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SUCCESSFULL ONE-STEP TRANSPLANTATION OF THE
THE THORACIC PART OF THE TRACHEA IN A PATIENT
WITH IDIOPATIC FIBROSING MEDIASTINITIS AND A
MARKED TRACHEAL STENOSIS

Yu. N. Levashev, P. K. Jablonsky, S. M. Tcherny, S. V.-Orlov,
B. B. Shafirovsky, I. M. Kuznetsov, T. Ye. Dovnar, A. V. Nefyo-
dov, L. A. Vishnyakova, V. A. Kartavova, V. K. Kuznetsova,
A. G. Bobkov, /. S. Funloer

Summary

One-step tracheal allotransplantation followed by omentopexy
of the transplant and anastomotic lines was performed in
a 24-year old patient suffering form idiopatic fibrotic mediasti-
enilis and decompensated stenosis of the thoracic part of the
trachea. Graft rejection reactions observed postoperatively were
curbed by high doses of antithymocitic globulin and methylpred-
nisolone*. Associated viral-bacterial infection .was suppressed
by acyclovir and tienam. Two months after the operation,
the-transplant remained viable, its lumen making about 10 mm.

The authors make a conclusion postulating the possibility
of a successfull allotransplantation of trachea, namely, its
major fragment (10 rings), being obviously antigenic and
immunogenic. The effectiveness of such operations depends
largely on an adequate matching of a donor and a recipient,
provided the ischemic period of the donor’s trachea is minimal
and theigreater omentum graft’s root is used for its revascula-
rization. Careful monitoring of the patient for the first signs
of rejection reaction and application of modem immunosup-
pressants is also important.

M. H. Po3nHoBa, M. b. Kepumos

CVMHOPOMA KAPTATEHEPA

Y NETEW

Mockosckuin HWW negmatpum wn pgetckon xupyprum ;(“MuHsgpasa PC®CP
AMH CCCP 1O.

Cpean HacneAcTBeHHbIX 3ab60/1eBaHUM Merkux 0co-
60e mMecTO 3aHMMaeT cuHapom KapTareHepa. 370 —
Tpuaga, Bkt varuas obpaTtHoe pacnosioxXeHne BHYT-
PEHHMX OpraHoB, GPOHXO03K3aTbl N CUHYWUT.

Bnepsbie aTa natonorma 6bina onucaHa A. K. 3u-
Beptom B 1902 r. B XypHane «Pycckuii Bpau» [3],
a WKUpoKoe 3ByYaHMe nonyuvmna nocne onyo6/MKoOBaH-
HbiX B 1933 r. pa6otr M. Kartagener [14].

CnHAapom KapTareHepa — p[ocTaTto4yHO
cToagaHue, ero pacrnpocTpaHeHHOCTb
1:68 000 [10].

CornacHo COBpeMeHHbIM NpeacTaBleHNAM CUHOPOM
KapTareHepa paccmaTpuBaeTca KakK ogHa wun3 ¢opm
NepBMYHON UnnnapHoin pauckmHesumnm [19]. Mo cy-
L ecTBy 3TOT CUHAPOM fBMJICA MEPBOW U KNacCu4ecKom
MOAeNbl, Ha KOTOpPOi pa3pabaTbiBasioOCb Y4YeHUEe O
MepBUYHON UWUAMAPHON OUCKMHE3UW KaK OCHOBbI XPO-
HU4YecKO nartonormu nerkux [8, 12].

Kak n3BEeCTHO, K MEPBUYHON LWUAMAPHOW OUCKUHE-

peakoe
cocTasnser

(aup.— akagemMuk

E. BenbTurues)

3N OTHOCSHT 3a60/1eBaHNsA, OpU KOTOPbIX MMeEeT MecTo
HacnencTBEHHO OOYCNOB/MEHHbIM OedeKT CTpPoeHus
MepLuaTe/qlbHOro 3NUTeNna CAnM3nMcTor 060/104YKN pec-
NMUPaToOpHOro TpakTa v 6/IM3KNX MO CTPOEHUKD MepLa-
TeNbHbIX 06pa3oBaHUii, B HaCTHOCTM CNepmMaTo3onaoB
[22]. OedekT cBOAUTCA K YACTUYHOMY WM MOJSIHOMY
OTCYTCTBUIO OWHEWHOBbLIX PYyYekK, pagnanbHbiX COuL,
TpaHCNoOKauMnm U M3MEHEHUK 4Yucna MUKPOTpPyb6ouek
[9,21,24].

N3meHeHne CTPYKTYpbl U YHKLUN pecnmnpaTopHbIX
pecHnyYeK NpuMBOAUT K HapyLeHW0 MYKOLUINapHOTro
TpaHcnopTa. MNMocnegytouwee HacnoeHne UHpeKUUn o6-
ycnosnuBaeT pOpMMpoOBaHME XPOHUYECKOW BOcCManu-

TEeNbHOW NaTo/oOrMM OpraHoB AbixaHua [8, 9, 12,
21, 24].
CuHaopom KapTareHepa OTHOCAT K TeHeTUYecku

LeTepMUHNpPOBaHHbIM 3aboneBaHnam [20]. CunTaer-
CH, 4YTO uumnuapHblii gedekt Bo3MoxeH B 200 reHax,
OTBETCTBEHHbIX 3@ CUHTE3 uunmapHbix 6enkos [9].



Pnc. 1 PopocnosHasa cembu C.

Y opHoro u3 peteli (5) — cuHgpom KaprtareHepa, y Tpex ApPYyrux — nepsBuyHas
uunuapHas AUCKMHe3us 6e3  06paTHOro  PacnosioXeHusi BHYTPEHHWX OpraHoB.

