nonyynnu JONONHUTENbHbIE METOAbI
nccnefoBaHWsA, OCHOBAHHbIE HA WU3MEPEHUU CKOPOCTHU
MLUT, KoTopasi npu 3Tol NaToNOrUM Pe3Ko CHUXXEHaA.
B nocnegHee BpeMsa pas3paboTaHo 60/blIOe KOJK-
YeCcTBO MeTOAMK OnpefeneHUs AaHHOro nokasaTens,
B OCHOBE KOTOPbIX /eXWUT oOnpegeneHue CKOPOCTU
BbIBElEHNS pa3NIMUYHbIX NpefBapuTeNbHO WHranupo-
BaHHbIX MHAWKATOPHbIX YacTuy. C 3TON LEenblo MOXET
O6blITb MCNONIb30BAHA UHTANALUA ayTONOTUUYHOTO remo-
rnobuHa c onpegeneHnem ckopoctu MLUT no BbiBeje-
HWUI0O TEMOTTI0O6GMHA C MOKPOTOI C NOMOLLbIO cneymnanb-
HOW LBeTOBOW wWKanbl [2]. OgHako 60/1ee COBPEMEH-
HbIM AB/NAeTCA WUCNONb30BaHWE pPajUOM30TOMHOIO
MeTofa onpepeneHna ckopoctu MUT. B Hawux wuc-
CNefoBaHMAX Mbl MPUMEHANU MUKpochepbl anbby-
MWHA CbIBOPOTKW KPOBW 4YenoBeKa, MeyeHHble 9duilc,
B BuAe ctaHjapTHoro npenapata TCK-5. CkopocTb
MUT onpegendanu no M3MeHeHW pajuvoOakKTUBHOCTM
Haf NeroYyHbIMM NONAMMW B TEYEHWE 2 4acoB, B fafb-
Heilwem npousBogMnacb KoMMblOTepHas o06paboTka
JaHHbIX MO MNporpamMme C KOpPpeKuueihn Ha pacnapg
npenapara.

Takxe BaXXHbIM ABNAeTCA onpejeneHue CKOpPOCTU

OBUXXKEHUA PECHUYEK UWAMAPHOTr0 3nuTenus — uu-
nuapHaa akTmBHocTb (LLA), KoTopasi onpepgensertcs
B 6uoncuiiHoM maTepuane, MNOAYyYEHHOM npu uopo-
OPOHXOCKOMMUU C MOMOLWLbIO 3EKTPOHHO-ONTUYECKONA
cCucTembl, cocToswelin M3  (Pa3oBO-KOHTPACTHOrO
MUKpoCcKona, DOTO3NEKTPOHHOTO YMHOXUTENA U YCu-
nmtens.

OueHKa ynbTPacTPYKTypbl pPeCHUYEK MepuaTefb-
HOro 3nNuUTenna TakKXe MpoBoauTCcA B 6Guoncuii-
HOM MaTepuane C NOMOLWbLI 3NEKTPOHHOW MMUKPO-
cKonum.

Mop Hawwm HabnwgeHuem HaxoaAaTca ABoe cub-
coB (cecTpa u 6pat) ¢ MU c HOpManbHbIM pacno-
NOXEHWEeM BHYTPEHHUX OpPraHoB.

bonbHas A. M., 16 net, Haxofunacb B K/IWUHWUKE C Xano-
6aMuM Ha 4YYyBCTBO 3a/IOKEHHOCTW B TPYAW, Hanuyue Kawng c
TPYLHOOTAENAEMO THONHOW MOKPOTON, NOBbILIEHWE TemmepaTypbl
fo 38 °C, cnabocTb, MNOTAMBOCTb, ObICTPYID  YTOMIAEMOCTb.

Puc. 2. CumHTUrpamMMbl cpasy Xe nocne MHranauuu paguvodapm-
npenapaTta u yepes 2 yaca: A — B HopMme, b — y 6onbHOlE A. M.



Puc. 3. LlmnnapHaa akTUMBHOCTb B BWAE KPUBOW Ha 3KpaHe ocumn-
norpaca 3a 0,25 cek: A — y 6onbHoli A. M., B — B HOpMe.

