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CuHpgpom KaptareHepa (CK) aBnsetcs pegkum ayToCOMHO-peLeCcCHBHbIM 3aboneBaHneM, BXoOsawmMM B rpynny 6onesHen
nepeuYHON LmnuapHon guckmHesun (ML), xapakTepusyeTtca Tpuapgon, Bknodatowen B cebs 6poHxoaKTaTndeckyto 6o-
Ne3Hb, MNOMIMCUHYCUTBLI U MOMHOE 3epKanbHOE PacronoXeHWe BHYTPEHHMX OPraHoB rpydHoOW U GprolwHOW nonocten (situs
inversus). Y 60nblWMHCTBA NaUMeHTOB GPOHX09KTa3bl B NErkMX pasBMBAIOTCS YXe C NEPBbIX NET XWU3HW U NPOrpeccupyroT
Cc Bo3pactom. [lo3gHaa guarHocTnka obycrnaBnuBaeT MNoXoW MPOrHo3 3aboneBaHus M NPUBOAUT K PasBUTUIO CTONKUX
HapyleHnin (yHKLUMKU BHELWHero AbixaHus. Yawe ecero naumeHTbl ¢ CK HabniopatoTcs y TepaneBTOB W MyNbMOHOMNOroB
C paHHero OeTcTBa, Tak Kak M3-3a aHOMarnuii PeCHUTHATOro aNUTENUS OblXaTerbHbIX NyTel JOCTaTOYHO YacTo Pa3BMBAOTCS
pecnupaTopHble WHGekuMn, Tpebylowme exerogHbiX rocnuTanusaunin B CneunanuanpoBaHHble nedvebHble YyYpexpaeHus.
Mpy 3TOM OO HaCTOSIWEro BPEMEHM He CyWecTBYET O6LEnpUHSATLIX PEKOMEHAAUMA N0 BEOEHWUIO U NIEeYEHWI0 NauneHToB
paHHoW kateropuu. B paHHOM cTatbe onucaH cnydaii Brnepsble BbisiBneHHoro CK y naumeHTa cTaplen BO3pacTHOWN
rpynnbl, NPOXOOMBLLErO XUPYPruyeckoe neveHue no noeofy paka Xenyaka. HecmoTpsi Ha BbIpaXeHHY COMyTCTBYIOLLYO
naTonormio CoO CTOPOHbI BGPOHXONErOYHON CUCTEMbI, MEepUONePaLMOHHbIA Nepyvon y naumeHTa npoTeKkan OTHOCUTENbHO
yOooBneTBoOpuUTeNibHO N He MnoBnek yeBenn4eHus CpPOKOB rocnutanusauuu.

KnioueBble cnoBa: pak xenynka, cuHOpoMm KaprareHepa, racTpaKTOMUS, UWINapHasi QUCKUHE3Ns, TPaHCMO3NUNS BHYT-
PEeHHUX opraHoB, Xumuotepariis
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Kartagener Syndrome (CS) is a rare autosomal recessive disease that is a part of primary ciliary dyskinesia (PCD), and
is characterized by a triad of syndrome including bronchiectasis, polysinusitis and a complete mirror arrangement of the
internal organs of the chest and abdominal cavities (situs inversus). In most patients, bronchiectasis in the lungs develops
from the first years of life and progresses in time. The tardy diagnostic leads to a poor prognosis of the disease and
adduce the development of persistent violations of the function of external respiration. Most often, patients with CS are
observed by physicians and pulmonologists from early childhood, since respiratory infections often require annual hospi-
talization in specialized medical institutions due to abnormalities of the ciliary epithelium of the respiratory tract. However,
to date, there are no generally accepted recommendations for the management and treatment of patients in this category.
This article describes the case of a newly diagnosed CS in an older patient undergoing surgical treatment for gastric
cancer. Despite the pronounced concomitant pathology on the part of the bronchopulmonary system, the perioperative
period in the patient proceeded relatively satisfactorily and did not entail an increase in the length of hospitalization.
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B B e 1 e H u e. [lepBuyHas uuaMapHasi JUCKUHE3US
(ITI1) sBnseTcs TeHEeTHYeCKH JIeTePMHHHUPOBAHHBIM
3a00eBaHNEeM, HACIISTYEMbIM IO ayTOCOMHO-PEICCCHB-
HOMY THITY, X XapaKTepU3yeTcsl pa3BUTHEM IIMITHAPHON
JTUCYHKIMN TpaxeoOpOHXHUAIBFHOTO JIepeBa 3a CUeT Ha-
PYIIEHHS MyKOITFIHapHOTO KirpeHca [ 1]. I'eHermueckme
JeEKTHI B IMIMTHAPHBIX OCITKaX, KOTOphIe HEOOXOMUMBI
JUIE HOPMAJIBHOTO (DYHKITMOHHUPOBAHHS PECHUTYATOTO
STUTENHS, IPUBOJIAT K IIUPOKOMY KPYTY 3a00JIeBaHUM,
W3BECTHBIX TI0]T OOIINM Ha3BaHHEM «IIMJIAOTIATHID).