YNbTpacTPyKTYPHble U3MEHEHUS PEeCHUYEK CAN3NCTO
AblXaTenbHbIX NyTel HacnenywTcs MO ayTOCOMHO-pe-
ueccmsHomy Tuny [23]. He ucknw4vaeTcsa Takxe, 4To
unanapHble U3MeHeHua MoOryT 6biTb CreACcTBMEM CBe-
xeh mytauunm [20].

OnucaHbl cemeliHble (opMbl cuHAapoma KapTare-
Hepa [15]. Hawwn cobcTBeHHble HabnwAeHUs nokasa-
NN, 4TO B YCNOBUAX OAHOM CEMbWN BO3MOXHbl Pa3/inyHble

Puc. 2. bBpoHxorpamma 60/bHOrO 11 feT C CUHAPOMOM
KapTtareHepa.
LUnnuHapuyeckne 6GPOHXO03KTasbl HWXHENW [0 U AehOPMUPYIOLWNIA  BPOHXUT

BEPXHel Aonn cnpasa.

hOpMbl NEPBUYHON UWUAMAPHON OUCKMHE3UU. Mbl Hab-
nogann 4 cembn, B KaXA0W N3 KOTOPbIX OANH pebeHOoK
nven cuHgpom KapTtareHepa, a y 6 cub6coB 6blin
KAWUHWYECKNEe MNPOSBMAEHNA MEPBUYHON  LUANAPHON
OVUCKMHE3UN 6e3 06paTHOro pacrnosioXXeHUsa BHYTPEH-
HUX opraHoB. B opgHol 13 3aTux cemel poauTenun
Haxo4unncbL B KPOBHOPOACTBEHHOM 6Gpake, oTel, cTpa-
fan  XPOHWYECKUM  OGPOHXOJ/IErOYHbIM  MPOLECCOM.
Y Manbumka 6blna Knaccuyeckas Tpuaga KapTtare-
Hepa, Yy 3 Apyrux pgeteil — nepBuUYHas uUuanapHas
ONCKNHe3unsa 6e3 situs viscerum inversus. Pogocnos-
Hasa cemMbu npepacTaBreHa Ha puc. 1.

B HacTosAwee Bpemsa BCe KAMHMUYECKME MPOSABIEHUNSA
cnHapoma KapTareHepa pacueHmBalwTca € No3vuuii
BPOXAEHHOIro uuanapHoro gedekra. CumtaeTcd, 4To
HEe TOJIbKO MNOpaxeHue pecrnupaTtopHOW CUCTEMBbl, HO
M HapyweHue B aM6pMOHaNLHOM rMepuoae ecTecTBEH-
HOW poTauun BHYTPEHHUX OPraHoB CBA3aHO C yTpaToW
NOABMXHOCTM pecHuyek [9]." B 3Toii cBA3M npaso-
MEPHO BO3HWKaeT BOMPOC O TOM, 4YTO CyllecTBylouwee
npeacTaeneHne o cMHApome KapTareHepa, BEpOATHO,
He MOXeT ObiTb OFrpaHVWYeHOo NNLWb paMKaMu Knaccu-
yeckoli Tpuagbl, MNOCKONbKY MEPBUYHON LUANAPHOWN
ONCKNHE3NN CBOWCTBEHEH MOIMMOPMU3IM KITMHUYECKNX
NPoOSABAEHUN.

Hawwn MHoronetHue HabnwaeHus nokasanm, 4to B
pamkax cuHapoma KapTareHepa BO3MOXHbl pa3finuy-
Hble K/IMHUYECKMEe BapuaHTbl, oT/nvalumecs xapak-
TEPOM OPOHXOMEroOYHbIX U3MEHEHUN, TAXeCTblo 3ab0-
neBaHusa, aKTMBHOCTbIO TeyYeHUs BOCMaNINTENBHOIO
npouecca.

Mon Hawwmm HabnwaeHnem B KIAWHWUKE MNY/bMOHO-
normn MockoBckoro HWMW neguatpum u AgeTckon
xupyprun Munsgpasa PC® CP Haxogwunoch 48 geteii
B Bo3pacTe oT 2,5 go 16 net c cmHopomom KapTtare-
Hepa. Y 3TuX 60/IbHbIX MMesla MecTo UCTUHHAaa AEeKCT-
pokapaus (NpaBopacrnosioxXeHHoe /eBochopMupo-
BaHHOe cepgue) M obpaTHoe pacnosioKeHne OopraHoB
OGPILWHONA NO0CTU.

KnnHunuyeckas cumntomMaTmka 6blna AOCTATOYHO TU-
MUYHOW ANA NEePBUYHOW LUWANAPHOW AUCKUHE3UWU: TO-
TaNbHOE MopaxeHne pecnMpaTtopHOro TpakTta C sBfe-
HUAMWN BPOHXUTA, cMHyuTa. OAHAKO TAXECTb KAMHMU-
YeCKUX MNPOABNEHUN, aKTUBHOCTb TeYeHWUA BoOcCnaau-
Te/IbHOro npotecca, xXapaktep MOpP®{O/Ornyeckux us-
MEHEHUA B OPOHXOJIEFOYHOW CUCTEME 3HAYUTENbHO
BapbMpoBanu.

