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Ilpeocmasnenvl onucanus 08yx ciyuaes 8poAHCOEHHOU MATbGopMayul 6030YXOHOCHBIX
nymeu neekux | muna y nnooos, abopmuposannvix 6o |l mpumecmpe bepemennocmu nocne
npeHamanbHou ouacnocmuxu. Ilpu eucmonamonocuueckom uccie008anHulu KUCHO3HbLE
00pa306anuss UMenU CX00CMB0 C HPOKCUMATbHLIMU OPOHXUOAAMY, ObLIU  6bICIIAHBI
PecnupamopHvim snumenuem u cooepaicanu Gubposmwvie nepez2opooxu.
HUmmynozucmoxumuuecku 6 cmeHKe NoIocmeli ONpeoessiuch KiemKy, HO3UMUeHvle 8
OMHOWLEHUU 2NIAOKOMBIULEUHO20 AKMUHA U YUMOKEPAMUHA, d 8bICMUIKA ObLIA OMpuyamenbHa
6 omHouleHuu mapkepa snoomenus cocyoos CD34.

Knrwouesvie cnosa: nioo, Kucmosno-adeHoMamo3nvlii NOPOK PA36UmMus 1e2Kux,
UMMYHOSUCIOXUMUYECKUE UCCLe008AHUSL
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TWO CASES OF CONGENITAL PULMONARY AIRWAY
MALFORMATION, TYPE 1 IN FETUSES ABORTED IN THE SECOND
TRIMESTER OF PREGNANCY

Descriptions of two cases of congenital pulmonary airway malformations, type 1 in
fetuses aborted in the second trimester of pregnancy after prenatal diagnosis are presented. On
histopathologic examination, the cystic masses had similarities to proximal bronchioles, were
lined with respiratory epithelium and contained fibrous septa. Immunohistochemically, cells
positive for smooth muscle actin and cytokeratin were detected in the wall of the cavities, and
the lining was negative for the vascular endothelial marker CD34.
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AKTyaJIbHOCTh. BpokneHHble ManbpopManid BO3TyXOHOCHBIX ITyTEH
aerkux (congenital pulmonary airway malformations, CPAM) — 310 mopokwu
JIETKUX, pPaHEe M3BECTHBIE KAK BPOXKAEHHBIE KHCTO3HO-aJE€HOMATO3HBIE
Majbhopmalui  (KHUCTO3HO-aJICHOMATO3HAsl JAMCIUIa3Usl JIETKUX, KHUCTO3HO-
aZIECHOMAaTO3HAasi raMapToOMa JIETKUX, KUICTO3HO-aI€HOMAaTO3HbIM TOPOK Pa3BUTHS
nerkux, KAIIPJI).

KAIIPJI cocraBnsier 50—75% anomanuii JIETKUX, BBISBISIEMBIX Y ILTOAA TPU
coHorpaduu [1] u 67,8% ciaydaeB MOPOKOB ABIXaTEILHON CHUCTEMBI y ILJIOJOB,
a0OpTHUPOBAHHBIX MOCJIEC MPEHATATBHON TUArHOCTUKH [2].
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J.T. Stocker [3] ommcan 5 ocHoBHBIX moatunoB KAIIPJI. Kaxnpiii Tam
MPOUCXOJUT U3 PA3TUYHBIX YaCTEH OpPOHXHMAILHOIO JIepeBa, YTO BIIOCIEACTBUU
MPUBONT K PAa3IMIHOMN TUCTONATOJOTHYECKON nuddepeHITnaim, KIMHAYeCKIM
0COOEHHOCTSIM, IPOTHO3Y U 37I0KAYECTBEHHOMY MOTEHITHATY [4].