Co cnoB matepu, C PpOXAeHWA OTMeyaeT 4acTble 6POHXUTbI C
Hanuuvem TPYyAHOOTAEeNsieMOoi MOKpOThbl. B pganbHeiiwem uvacTble
npocTyfgHble 3a6ofneBaHns BCerfa COMPOBOXAANNCL 060CTPEHUEM
XPOHUYECKOro 6pOoHXMUTA. YXKe B MNOCTHaTallbHOM nepuoge mnpu-
6eram K WCMONb30BaHUIO [PEHAXHOro MONoXeHua Ans obner-
UeHMs 3KcmekTopauuMu. B TeuyeHWe BCeli XKM3HWM NpUMeHAna
oTXapkuBawlime TpaBsHble c6OPbl W AblIXaTe/bHYK T[UMHACTUKY.
Pogutenn un 6nmxaiwue poAaCTBEHHUKM 6GOMbHON 3[0POBbI, 3a
UCKNIOYeHWeM 6paTa. YuuTbiBas 60/blIOe KOAWYECTBO OMNUCaHUIA
cnydaes MUJA B cembax, rae WMeeT MecTo 6AM3KOPOACTBEH-
Hbli 6pak, cnegyeT OTMeTUTb MOSIHOE WCK/IOYEHUe MOCNefHero
B Hallem HabnOfeHWU, TakK KakK MaTb 60MbHOW pycckas, a oTel
apabckoro NpouCXoXAeHUs.

OO6beKTUBHO: 601bHAA HOPMaNbHOrO TENOCMOXEHUS, BHYTPEH-
H/e opraHbl pacrnonoXeHbl 06bIYHO, MpU MEPKYCCUM NEeroYHbIi
3BYK He W3MeHeH, npu aycKynbTauuu onpegensetca 6onbluoe
KONNYECTBO CYXMX paccesHHbIX XPWUMNOB Haj BCEMW JIEFOYHbIMM
nonsiMu. PeHTreHonornyeckn 6GPOHXONErOYHbIA PUCYHOK Pe3Ko
ycuneH 3a CcyeT OPOHXWMaNbHOro W COCYAMCTOrO KOMMOHEHTOB,
KOPHU paclinmpeHbl, ManoCTPYKTYPHbI, eNHYCbl CBOBOAHBLI (puc. 1).
Mpn uccnegoBaHMM (YHKLMW BHELHEr0 [AblXaHWA OTMevaeTcs
06CTPYKLUMSA Ha YpoBHe OpOHXOB cpefHero kanumbpa. B KAuHuU-
YeCKOM aHanm3e KpoBu — yckopeHune CO3 pgo 20 mm/yac. [pu
1cCnefoBaHUN KPOBMW BbIABNEHO CHWXXEHWE COAEepXaHus UMMYHO-
rnobynuHa A o 48 mMr% (npu Hopme 200—250 mr%). Mpm
6aKTepnoNorMyecKoOM MCCnefoBaHUM MOKPOTbI Obl/l BbIABNEH 30/10-
TUCTbIN CcTaMNOKOKK. WccneposaHme MLUT (puc. 2) BbISBUIO
pe3Koe CHWXeHWe MokasaTeneih — go 1,6 % Ans npaBoro nerkoro
n 1,5% pna nesoro (npm Hopme 48,3+4,7 %). MNpu wnccnepo-
BaHUM LIA — ABUXEHUS pecHuyek oTcyTcTBoBanu (puc. 3). Mpu

3NEKTPOHHON  MMKPOCKONWUW — YyNbTPacTPYKTypa pPecHuUYeKk He
n3meHeHa (puc. 4).
YuuTbliBas MNonAyyYeHHble fAaHHble, 601NbHON  BrepsBble  6biNn

noctaesneH AauarHos MLUJ. BknouyeHne B KOMMJIEKCHYIO Tepanuio
MeponpuATUIA, HanpaBfeHHbIX Ha ynydwenne MLUT (cneyuans-
Hble AblXaTefbHble YNPaXHEHWS C WUCMONb30BAaHUEM [pPeHaXHbIX
MONIOXKEHNIA, OTXapKuUBaKwlLlMe npenapartbl), Aan0o OTYETAWBLIA Te-
paneBTUYECKUA 3PeKT, paHee OTCYTCTBOBaBWMWIA Ha (DOHe aHTU-
6aKTepnanbHOro nevyeHus.

YunTbiBas [faHHble aHamHesa, 6bin o6cnegoBaH 6paT 60/b-
Hoii A. C., 11 neT, KOTOpblii TakXe 6ONEH C MOMEHTa poOXfge-
HUS. Y Hero vacTble NpOCTyfHble 3a60n1eBaHWA Bcerfa OCN0XHA-
NNCb 060CTPEHMEM XPOHUYECKOro GPOHXMTA, TaKXe B MOCTHaTalb-
HOM nepuofe WMCNonb30Bann [APeHaXHOe MOo/IoXeHne, a B falib-

Puc. 4. HemsmeHeHHas ynbTpacTpyKTypa PecHMYeK MepuaTenb-
HOr0 3MNUTENMS Ha MOMepeyHOM Ccpe3e NpU 3MeKTPOHHON MUKpO-
ckonun y 6onbHoli A. M.