BpoHxonormnyeckoe o6cnegosaHne 66110 NPoOBEAEHO
y 30 geteit, npuyem y 17 n3 Hux npu 6poHxorpadum
OblNIN BbIABMIEHbI TUMWYHbIE OPOHXO03KTa3bl (puc. 2).
Y Aapyrnx 601bHbIX KWMeNn MecTo AedopMUpyroLwunii
OpOHXUT (8 peTei) WNN XPOHUYECKUH OBPOHXUT, He
cConpoBOXAaBWUCcA  CTPYKTYpPHOW  gedopmaumei
6poHxoB — y 4 peteir (puc. 3). VHbIMM cnoBamwu,
npu cuHgpome KapTareHepa nopaxeHue Nerknx mo-
XXET BblpaXaTbCsl XPOHUYECKMM OPOHXMUTOM, a OGpOH-
X03KTasbl He ABMATCA 06/IMraTHbBIM NPU3HAKOM Tpua-
Obl. Henb3s He 3aMeTUTb, YTO Y OOHOM K3 6O0/bHbIX
C cumHapomom KapTtareHepa 6bl1 guarHoCcTMpoBaH
MOpPOK pasBUTUS — MNOAUKUCTO3 nerkmx (puc. 4). Ta-
KNMM 06pa3oM, BO3MOXHblI pasfinyHble Mopgonorunye-



Puc. 3. 6onbHOro 10 net ¢
KapTareHepa.

MposBneHns aedopMupylowero 6poHXMTA.

BpoHxorpamma CUHAPOMOM

CKWe U3MEHEHUs B NIerKUX Mpu OMUCbIBAEMOM CUHA-
powme.

KAMHNKO-6POHX0NOrnYeckmne conocTaBieHns noka-
3a7U, YTO TAXKECTb KAUHUYECKUX MPOABNEHUN y 60Nb-
HbIX C CUHOPOMOM KapTareHepa B 3HauMTe/lbHOW cTe-
neHn 3aBUCUT OT XapakTepa M CTeNeHU pacnpocTpa-
HEHHOCTU OGPOHXONErOYHbIX WU3MEHEHWIA.

N3 17 60NbHbIX C BPOHXO3KTazaMun y 4 OHU Obln
cMelwaHHbIMn, a y 13 petein — UUAUHAPUYECKUMMU.
Kak npaBmno, MmMeno MecTo ABYCTOPOHHee nopaxe-
HMe nerkux. Tak, y 12 601bHbIX Hannuyme OBPOHXO-
9KTa30B B O[HOM JIErKOM COYeTasioCb C AeoOpMUPYIO-
WMM OGPOHXMTOM B APYrOM J/1IerkoMm; y 2 aeteii GpOH-
X03KTa3bl BbIABAAANCL B 060X nerkux. Cnepyet noj-
YEePKHYTb, 4YTO OGPOHXO03KTa3sbl Mbl O6GHapyXwuBanu y
GONbHbLIX AOeTeii B pasHOM BO3pacTe, B TOM 4ucsne
B nepsBble 3 rofAa XW3HW.

Mpn AOBYCTOPOHHEM pacnpocTpaHeHHOM Mopaxe-
HUM 3ab60sieBaHMeE MPOTEKano Mo TUNy TAXEeN0oW 6pPOH-
X03KTaTu4yeckol 60/Ie3HN C aKTUBHO TeKylWwum BOC-
nanuTesibHbIM MNpoLeccoM B nerkux. O60cTpeHnsa BoOC-
naanTenbHOro npoLecca B JIErKUX 6bIIN YacTbiMU —
00 4—6 pa3 B rog. TUNMYHbIM ObIJIO Hannuyne BAax-
HOro Kauwna ¢ oTxoxaeHmem 3HayYynTenbHOro Konun-
yecTBa rHOMHOW MOKpPOTbl. CTabunbHO BbICAYyW MBA-
NNCb pacnpocTpaHeHHble B/IaXHble Xpunbl. Y aeTen

oTMeyanncb opanbHada Kpenutauunda, oablillKa B Nnokoe
nnm npuv HebonbLWwoONn nsnyeckom Harpyske.
Y 15 6O0nbHbIX AeTen rpygHas kKnetka 6bina gegop-
MuposaHa. ¥ 10 geTeii OTMEYEHO U3MeHeHue OopMbl
HOrTeBblX (hanaHr nanbueB B Buae «bapabaHHbIX
nanoyek».

Mpn unccnepoBaHUM QYHKLUWM BHELWHEro [AblXaHUs
BbISIBNSIINCL TAXeNble O6CTPYKTMBHbIE U PECTPUKTUB-
Hble M3MeHeHMUs. 3TO NPOABNANOCL PE3KUM YMeHblle-
HMEM CKOPOCTHbIX MoKasaTefel [AblXaHusa, ysenunue-
HMEM OCTaTO4YHOro ob6bema B COYeTaHMM CO CHUXe-
HVEM BeJINUYMHbI XXU3HEHHOI eMKOCTU NIerkux n obleii
€MKOCTU Nerkunx.

PeHTreHosnormyeckn, noMmmo obpaTHOro pacnoJso-
XE€HNA BHYTPEHHWX OpraHoB, onpefensncbL Npu3sHa-
KA XPOHWYECKOro BOCMaJMTeNbHOro mnpouecca, ycu-
neHve n pecdopmaymns cocygucTtoro pucyHka, amdu-
3emMaToO3HOe B34yTue /IerO4YHOW TKaHW, CermMeHTapHble
aTefniektasbl, YMEHbLWleHNe o0b6beMa MOPaXKEHHbIX
y4acTKOB JfIErKux.

Y Bcex 60MbHbIX onpegenancad AUQQy3HbIA TrHO’-
Hbli 3HAO6POHXUT. JHOO06POHXMANIbHbIE W3MEHEHUS
OblIN CTONMKNMU U TpeboBannm HEOAHOKpPATHbIX caHa-
LLUOHHbIX MepOonpuUATUIA.