Cunapom Kaprarenepa (CK) BxonuT B moarpymiy
TIL/I, npu KOTOpPOM BBIABISAETCS TpHUaJa, IO3BOJISIO-
111ast yCTaHOBUTH JUAarHo3, — 3epKajbHOE PacHoIoxKe-
HUE BHYTPEHHUX OPraHOB, XPOHWYECKHE CHUHYCHUTBHI
1 OpOHXO3KTaTHYeCcKas 00Jie3Hb Jierkux [2, 3]. Cumn-
TaeTcs, uto kueBckuii Bpay A. K. Siewert [4] BnepBbie
BBISIBAJI KOMOMHAIIHIO JICKCTPOKAPINH, XPOHUIECKOTO
CHUHYCUTa U OPOHXO0IKTA30B B JieTkux eme B 1904 .
Opmnakxo B 1933 1. mBenckum Bpadom M. Kartagener
JIAaHHBIN CHHIPOM OBLT MOAPOOHO OIMCAH U YCTAHOB-
JIEH eTo BpOXKIeHHBIN xapakTep [5]. HacTtora BcTpeya-
emoctu CK cocrasinser 1 cimyqait ma 10-30 000 gerno-
BEK, a MePBbIE TIPOSIBIICHMUS 3a00I€BaHMS BBISBIIIOTCS
YK€ B IEpPBbIC TOBI JKU3HHM MMAalHeHTa [6, 7].

Hapymienne mepuiarenpHOM (pyHKITMN peCHIYEK TPH-
BOJUT K O0Pa30BAHUIO Psi/ia OCIOKHEHHIA CO CTOPOHBI
BEPXHUX M HIKHUX JIBIXaTeIbHBIX TyTeH, TaKUX Kak
XPOHUYECKHH OPOHXHT M OPOHXOIKTATHYECKAst OOJIC3Hb
nerkux [8, 9]. Kpome Toro, mpu I1L1J] gacto BeisiBIsieTcs
KaK MYKCKoe, Tak u yeHckoe Oecruiomue [10]. Takum
obpazom, [TL/] siBrisieTcst HeOHOPOTHBIM 3a00IeBAHUEM
C MyJIBTUBAPUAHTHON KIIMHUYECKOU KapTUHOU, HE UMe-
FOIMM CTaH/IapTOB TMArHOCTUKH U JIEYEHUS, a IS IO~
TBEPYKICHHUS ITOPAYKSHHUS JISTKUX TPEOyeTCsI KOMOMHALIUS
JIOPOTOCTOSIIIMX TECTOB, TAKUX KaK yIBTPACTPYKTYPHBIN
aHaJIN3 PECHUYHBIX aKCOHEM, BBICOKOCKOPOCTHOI BUJIEO-
MHUKPOCKOITIYECKHI aHAJIN3 U CEKBEHHPOBAHUE PK30Ma,
KOZIMPYIOIIETo IIMIHONPOTenHBI [ 11].