HelllleM fAblXaTenbHYl0 TWMHacTUKy W oTxapkusawolime cbopbl C
uenbto o6neryeHus akcnekTopauyun. O6cneposaHue  60MbHOTO
npoBoAMNOCL B nepuog pemuccun. OO6GBLEKTUBHO: 60MbHOW HOp-
MaNbHOrO TEeNOCN0XEHWUsA, BHYTPEHHWE OpraHbl PacnoNOXeHbl
06bIYHO, MPU  MNepKycCUM NerouyHbll  3BYK He W3MEHeH, npw
ayCKynbTaUuuy — efUHNYHBbIE CYXWe XpWMbl, KAUHWUYECKUA aHanums
KpoBu 6e3 u3MeHeHwi. Mpu nMMyHONnornyeckom o6cnefoBaHUN

BbIABMIEHO CHUWXEHWe COfepXaHus WMMyHornobynuHa M go
108 mMr% (npu Hopme 150—200 Mr%), a TakXe CHMXeHue
Konunyectea T-ammpounToB o 42 % (npu Hopme — OGonblle

56 %). Mpu uccnegoBaHmm LLA — ABMXKEHMSA PeCHMYEK He 6bIno.
Mpu 31eKTPOHHOW MUKPOCKOMUM — YNbTPacTPYKTypa PecHUYeK He

N3MEHEHaA.
Ha ocHOBaHUM aHamHe3a, K/AUHUYECKUX [aHHbIX W [aHHbIX

o6cnefoBaHns 60MbHOMY TakXe 6bll NocTaBneH AwnarHos MLA.

Takum obpa3om, faHHOe HabnwaeHue ABYX 60/b-
Hbix ¢ MU /A B OAHON cembe sABASETCA OMNWUCaHWEM
cemeiiHoro cnyvas MU [ 6e3 situs viscerum inversus.
Mopgo6HbIK cnyvaih onucaH C. HO. KaraHoBbIM W
H. H. Po3suHoBoi (1991), HO B npeacTaBAeHHOM
UMW cliyyae WMeNl MecTo KPOBHOPOACTBEHHbLIN 6Gpak.

OnuncaHHbIA HamMW KAMHUYECKWIn cnyvail ewe pas
nogTBepXAaeT ayTOCOMHO-PeLeCcCUBHbIA MyTb Hacne-
poBaHua cuHapoma MU /[, a TakXKe oTcyTCcTBME 06/U-
raTHOCTM  nNpu3Haka 006paTHOro  PacnosioXeHus
BHYTPEHHWX OPraHoB ¥ BO3MOXHOCTb COXPaHeHus
HEU3MEHHOW YyNbTPacTPYKTYpbl PeCHUYEK MepuaTenb-



HOro 3NMTeNua NpyW MNOMHOCTbI HAPYLWEHHON (yHK-
UMM nocnegHero.

Kpome TOro, onucaHHbIii caydyaih NO3BONSET TakKXe
NMOAYEPKHYTb BaXHOCTb BK/IIOYEHUA B KOMMIEKCHYIO
Tepanui fJaHHOro 3aboneBaHUs MEPOMPUATWIA, Ha-
npaBfieHHbIX Ha ynydyweHne MUT, B TOM u4ucne
cneumnanbHbIX fblXaTeflbHbIX YMNpPaxXHeHWn ¢ popcu-
POBAHHbIM BbIJOXOM W MYKONUTUYECKUX Npenapartos,
n abCcofloTHOEe MNPOTWBOMOKAa3aHWe K MPUMEHEHWUIO
npenapaToB, NOAaBNALWMNX KallneBOl pednekc, Tak
KakK Kalenb ABNAETCA OCHOBHbIM KOMMEHCATOPHbIM
MeXaHW3MOM HapyweHuid MUT npm nepBUYHON
LMNANAPHOW LUCKUHE3NU.
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3NOKAYECTBEHHAA ME3OTEJ/IMOMA NMEPUKAPOA

OTaen xupyprum wn TpaHcnnaHtauum nerkmx HWW TynbmoHonorunm MuH3gpaBa P®, CaHKT-

MeTepbypr;

Katheapa natonornyeckoin anatomum 1-ro CaHKT-MeTepOyprckoro MeguMLMHCKOTO

nHctutyta um. W. T1. lMasBnosa

3no0Ka4yecTBeHHas Mme3oTennoma nepukappa ABnA-
eTCs pefKoin o0OnNyxonbk Cepo3HbiXx o060n04ek [5].
Mo paHHbIM L. HLWercbl (1983) 3ata nokanusauwua
BcTpeyvaeTca nmwb B 0,7 % HabnwpgeHuii. Kak npa-
BW/IO, OMYXO0Nb MOpa)kaeT N04eli CpefHero sospacTa,
XOTSA OnucaHbl OTAENbHble €e HabMAeHNS B AETCKOM
n noxunom Bo3pacte [9].