CnepgyeT 3amMeTuTb, 4YTO Mbl Habnwganu 5 pgerten
C cuHapomoM KapTareHepa, paHee OMepuUpoOBaHHbIX
no nosoAdy OPOHXO03KTas3uii B pPas/IMYHbIX NeyebHbIX

Puc. 4. bpoHxorpamma 6onbHoii 11 net c¢ cuHgpomom Kap-
TareHepa.

KoutpacTupyloTcs MHOXEeCTBEHHble KUCTO3Hble 06pas3oBaHuA.

%



yuypexneHuax. Y ogHoro u3 aTux geteit 6bina npose-
AeHa MyN1bMOH3KTOMMWS, B APYroM cryyae — [ABYCTO-
POHHAS No63kToMuMA. Oxugaemoro ynydweHms noc-
Nle onepaTMBHOIrO BMellaTenbCcTBa He HacTynuno. bo-
nee TOro, y 3TUX [OeTeill COXPaHSANUCb KAWHUYECKUE
NpoOfABNEHUS aKTUBHO TeKylWero BOCMaINTEeNbHOrO
npouecca B 6pPOHX0/IEr04YHON cucTeme, Gbla Bbipaxe-
Ha oAabiwka B rnokoe. OTcyTcTBMe 3dhhekTa OT onepa-
TUBHOrO ypaaneHuss 6GPOHX03KTa30B MpU MNEPBUYHON
UMnnapHom AWCKNHE3nn, rno Bcell BUAMMOCTU, 06bAC-
HAeTCs TeM, 4YTO TFeHeTUYEeCKU [AeTepMUHUPOBaAHHbIN
TKaHeBOV f[edekT, nexawuii B ocCHoBe G6pOHX0Nerou-
HOro npouecca npu 3TOK Maroaorvu, He OrpaHu4eH
onpefeneHHbIMM CEerMeHTamMu U A00SMU  IETKOTO.

CUMNTOMbI MOPAXEHUA BEPXHUX AblXaTeNbHbIX MAy-
Tel y Bcex HabnogaBlwLIMXca HaMu aeTer ¢ CUHAPOMOM
KapTareHepa 6bl1M OTYET/IMBO BblpaXXeHbl N MPOABNSA-
NUCb 3aTpyAHEHMEeM HOCOBOFO AblXaHus, CAW3NCTO-
FHOWHbLIM OTAensieMbiM. PeHTreHo/I0rMyeckn onpege-
NANUCb NpPU3HaKW MNaHCUMHYyUTa, 3anasfbiBaHWe pas-
BUTUSA NOOHBLIX MNasyx.

CuuntaeTtca, 4To y 20— 25 % O6O/bHbLIX C MEPBUYHOW
LUMAMapHoOn ANCKUHEe3neil nmeroTca noamnel Hoca [18].
Cpegn HabnwpgaBwuxcad Hamu 48 60/bHbIX MNOAUMO3
Hoca Obln AuarHocTupoBaH TObKO Yy 2. CornacHo
gaHHbIM B. ErnakT el al. [13], 6onee 50% nwuy,
C NEePBUYHON UUNAPHON OAWCKWHE3Nel cTpagarT BOC-
najeHVeMm cpefHero yxa C paHHero geTtcrBa. Ykasa-
HUS Ha cpegHui OTUT B aHamMHe3e umenu 13 60JbHbIX,
HaxoOouBLWINXCA NoA HabNwaeHUeM KIAWHUKK, Yy 2 u3
HUX 6blNa oTMevyeHa nepdopayns 6apabaHHOW nepe-
noHkn. T[MopaxeHne cnyxa (KOHAYKTUBHas Tyro-
yXOCTb) Onpeaensanocb y nogasnstou,ero 60/bWNHCT-
Ba 60/IbHbIX, KOTOpPbIM MpoBOAMMAaCL ayanomMeTpua—
y 16 mn3 18 peteii.

Y 60/bHbIX, Y KOTOPbIX U3MEHEHUS B JIEFKUX HOCUIN
XapaKTep TO/IbKO XPOHWYECKOro 6poHXuTa, 6e3 6poH-
X03KTa30B, aKTMBHOCTb BOCMaAuUTENbHOro npoLecca
B HOCOr/I0OTKE, NpuMAAaToYHbIX Masyxax Hoca 6blna
CTONb Xe BblpaXeHa, Kak W y geTeil C Halnymem
6pOHX03KTa30B. IJTO, BEPOATHO, OOGBLACHAETCHA TeMm,
4YTO MMEHHO UuIMapHoe 6meHue ABNSETCA pelanlwum
(haKTOpPOM OYMULEHUA HOCOBbLIX CUHYCOB W cpegHero
yxa [25].

OagHako o60cTpeHMs BoOcCMaauTenbHOro npouecca
B JIETKUX Y 3TUX O6OMbHbIX ObIIMN MEHEe 4YacTbiMuU
(2— 3 pasa B rogy), 4yem y 60/bHbIX C OBPOHXO3KTa-
3aMn. OTheneHme MOKPOTbl OTMeYanocb 06bIYHO ANl b
B nepuvoge 060CTpeHns GPOHXONMEro4yHOro mnpouecca.
OTcyTCTBOBa/ N MPU3HAKM THOWHOW WHTOKCUKALUK,
yTOMUIEHNE HOTTEBLIX danaHr nanbues. B nerkmx
BbICNYLUMBANIUCL BJlaXXHblE XPWUMbl, KOJIMYECTBO KOTO-
pbIX B MNepuoge pemMuccum 6bi10 HeBesMKo. KauHwu-
yeckme nposABNEeHUSA AbiXaTeNbHOW HeaocTaTtoO4yHOCTU
oTcyTcTBOBanu. MNpu uccrnegoBaHnum (YHKUUU BHELI-
HEro AblXaHus onpenensnmcb YMEPEHHO BbipaKeHHbIe
OOGCTPYKTUBHbIE HapyLIeHUSs.