[Ipn ananm3e AMEKTPOHHBIX 0a3 JAHHBIX, TAKUX KaK
«Pubmed», «E-Library», «Google Scholar», Hramu 01
HalJIeHbI eIMTHUYHBIE COOOIIEHHS O BBISBIICHUH Y TIAITH-
entoB ¢ CK 310kadecTBeHHbIX omyxoneil. Kak n oxu-
JIATI0Ch, HanboJiee 9acTo BeTpedanich komonHarmu CK
1 paka JIerkoro (5 HaOMroeHn ), ONMCaHbl eIMHIYHBIC
CIly4ad COYETaHUs C PaKOM IIUTOBHIHOW Keje3bl (2)
n obonounoi kumk# (1). BMecrte ¢ Tem HU B 0Te4eCTBEH-
HOM, HU B 3apyOeHOH JIMTEpaType He OBbUIO MPEICTaB-
JIEHO ciTy4aeB paka skeyaka Ha ¢pone CK.

Hamu onucan peakuil KIIMHUYECKUH Cllydail paka
JKeJTyJKa y TIallieHTa ¢ BriepBble BeisiBIeHHBIM CK.
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Knununuyeckoe HadodwaeHHe. [lampenr K., 72 ner,
B okTs10pe 2019 T oT™MeTHn nosiBieHne TUCKOM(OPTa B SIUTACTPUN
U CHIDKCHHE MAaccChl Tela, YTO M CTajo MPUYMHOW OOpalleHHs K
OHKOJIOTY B aMOyJIaTOPHO-TIONUKINHAYECKOE OTAeNeHne TOMCKOro
00JTACTHOTO OHKOJIOTHYECKOTo AucnaHcepa. [1py BBITOIHEHHH 930-
(aroractpockoruu (30.10.2019 1) GbL1a BBISIBIICHA OITYXOJIb CPEIHEH
TPETH TeJIa JKeJTy/IKa B BHIE I3BEHHOTO ie(heKTa, PacIioIOKEHHOIO 110
OOJIBIION KPUBH3HE C IIEPEXOIOM Ha IIEPEIHIO0 U 3/THIOI0 CTEHKH,
¢ HayaneM creHo3a. [ucronormueckoe 3axiroueHre Ne 1881-88/19
ot 06.11.2019 r.: «IlepcTHEBUIHO-KIIETOUHBIHA paKy.

C 1emb10 1000CIeIOBAaHNS TAIMEHTY ObLIA BBITOJIHEHA CITH-
pasibHasi KOMITBIOTEpHAs TOMOrpadusi OpPraHoOB T'PYIHOH KIETKH
n Opromnoi nonoctu (CKT-OI'K n OBII). [Ipu nposenenun
CKT-OI'K ¢ xoHTpacTHpOBaHHEM BBISIBIEHa OpOHXOAPKTATHUE-
ckast 00JI€3Hb JIeTKHX U AekcTpakapaus, o panasiM CKT-OBIT
YCTaHOBJICHA ITOJIHASI TPAHCIIO3HIIVS BHY TPEHHUX OPTaHoB (puc. 1).

Ha ocHoBaHMU IIPOBEIEHHOTO 00CIEMO0BAHUS TAIHEHTY OBLI
YCTaHOBIIEH qUarHo3: «Pak Tena sxeyaka, 00TypariOHHbINA U TOK-
cuko-aHemuueckuit cungpom. Craaus 1B, cT4aNxMO, cunapom
Kaprarenepay.