B cBA3M C Tem, 4YTO KAMHM4YecKas CUMMOTOMaTono-
rma atoro 3abonesaHus paspaboTaHa HezoOCTaTOYHO,
NMPMXU3HEHHAas AMarHocTUKa ero TpyfHa, no nuTepa-
TYPHbIM fJaHHbIM — nAuwb B 22 % cnyvaes [14].
B 60nblWIMHCTBE COOOWEHNI ONYX0ab pacleHnBanach
KaK BOCManMTenbHOe UM cocypucToe 3aboneBaHue
cepaua, W gMarHos 3anosjafio cTaBuU/CAd NUWb BO
BPEMSA AMNArHOCTUYECKOW TOPaKOTOMWWU WAN Ha OCHO-
BaHWW fAaHHbIX aytoncunm [7, 13].

TeM He MeHee, 4aCTbIMW KAUMHUYECKUMMW MNPOAB-
NEeHNAMU 310KAYeCTBEHHON Me30TeNMOMbl Nepukapjia
CUMTATCA HEOOBACHUMbBIA Kapauanruyeckuin CUHA-
pom, pa3BuTMe 3KCCYAaTUBHOIO nepukapauMTta ¢ mac-
CUBHbLIM HaKOMAeHWeM TreMOopparmyeckoro BbiNOTa W
nporpeccmpoBaHue HenogjaroLWwenca Tepanun ceppeu-
HO HepocTaToyHocTM [2, 4]. CumnTOMaTMKa B 3Ha-
UMTeNbHOM CTeneHW onpefensierca WHBa3nen onyxo-
MM B OKpyXawuiume TKaHW W oOpraHbl. B03MOXHO
npopactaHue Muokapga, CTEHKW aopTbl U NE€ro4YHOMN
aptepun, nerkoro [1]. MeTacTasupoBaHue OMNyxosu
BcTpeyaeTca B 25 % Hab6nwogeHnii [10]. Coobwanock
0 MeTacTasupoBaHUM B NMMGPOY3Nbl CPEeAOCTEHUA U
3a6pOWMHHOIO npocTpaHcTBa, NNeBpy, Nerkue, Bu-

NOYKOBYH >Kenesy, MeyeHb, MOYKU, MOAXKENYAOUHYIO
Xenesy, HafgnmoyYyeYHUKWU. JIUMMOreHHbIA NyTb MeTa-
cTasupoBaHua npeob6nagaer Hajg remaTtoreHHbIm, Mme-
TacTa3sbl 3a Mpefensl TPyAHOR nosoctu peaku [2, 13].
OnucaHbl MacCcMBHas onyxonesas MUKpoambonus ne-
rOYHbLIX COCYAOB, COMPOBOXAaBlascad Mporpeccu-
pylouieii AblXxaTenbHOW HEAOCTAaTOYHOCTbK, CUHAPOM
CAaBMeHUA BepXHel MNOMON BeHbl B pe3ynbTaTe Mpo-
pacTaHWa ONyxonuW W CchLaB/eHUs COCYAMCTOro nyud-
Ka KOHrnomepatamu AMM®(Oy3n0B, COofepXalnux we-
TacTtasbl [3, 6].

B guarHocTuke 3/10Ka4e€CTBEHHOW Me30TeNMOMbI ne-
pukapia 60NblWY LEHHOCTb MMEKT TakKue HeuHBa-
3MBHble MeTOAbl, KaK axokapguorpadus, KomnbroTep-
Hasd ToMorpagwusa, MarHMTHO-pPe30HaHCHada ToMmorpa-
ua [8, 11]. MpupaeTca 3Ha4YeHWe U APYTUM peHTre-
HONOrMYeCKUM MeTOAMKaM, BKAKYas MNHEBMOMepwu-
Kapauym W aHrumokapauorpaduiw. Haumbonee pgocto-
BEPHbIMW MNPU3HAKTCSA MNYHKUWS MNONOCTU Mepukap-
Ja C LUWUTONOTMYECKUM WUCCNefOBaHMEM 3KccygaTta W
6uoncua nepukapga [2].

K coxafleHnto, BO3MOXHOCTU pagunKanbHOro one-
pPaTUBHOTO /NeYeHWA 310KAYECTBEHHbIX ME30Te/NOM
nepukapga orpaHuymMBarTCca NO3AHEN ANArHOCTUKOM,
a cneuunumyeckol Tepanuum TMOKa He CylecTByeT.
XumunoTtepanus 3TUX onyxonein manoagpheKTuBHa, HO
npu 3KcCyaaTWBHOM MepuKapauTe BO3MOXHO nNpu-
MEHEHME LMUTOCTAaTUUYECKUX WU CKNEepo3MpyoLWwmnx npe-
napatos [13]. JlyuyeBas Tepanusd faeT /UlWb Bpe-