Mpn 6pPOHXOCKONUU BbIABNAACA KaTapalbHO-THOMN-
Hbli AN KaTapajbHbli 3HA00POHXUT. lpu GPOHXO-
rpadguun y 8 n3 12 o6cnenoBaHHbIX AeTer oTMevanuch
HEPOBHOCTb BPOHXMA/bHbIX CTEHOK, BbIMPAMJEHHOCTb

N obegHeHMe OPOHXMaNbHbIX BETBE MeNKMMKU pas-
BeTBNEeHNAMU; y 4 60NbHbIX OGpPOHXManbHble aedop-
Mauun He BbISBAANUCH.

Takum 06pa3oM, NpuMBeLEHHblIe AaHHble CBUAETE/b-
CTBYIOT O TOM, YTO U3MEHEHUSA B JIETKUX MPU CUHAPOME
KapTareHepa pa3/iinyHbl. OCHOBHbIM W O6G/UraTHLIM
NPU3HaKOM SIBNSIETCA XPOHWYECKUin 6poHXuT. Hanwn-
yne OPOHXO3KTA30B MpPU 3TOM HeobA3aTesNlbHO. AHa-
NOTrVYHble MOJIOXEHUA KOHCTaTMpPOBaHbl NpUM MepBUY-
HOM UWIMapHOW AUCKUHe3un 6e3 obpaTHOro pacno-
NOXeHnUs BHYTPEHHUX OPraHoB, 4YTO O6bIIO0 OMNMCaHO
Hamun paHee [6].

Kak wn3BecTHO, cuHApoM KapTareHepa Ha npoTs-
XEeHUUN ANNTENIbHOT0 BPEMEHW CTYXWU MOENbI0 n3yye-
HUA TakK Ha3blBaeMblX BPOXAEHHbIX GPOHXO3KTA30B.
Y Bcex HabnwpaaBWKXCA Hamu f[eTell KAMHu4Yeckue
M3MEHEHUs B Nerknx 6blv O6HapyXeHbl B nepuoge
HOBOPOXAEHHOCTM, 4YTO CANYXWU/O0 OCHOBaHWeM A4
rocnuTanmMs3auymm ux c OUarHo3om MHEBMOHMUS B OT-
LeneHve nNatoformm HOBOPOXAeHHbIX. OA4HaKo, CTPOro
roBops, 3TO He eCcTb A0Ka3aTeNbCTBO BPOXAEHHOrO
npoucxoxaeHna 6poHxXoakTa3os. [locnegHue MoryT
cthopmupoBaTbCa M NOCTHaTallbHO Ha OCHOBe BOCMa-
NNTeNbHOro npouecca B pe3ysbTaTe reHeTuyeckn pe-
TEPMWHUPOBAHHOW NAaTONOMMN LUWANAPHOro 3nnTenus
[5, 11]. Hannume Xe NerovHblX KWUCT MpU CUHOPOME
KapTtareHepa — 6e3yC/nOBHbIi MOKa3aTe/lb BPOXAeEH-
HOI NaTosiornn.

CnepyeT NoAvYepKHYTb, YTO Mbl He OTMeTUAM 3a-
BUCMMOCTN XapakTepa O6POHXONEroYHbIX WU3MEHEHUN
OT ONNTeNbHOCTU TedyeHUs npouecca. Kak yxe yka-
3blBanoOCb, GPOHX03KTa3bl MOXHO OblJI0O BbIABUTb Kak
y AeTeii nepBbiX NeT XWU3HWU, TaK U B 60see cTapwem
Bo3pacTe. B TO e Bpems Hannume gedopmupytowero
6poHxmuTa (63 6pPOHXO03KTAa30B) MOXHO 6blNO Aunar-
HOCTuUpoBaTb Yy pdeTeii cTapwero Bo3pacTta (14—
15 neT). CnepoBaTtenbHO, Y 060/bHbIX C CUHAPOMOM
KapTareHepa 6pOHX03KTa3bl UAeOpMUPYOLLNIA GPOH-
XUT ABAAKTCA, BEPOATHO, He cTagmaMu, a BapwuaH-
TaMu natosiormyeckoro npouecca. OgHako cyuiecT-
ByeT W MHaA To4yka 3peHus. Tak, P. bepmaH [2],
H. Levinson et al. [16] nonaratT, 4TO 6POHXO3KTa3bl
npyv NepBUYHON LNANAPHON ANCKUHE3NN hopMUpytoTCs
MNOCTEMNEHHO N NO3TOMY Yale BbIABNASAKTCHA Y B3POC/IbIX,
yem y QfeTen.