Hamment 17.12.2019 1. OBUT TOCIUTATH3UPOBAH B XHPYP-
rudyeckoe otzeneHne ToMCKOro 00IacTHOTO OHKOJIOTHYECKOTO
nucrancepa. [locne mpoBeneHus MIaHOBOH NMpeaonepanioHHON
moaroToBku 24.12.2019 1. manmeHTy ObUIA BBITOJHEHA KOMOH-
HUPOBaHHAS TACTPIKTOMHUS C PE3CKINEH OPBbIKEHKH MOMEepedHO-
0007109HON KHUIIKK M CIUICHOCOXpaHHOU JuMdonuccekuuein 2
(puc. 2). IlepopanpHOe KOPMIICHHE HAYaToO C 3-X CYTOK, MOJHOE
BOCCTAHOBJICHHE ()yHKI[IH KUIIETHUKA TPOU3O0IIIO HA 5-€ CyTKH.
Heo0xoammMo 0TMETHTB, YTO Ha 4-€ CYTKH MOCIIe XUPYPTrHIECKOTO
JIedYeHns y MaleHTa pa3BUIIach BEPXHEN0JIeBast THEBMOHNS CIIEBa,
KOTOpast KIMHUYECKN MPOsBIsIack (heOpHIbHON TeMIepaTypoii,
OJIBIIIKON M ObITa MOATBEPXKICHA PEHTTCHOTOTHUECKUM HCCIIe-
nosanreM OI'K. Ha ¢one KoHCepBaTHBHOTO JICYSHUsI COCTOSIHHE
MAIMEHTa YAy 4IIHIoChk, M Ha 13-e CyTKH mociie onepanuy OH OblI
BBINTICAH U3 OTAeNeHus. JlaHHbIe MOCIeonepaioHHOro Mopdo-
noruyeckoro uccnenosanust Ne 1478-1525/20 ot 15.01.2020 r.:
«HuzkonuddepenunpoBanHas aJaeHOKapLMHOMA C HaJIM4YUEM
HEePCTHEBUIHBIX KJIETOK C PacHpOCTPaHEHHEM Ha OpbDKEHKY
HOMEepeYHO-000/I09HON KHIIKH, METACTATHYECKUM MOPaKSHUEM
2 nuM}AaTHYECKHX y3JI0B U3 23 UCCIICIOBAaHHBIXY.

TakuM 00pa3oM, OKOHYATEIBHBIA KIMHUYCCKUN THATHO3:
«Pax Tena jxemyaka, cyOTOTalbHOE TOPaKEHUE C MPOpACTaHU-
eM OpBDKEHKH TONepeyHo-00010YHON KHIIKH, OCJIOKHEHHBIH
00TypalMOHHBIM U TOKCUKO-aHEMHYECKUM cuHapoMoM. Craaus
11IB, pT4bN1MO0. KomOnHnpoBaHHas TaCTPIKTOMHUSI C PE3CKIIU-
eif OpbDKEHKH OIIepeYHO-000/109HOM KUK ¥ CIUICHCOXPAHHOM
mampomuccekueit /12 (24.12.2019 r.)». B cBs3u ¢ pacnpoctpa-
HEHHOCTBIO OITyXOJIEBOTO MpOIEcca M YHIOBIETBOPUTEIBHBIM
obmecomarnuecknm crarycom ¢ 20.01.2019 r. marpenTy Havata
anbroBaHTHas xuMuorepanus 1o cxeme XELOX. Jleuenue nepe-
HOCHT YJJOBJICTBOPHUTEIBHO.