KAIIPJI, tun I (~ 60—-70% citydaeB) MaKpOCKOITMYECKH COCTOUT U3 OJHOU
WM OoJibIiero 4ymciia Kuct amameTpoM oT 3 ao 10 cm [3]. U3 Bcex Tumos
Manbopmariuu KATIPJI I Tuna umeer Hanbosee OJaronpusITHBRIN MPOrHO3 MPH
XUPYPrUYECKON KOppeKIu. BHYTpHYyTPOOHO MOXKET OCIIOKHATHCA Pa3BUTHEM
BOJSTHKM M THOeNbIo Tuiofa. B auddepeHnmanbHblii 1MarHOCTUUECKUH psi IPpU
COHOrpauu BXOIAT JIETOYHAs CEKBECTpallsi, aTpe3usi WM CTEHO3 BEPXHUX
JbIXaTeJIbHBIX MyTeH, AuadparMaibHas rpbhka, OpOHXOTE€HHBIE, YHTEPOTEHHBIEC U
HEUPOIHTEPOTCHHBIE KUCTHI, & TAKKE COCYAUCThIE AaHOMAJUU: F'€MaHTHOMBI U
apTeproBeHO3Has Manbhopmarius Jierkoro (ABMJI).

[Ipn nmMmmyHOTHCTOXUMUYECKOM HcciienoBannd B ciaydasx KAIIPJI 1 u 2
AKCIPECCUPYIOTCS B OCHOBHOM OpOHXMAJIbHBIE MapKephl, TaKHE Kak
uurokepatud 17 (Krtl7) unu a-rmaakomeiimeunsiii aktud (ACTA 2) [5].

Marepuaabl U MeToabl HcciaeaoBaHusa. OOBEKTOM HCCIETOBAHUS
nociyxuin 2 moga ¢ KAITPJI, abopTUpoBaHHBIX 1O TEHETUYECKUM MOKa3aHUAM
Bo Il Tpumectpe OepeMeHHOCTM B T. MHHCKE B paMkKax MOpOrpaMMbl
MOMYJISIMUOHHOTO TPEHATaJIbHOIO CKPUHHUHTA. AYTOINCHUSA OCYIIECTBISAIACH IO
CTaHIApTHOM meroauke, onucanHou [.M. IllopoM ¢ ucnonp3oBaHuEeM MOJHOU
ABUCIIEPALUH.

['ucronornyeckoe MCCIeIOBAHUE JIETKUX MPOBOJAUIOCH MO CTAHAAPTHOU
Meroauke. Cpe3pl mapaduHOBBIX OJIOKOB OKpAIIMBAIA TE€MATOKCHJIMHOM U
703uHOM. C 1enbl0 (PEeHOTUNMHMPOBAHUS KIETOYHOTO COCTaBa KHCTO3HBIX
oOpa3oBaHUll  TPUMEHSUIOCh  MMMYHOTHCTOXMMHUYECKOE  OKpalluBaHUE
npenapatoB. B kayecTBe MapKepoOB HCHOJIL30BAINCH IMAHIIUTOKEPATUH
(ammATeNnuMit), TIaAKOMBIIIEYHBIA akTHH (MbIieuHas Tkadb) U CD34 (anmoTenmii
COCY/JIOB).

Pe3yabTaThl U 3aK/II04YEHUE.

Habniwooenue 1. bepeMeHHOCTh Oblla MpepBaHa B cpoke 21 Hemens ¢
JMAarHO30M  «TE€MaHruoJiMM@aHruoMa 3aJHEro JIEBOrO  CPEJOCTEHHSI  CO
CMEILIEHUEM OPTraHOB CPEAOCTEHUsI BIpaBo». IIpu nuccekuunu rpyIHON KIETKH
miona (Macca — 400 r, OunapueTtanbHbIN quameTp — 40 MM, ITMHA CTOMBI — 38
MM) OTMEYEHO CMEIIEHHWE BHM3 JIEBOTrO Kymosia 1uadparMbl OOBEMHBIM
oOpa3oBaHHEM, pACIIOJIOXKEHHBIM T033u JIeBOro Jierkoro. (OOpa3oBaHue
HEOJHOPOJHON CTPYKTYpPHI C MIIOTHBIMUA U KHUCTO3HBIMU 3JIEMEHTAMH HCXOUIIO
W3 HIDKHEW J0JM JIEBOTO JIETKOrO0, MMENO BHUJ KHUCTO3HO-COJUIHOTO Y3ia
pazmepom 30x25x8mm, Maccoi 2,6 T, B IEGHTPE OTMEYAIUCH ITPU3HAKH pacnaja.
JleBoe nierkoe ObLIO TUNOMIAa3UpoBaHO (3,56 T, Mpu HOpME ISl TAHHOTO CPOKa
rectanuu 6,8+0,3 r).