Kak W13BecTHO, AuarHo3 nepBUYHOW LUAMAPHOI
OVNCKUHE3NN npepycMmaTpuBaeT OLEHKY (QYHKUUN U
yNbTPacTPYKTypbl PecHUYeK MepuaTtesibHOro 3nuTe-
nna. C aT1oihi uenbto y 30 60/AbHbBIX C CUHAPOMOM
KapTareHepa 6blna ocyuwiectBieHa ha30BO-KOHTpacCT-
Has MUWKpPOCKOMNMA 6MONTaToB C/AN3UCTON O6OI0YKNK
6pOHX0B KU/1UNn Hoca. MNMouyTnm y BCcex aeteii (26) wnmen
MECTO WUCTUHHbI CUHAPOM «HEMOABUXHbIX PECHUYEK»
M TONbKO y 4 60/bHbIX OTMeYanocb efBa 3aMeTHOoe
6ueHne pecHmyek. CUHAPOM «HEMOABMXHbIX PECHU-
Yek» BbIABAANCA NPU PasINYHbIX KINHUKO-MOPXO-
NOrn4yecknx BapumaHTax 3aboneBaHUA, Kak Npu Hanu-
UMM BGPOHXO03KTa30B, Tak U 6e3 Hux.

Hannune deHoMeHa «HEMOABMXXHbIX PECHUYEK» Y
HabnwgaBwWmMxca Hamm 60/bHBIX C cuHApPOMOM KapTa-
reHepa 6blI0 MOATBEPXAEHO NpU PagUOHYKIUAHOM



onpepeneHnn CKOPOCTU HOCOBOrO C/AM3UCTOrO TpaHC-
nopta. Kanns CbIBOPOTOYHOro anbOyMWHa, MeEYeH-
Horo"Ia”, HaHeceHHada Ha C/IM3NCTYK HOcCa, OCTaBa-
nacb HeNnoABMXHOI, B TO BpeMsa Kak npu 6aHasibHOM
BOCNannTeNbHOM OPOHXOMEro4YHOM MpoLecce OHa ne-
pensuranacb B cpeffHEM CO CKOPOCTbi 6,14 MM/MWH.
3T mMaTepuanbl HawWwaM CBOe OTpaxeHWe B Halem
COBMecCTHOW ny6nukauum c paguonoramm 0. H. Ka-
caTkuHbiM, H. KO. BbipeHkoBoi# (1987) [4].

Y 3TuX 60/MbHbLIX HE HacTyrnano BOCCTaHOBJ/IEHUA
MOABMXHOCTU PECHUYEK Mocne BO3AEeNCTBUA Ha HUX
3K30reHHoro AT®, yTo NMoAaTBEPXAAaN0 OpraHMYecKkui
XapakTep MOBpexXAeHUs nx akcoHem [7].

Ana cyXAeHus O COCTOSHUM YNbTPacTPYKTYpbl
pPecHUYeK uUInapHoro anutenus y 12 601bHbBIX C
cuHapomMom KapTtareHepa B nabopatopuun  K/AUHWU-
yeckoih natomopdonornm (pykoBoauTens — npogq.
A. . Knem6oBCKKNIA) 6bINO0 MPOBEAEHO 3/1€KTPOHHO-
MUKPOCKOMNMYeckoe wnccneposaHne 6montatoB CcNu-
3UCTON 060/104YKN G6POHXOB. Mpu 3TOM 6bINM O6Hapy-
XEeHbl TUNUYHbIE ANA NEPBUYHON LUNNAPHOW AUCKUHE-
3MN yNbTPacTPYKTYpPHbie AedeKTbl akKCOHEM PECHMU-
yek [1]. OHM NpPOABNANNCH MOMAHLIM WA YaCTUUYHbIM
Heaopa3BUTUEM ANHENHOBBLIX Py4YeK, OTCYTCTBUEM pa-
OvianbHbIX CNuy, TpaHcno3nmunein MUKPOTPybOouUek.
3TN M3MEHeHUs B HacTosdllLee Bpems paccMaTpuBalT
KaK XapaKTepHble MPU3HaKM BPOXAEHHOro AedekTta
[21, 24].

BaXXHO MoA4YepKHYTb, 4YTO Mbl, KakK U Apyrne aBToO-
pel [5, 17], He O6GHapyXunm 3aBUCUMOCTU MexAay
KIMHUYECKUMU NposBAeHnsmM 3aboneBaHUsi, xapak-
TepOM GPOHXONEroYHbIX U3MEHEHWUN W TUMOM YynbTpa-
CTPYKTYpHOro pecdekrta. WHbIMW cnoBamMun, Mbl He
MOI/IN OBGBACHUTbL TOT WM [PYro KANHUKO-MOpKOo-
Nnornyeckuii BapmaHT cuHapoma KapTtareHepa Kaku-
MU-TMB0 OCOBEHHOCTAMMU W3MEHEHUW aKCOHEM pec-
HUYeK.

Mbl ybeamnuce B TOM, UTO MPOrHO3 MNpu cuUHOpoMme
KapTareHepa, Tak Xe KaK M OCOBEHHOCTW K/WHWNYe-
CKOFro Te4yeHusd, 3aBUCUT OT XapaKTepa W pacnpocT-
PaHEHHOCTU OPOHXOJ/IEFOYHbIX W3MEHeHu. Hawen
KNVHWKON Habnwoganncb 19 60MbHbIX Ha NPOTSHKEHUUN
3— 19 net. K atomy BpemeHu 10 60NbHbIX AOCTUIN
3penoro Bo3pacTa.