3axkJawueHHu e. JlaHHbI KIIMHAYECKUH ClTydaid
CBUJIETEIBCTBYET O ToM, uTo npu CK BO3MOXKHO pasz-
BUTHC 3]I0KAYCCTBCHHBIX HOBOO6pa3OBaHI/II71 HE TOJIBKO
CO CTOPOHBI BEPXHUX U HMIXHHUX JbIXAaTCJIbHBIX ITYy-
Teﬁ, HO 1 CO CTOPOHBI XKCITYJOUYHO-KHUIICUYHOI'O TpaKTa.
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a
Puc. 1. Komnvlomepnas momozpamma opeanog 2pyoHoti nonocmu ¢ gelcokum paspewenuem (a). Ommeuaemes npasocmoponmee
pacnonodicenue cepoya u epyonoti aopmul. Cmenxu 6poHX08 yniomueHsl u ymonujensvl. B necounoii mxanu umeemcs mexncoonbKosulil
@ubpo3 u yuacmru UHMePCMUYUAILHO20 YNIOMHEHUs 1e204HOU MKAHU N0 MUNY «MAmoeo2o cmekiay. Komnviomepnas momoepam-
ma 6prowmnoi nonocmu (6). Ilonnoe obpammuoe pacnonodicenue HYMpeHHUX OP2aHO8 U cOCYO08. Ycmbe amepockiemuyecku usme-
HEHHO20 U CYICEHHO20 UPEBHO20 CMBOILA PACHOLONCEHO Cnpasa. Jlanee cocyobl UMerom Kiaccuveckoe 0eleHue, COOmeemcmeayuyee
00PAMHOMY PACNONONCEHUIO BHYMPEHHUX OP2AHO8
Fig. 1. Computed tomography scan of the chest with high resolution (a). The right-sided arrangement of the heart and thoracic aorta
are noted. The bronchi walls are densified and thickened. In the lung tissue, there are interlobular fibrosis and areas of interstitial
compaction of the lung tissue as «ground glass». Computed tomography scan of the abdominal cavity (6). Complete reverse arrange-
ment of the internal organs and blood vessels. The orifice of the atherosclertically altered and narrowed celiac trunk is located on the
right. Further, the vessels have a classic division corresponding to the reverse arrangement of internal organs

Puc. 2. Hnmpaonepayuonnvie pomo: 1 — kynoms nuwesooa; 2 — npasoe nooouadpazmansioe npocmpancmeo; 3 — monozpaguyecku npagas
oons nevenu,; 4 — monoepaguuecku n1e6as 00 neveHu, 5 — Kyioms 1e601l Jicery0ouHol apmepui; 6 — 00uas neveHouHas apmepus; 7 — celle3eHOYHAs
apmepusi; 8 — dceny0ouHo-08eHadyamunepcmuas apmepus; 9 — meno nooxcenyoouHol sxcenesvl; 10— xeocm nodxcenydouroil xeenesvl, 11 — kynoms
osenadyamunepcmuoi kuwiku, 12 — ceaska Tpeimya

Fig. 2. Intraoperative photos: 1 — stump of the esophagus; 2 — the right subphrenic space; 3 — topographically right lobe of the liver; 4 — topo-
graphically the lefi lobe of the liver; 5 — stump of the left gastric artery, 6 — common hepatic artery; 7 — splenic artery, 8 — gastroduodenal artery;
9 — the body of the pancreas; 10 — the tail of the pancreas; 11 — stump of the duodenum, 12 — ligament of Treitz

B ciydae BbISIBIICHHSI OHKOIIATOJIOIUU Y ITALIMEHTOB KondnukT untepecos

¢ CK BO3MOKHO IMPOBCJACHUEC CIICIUAIM3UPOBAHHOT'O ABTOpbI 3a51BUNK 06 OTCYTCTBUM KOHGIMKTA UHTEPECOB.
IMPOTUBOOITYXOJICBOT'O JICHCHU S, BKIIFOYAKOLICTO B cebs
paauKaIbHOC OTIEPATUBHOC BMEIIATCIILCTBO U CUCTEM-
HYI0 XUMHOTCPAIINIO. BwmecTe ¢ Tem JJIA HpO(i)I/IJ'IaKTI/I-
KK OPOHXOJICTOYHBIX OCIIOKHCHHMH Y JTAHHON KaTero-
pHH HALMCHTOB Heobxommo HPOBEICHUE a/ICKBATHON ABTOpbI MOATBEPAAAIOT, YTO COBNOAEHBI MpaBa NAeN, NPUHUMAB-

NpEONCPAIMOHHON ITOATOTOBKU U PAHHCH dKTUBU3A-  1yx yyacTue B MCCNea0BaHIUM, BKAOYas NOflyYeHUe MHGOPMUPOBAHHOIO
IUH MMAlIUCHTOB B MOCJICOINICPALIMOHHOM NIEPUOJL. cornacvsi B Tex ciy4asix, korga oHo Heo6XxoanUMo, 1 NpaBuna obpaLleHns
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