Mukpockonuyeckas KapThuHa oOpaszoBaHuil cooTBercTBOBania KAIIPJI,
Tun |: KpyrnHble, CMABIIMECS, YaCTUUYHO Pa3pylICHHbIE KUCThI ObUIM BBICTJIAHBI
PECHUTYATHIM MICEeBAOCTPATUPUITUPOBAHHBIM AIIUTEITUEM, UMEIIUCH
MHOTOYMCJICHHBIE TOJUIIOMHBIE BBICTYNBI. [lom »snurenuemM — TOJCTHIN
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bubpoMycKyIsIpHBIN cl1oi. Ha HEKOTOPBIX cpe3ax B CTEHKE KUCTHI ONPEIEISUTHCH
XPSILLIEBBIE IJIACTUHKU.

Habnwooenue 2. bepemeHHOCTh ObuIa NpepBaHa B cpoke 21 Hemens c
nuarnozoM «KATIPJI I-1I co cmemennem opranos cpenocrenus». [Ipu ayroncun
y I10J1a My»KcKoro noJia (Macca 440 r, OunapuetaibHblid [uaMeTp 42 MM, JJIMHA
CTOIBI — 38 MM) ONPEAENSIICS CIBUT OPraHOB CPENOCTEHUS BIIEBO, HUKHSS JTOJIS
[IPaBOTo JIETKOro 0arpoBOro 1Beta pazmepoM 55x38x19 MM Oblia mpeacTaBieHa
KHCTaMH, 3al0JIHEHHBIMH KpOBBIO. Macca mpaBoro jerkoro - 18,35 r, neBoro —
4,0 r. Ha pa3pese onpenensnuchk 4 mosioctd, pazmepom ot 5 10 20 mm. Ilpu
TUCTOJIOTUYECKOM  HCCIIECOBAaHUU  OIYXOJIEBOTO OOpa30BaHUS  XPSIIEBbIC
IUIACTUHKKA OTCYTCTBOBAJIM, KHCTO3HbIE O0Opa3oBaHUS HMEIU CXOJICTBO C
MPOKCUMAIBHBIMH ~ OpPOHXHOJIAaMH, cojepX aiu (PUOpO3HbIE TEPEropoIKH,
BBICTJIAHHBIC PECITUPATOPHBIM SUTETUEM.

B o00oux cnydasXx HMMYHOTHCTOXMMHUYECKM B CTEHKE IOJIOCTEH
ONPEAEISUTUCH KIETKH, TO3UTUBHBIE B OTHOIICHUH IJ1aJKOMBIIIEYHOTO aKTUHA U
IUTOKEpaTHHa, a BBICTWIKA OblIa OTpULATE]IbHA B OTHOUIEHUU MapKepa
sHjoTenus cocyaoB CD34.

Hammu  naOmromeHust  oTBedanu  MOP(QOJOTHYECKOMY  MATTEpHY,
xapaktepaoMmy juisi KAIIPJI, tun 1. [ mocTaHOBKM AMAarHo3a HEOOXOIUMO
HalIuyue XOTs Obl OJHOW KHUCThI nuamerpoM Oozee 2 cMm. Kuctsl 3Toro tumna
OOBIYHO MYJIBTUJIOKYJISIPHBI, PacIlOJIOKEHbI B Mpefesiax OJAHOM O U UMEIOT
BBICTWJIKY U3 IICEBIOCTPAaTU(UIUPOBAHHOTO CTOJIOYATOrO HSMNUTEIUS. OTU
oOpa3oBaHMsI HUMEIOT CXOJCTBO C OpoOHXaMH W/MIM MPOKCUMAIbHBIMU
OpoHXHOJIaMU ¥  cojepKaT  (UOpPO3HBIE  MEPErOPOAKH,  BBICTIAHHBIC
NCEBAOCTPATU(PULIPOBAHHBIM, PECHUTYATHIM MPU3MATUYECKUM W
KyOMUYeCKUM JIHTEIHMEM C KJIacTepamMH KJIETOK, HANOJHEHHBIX MYIIMHOM,
HAlIOMUHAIOIMX OOKaloBHIHbIE KIEeTKH. B 5—10% »TuX nopaxenuii umerorcs
doxychl xpsia [3].