Bblno OTMe4YeHO, 4TO Yy 6OJIbHbIX C XPOHWYECKUM
6pOHXMTOM 6e3 6POHX03KTAa30B MNpu afeKBaTHOM
cucTemMaTtuyeckoil Tepanmu, Kak npasuio, HacTynasna
cTabunmsauusa npouecca. Y 60MbHbIX C pacnpocTpa-
HEHHbIM ABYCTOPOHHWM MNPOLLECCOM COXPAaHAINCbL akK-
TUBHble BOCMNa/INTE/NIbHbIe U3MEHEHUSA B JIEFKUX U HOCO-

rnotke. TepaneBTMYECKME MepoOnNpusaTUs  Aasaiu
06bIYHO BpemMeHHoe ynyuyweHne. OAHAKO MpPOrpeccu-
poBaHUS KIMHUYECKUX MNpPOsABAeHUA 3a6oseBaHus,

pasBUTUA OC/IOXHEHWI 3a BpemMsa HabnwaeHUs He OT-
Meyanocb. bonbHble coXpaHAaIn paboToCNOCOB6HOCTh;
cpeam  HUX — CTYOEeHTbl WHCTUTYTOB, TEXHWUKYMOB,
cnyxatujume.

BonbwoOro BHUMaHWA 3acnyxusBaeT BOMNPOC O pe-
NMPOAYKTUBHON (BYHKLNM BGONbHbLIX C cMHAPOMOM Kap-
TareHepa. W3BeCcTHO, 4YTO CTPYKTYpPHble W3MEHEHUS
B XIyTMKax crnepmMaro3ouoB M pecHuuykax ¢anio-

nueBbiX TPy6, aHanOrM4yHble TaKOBbIM B pPECHUYKax-
OblXaTeNbHbIX MyTel, NPUBOAAT K MYXCKOMY 6Gecnso-
OV0 N HE NCKNKYaKT pUck 6ecnnognsa y XeHWnH npu
aToM natonorun [8, 12, 21, 24].

Mo Hawum HabNwAEeHUAM, Y XEHLWNH C CUHOPOMOM
KapTareHepa MoXeT coxXxpaHATbCA AeTopoaHasa (PyHK-
uma. Tak, M3 4 Hawux O6bIBWUX 60/IbHbLIX, COCTOSI-
wnx B 6pake, ABOE MMEKT 340pPOBbIX AeTel. Y ABYyX
OpPYrux >kenaemass 6epeMeHHOCTb Ha TMPOTHKEHUN
HECKOJIbKUX NeT 3amyXxecTBa He Hactynuna. OauviH
M3 6OMbHbIX XeHaT, AeTell He WMeeT.

Takmum ob6pasom, cmHApoMm KapTareHepa y getein —
ofHa u3 popM MEepPBUYHOW LUANAPHON AUCKUHE3NN —
XapakTepunsyeTca TOTa/lbHbIM MNOpaxeHWem pecnupa-
TOpHOTro TpakTa (6pPOHXWUT, PUHUT, CUHYUT, OTUT)
C paHHeli MaHudecTaumern cmmnTtoMoB. B pamkax
cuHapoma KaptareHepa BO3MOXHbl pasfinyHble KAu-
HUKO-MOpgosioruyeckne BapuaHTbl. BpOHX03KTa3bl
npu 3TOM He ABMAKTCA 06AUraTtHbIM MPU3HaKOM.
MoXeT uMeTb MeCTO XPOHWYECKUn OBPOHXUT 6e3
ABHbIX pAedopmMaunini  6poHxuanbHOro pgepesa. T4-
XKECTb K/IWHUYECKMX MPOSBAEHUN, aKTUBHOCTb Teye-
HUA BOCMNaNUTE/IbHOrNO Mpouecca ONpeaenswTca Xa-
pakTepomMm U1 pacnpocTpaHeHHOCTb Mopdosormnye-
CKUX W3MEHEeHU B nerkux. ApeksaTHad W cucTte-
MaTmyeckas KOHcepBaTWBHasf Tepanus M03BOMseET
npenoTBpaTuTh NporpeccnpoBaHme 3aboneBaHus, co-
XpaHUTb coumnanbHyl apganTtaunto 60NbHbIX.
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CLINICAL VARIETIES OF KARTAGENER’S SYNDROME
IN CHILDREN.

S. Yu. Kaganov, N. N. Rosinova, and M. B. Kerimov.
Summary

Different clinical types of Kartagener’s syndrome in children
were demonstrated. It was found out that the severity of
clinical manifestations, activity of the inflammatory process
depend on the nature and the pattern of morphological changes
in the lungs. Bronchoectases were not the halllmark of
Kartagener’s syndrome. Adequate and systematic conservative
therapy made it possible to prevent the disease progression
and to preserve social adaptation of the patients.

B. T. MBawkuH, A. N. CuHonanbHukoB, O. . Knouykos

BPOHXMNANBHAA ACTMA N NHOAPKT MWOKAPAOA:
KINMHNKO-MATOTEHETUYECKWE COINOCTABJIEHNA

Kacdegpa Tepanuu (Hauy.—

npoc. B. T. MBawkuH) BoeHHO-MeAVUMHCKOro dakynbTeta npu

LLONMTNYB Ha 6a3e MnaBHOro BOEHHOrO KAMHWYeckoro rocnutana um. H. H. BypaeHko (Hay.—
K. M. H. H. J1. KpblsioB)

B nocnegHue rogbl NOBCEMECTHO OTMeuyaeTcsa Bce
60/ee yBenunymnBar L ancsa yactotra pa3sButusa nHdapk-
Ta Mnokapga (MM) y 601bHbIX XPOHWYECKMMU 3a-
6oneBaHnAMKN nerknx (X3J1), B TOM uyucne n 6POHXMU-
anbHOM actmoii (BA) [1, 2, 6, 7, 12, 20, 27], TOorpa
KaK ewe HegaBHO Nofo6OHOe coyeTaHUe OTHOCUAU K
Yucny KAMHUYecKuUxX paputetosB [9, 26]. Mexnay Tem
B3rnsfA4bl Ha pacnpocTtpaHeHHocTb M y gaHHOW KaTe-
ropum nauyueHToB, OCOGEHHOCTU €ero K/AMHUYECKOrOo
TeyeHUs B pas/inyHble nepunogbl 3abonesBaHus, nevyeod-
Hble NoAXOA4bl OCTalTCA BO MHOMOM MNPOTUBOPEYUBbI-
MW, 4YTO OO6bBACHAETCA HO30/I0TMYECKMM MOIMMOP-
hmamom rpynn ob6cnegyembiX (XPOHUYECKUA BPOHXUT,
XpOHUYyeckas NMHEBMOHUA, BA), cyulecTBEHHbIMU pas-
NNYNSMM B BO3PaCTHOM W KOJIMYECTBEHHOM CcOCTaBe
60/bHbIX, HabnwaaBWKUXCA OTAE/bHbBIMW aBTOpPaMWu.

Hamn 6b110 NpeanpuHATO ncciegoBaHne no usyde-
HUIO K/JIMHWKO-MNaTOreHeTUYeCKNX B3auMOOTHOLLEHUN
mexay BA n UM B ocTpoM U (PYHKLMOHaNbHO-BOC-
CTaHOBUTE/IbLHOM repuodax nocnefHero rnpu covera-
HUM yKa3aHHbIX 60ne3Hel. MNpu aHannule uctopuin 60-
nesHun 247 6onbHbIX B Bo3pacTe 45— 89 net (cpegHuin
Bo3pacT 68,14=7,4 ropga) C uwWeMn4eckoin 60/1e3HbIO
cepgua (MBC) u BA ycTtaHOBNeHO, 4To 60 (24,3 %)
M3 HUX MNepeHOoCUIN [O0CTOBEPHble KPymnHoOOYarosble
MM, BepucuunpoBaHHble XapaKTeEPHOW KAWHUYECKOM
KapTuHON, 3KIM-M3MeHeHusMU B AUHaAMKKe, MPexo-
Aawen runepepMmeHTeMumnen, pesyabtataMn CUUHTU-
rpagpumn mMunokapga ¢ POrTc-nupodochartom (OCHOB-
Hasa rpynna). Bce nmaymeHTbl 6bIIM rocnmtann3snpoBsa-
Hbl He no3gHee 24 4acoB OT Hayasla aHrMHO3HOro
npuctyna B OoTAe/ieHNe WHTEHCUBHOW Tepanuu n pea-
HUMaunn.

B KauyecTBe Trpynnbl CpaBHEHUA aHaIu3nposaaun
BbIOOPOYHO wuctopun 6onesHn 151 6onbLHOro (Bce
MYXUYUHbI), cTpagawouwero NMBC 6e3 conyTcTBYOLWMNX
XPOHNYECKNUX Hecneungpuyecknx 3sabonesaHuin ner-
KX, B TOM uncne v bA, n nepeHecwero 40CTOBEPHbIE
KpynHooyarosble NIM. Bce naumeHTbl, BK/IOYEHHbIE B
OCHOBHYIO Tpynny v rpynny cpasBHeHWUsa, HaxoAWuUCb
Ha ob6cnegoBaHUM W NeyeHUM B cheumanm3npoBaH-
HbIX oTaeneHuvax [TBKI wm. H. H. BypaeHKo c
01.01.83 r. no 30.06.87 r. n nepexwmnu 3TOT Mnepuos
HabnageHns.

Mpwn conocTaBneHUn 60MbHbIX 06eMx rpynn okasa-
NOCb, YTO OHM CpaBHMMblI MO BO3pacTy, SloKannsaunmn
oYyaroBblX MOpPaXeHuir (MCKNYEeHMe cocTaBnseT rne-
penHesanHAs nokanmsauma MM). Bmecte ¢ Tem oka-
3an10Cb, YTO y 60OMbHbLIX C cONyTCTBYylOLW,en 6GpoHXOne-
royHown nartonormen MM (nepBbiii NpyM MNOBTOPHbIX)
pa3BuBancsa B 60/5ee NOXMIOM BO3pacTe U emy npea-
wecTBOBa/s MeHee MPOAO/DKUTENbHbLIA MNepnos CTeHO-
Kapgun B aHaMHe3e (Tabnwunuya). B aToih cBA3M npume-
yatenbHa eue ogHa 0COBEHHOCTb — cpean 60/bHbIX
OCHOBHOW rpynnbl Aoctato4yHo 4vacto (16,7 %) WBC
MaHudpecTnposana pa3sutuem VM, Torga kak B rpyn-
rne cpaBHeHUA NOAOOHbIN Ae6l0T KOPOHApHO 6051e3HU
BCTpeuasica oTtyeTnmso pexe (8,9 % ). Pa3nnuma kKa-
calTcA TakKXe 4acTOoTbl TMEepPBUYHLIX U MOBTOPHbLIX
MM, npoHuKawLWwero wn HeNnpoHMKawLWero wux xa-
pakTepa.

OpaHako nogobHoe cpaBHeHWe NpeacTaBnsaeTcs Ham
He BMOJIHE TOYHbIM, MOCKOJ/bKY 60nbHble BA, nepe-
HocAwme MM, coCTaBnAwT A[0BOJIbHO PasHOPOAHYIO
rpynny, pasHAWylca cpegn npoyero M XpPOHOJOrun-
YecKoW nocnepnoBaTeNlbHOCTbIO pasBuTUa 3abonesa-
Huii. C uenbto 6onee yrny6neHHOro aHanmsa ykasaH-