Buenrnuit Bu KUCTO3HBIX 00pa30BaHUM, 3aMI0JIHEHHBIX KPOBBIO, B HAILIEM
BTOPOM CJIy4ae MaKPOCKOIMMYECKH HAIIOMUHAI COCYIUCTYH0 aHOMAIIUIO.

ABMJI — oOuienpuHaThld TEPMUH I8 00O3HAUYEHHUS] AHOMAJIUH,
U3BECTHBIX  KakK  JIETOYHbIE  apTEpUOBEHO3HbIE  (DUCTYJBI,  JIETOUHBIE
apTEpUOBEHO3HBIE AHEBPU3MBI WIH JIETOYHBIE TEJICAHIMAIKTA3UH C AaHOMAJIbHBIM,
JUCIUIACTUYECKUM COEAMHEHUEM MEKIY JIETOUHBIMU apTEPUSIMU M BEHAMHU U
(dbopMUpOBaHKEM IIPABO-JIEBOTO IIYHTA.

ChnekTp NaTOJOTMYECKUX  HPOSIBICHUM  BappupyeT OT  MEJKHUX
MHOYECTBEHHBIX TEJICAHTMIKTATHUECKUX MOPANKEHUN 0 KPYHHBIX OJIMHOYHBIX
WU TIAXUBACKYJSIPHBIX CTPYKTYp, WHOTJAa pACIIMPEHHBIX, a WHOTIa
JOCTUTAIONINX AaHEBPU3MATUYECKUX pa3MepoB. (OOBIUHO apTEepUOBEHO3HbBIE
Majb(hopmMaru SABJISIFOTCS nepupepuuecKuMu U pacnoJiararoTcs
HEIMOCPEJICTBEHHO TMOJ IUIEBPOM, T/€ OHM MOTYT BBIMJISACTh KaK Yy4acTKH
CUHEBATOW MPUITYXJIOCTU UJIA KABEPHO3HOU aHTHOMBI.

ITocne rucrtosiorndeckoir 0OpPaOOTKU €IUHUYHBIE WM MHO>KECTBEHHBIC
JMCKPETHBIE Y3€JIKM OOBIYHO HE BUAHBI ITOCIIE UCCEYEHUS, TOCKOJIbKY KPOBb
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BBITEKAaET M3 COCYJIOB, @ CAMH COCYIbl Pa3pylIalOTCS U CTAHOBATCA MEHEE
3aMETHBIMUA. B HEKOTOPBIX NOPAKEHUSAX MOXKHO YBHUAETb CEThb COCYIOB C
YTOJIIIEHHBIMU CTEHKAMH, COCTOSIIMMM W3 PA3JIUYHOTO KOJMYECTBA TJIAAKON
MYCKYJIaTypbl, 3JIACTUYECKHX BOJIOKOH U KosutareHa. [lopaxenus c¢
TOHKOCTEHHBIMH COCYAaMH MOTYT HMHUTHPOBATh F€EMaHTHOMBEI [6].

Takum o00pa3zom, JIEMOHCTpalUsi SKCIPECCUU MPU THCTOXUMHUYECKOM
UCCJIEIOBAHUM OpOHXMAJIBHBIX MapKepoOB, TAKUX KaK IUTOKEpPATHUH WIH O-
TJIaIKOMBIIICYHbIA aKTUH U OTCYTCTBUE IKCIPECCHH SHAOTEINATBHOTO MapKepa
NO3BOJWJIM B HAlIUX  HAOMIOJAEHUSX  TOATBEPIUTH  OpPOHXHAIBHOE
MIPOUCXOXKIEHUE KUCTO3HBIX 00pa3oBaHuii U UCKIT0UNTh ABMJI.
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