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KICTO3HA rnonA3ida NIEreHb: KJMIHIYHE CMOCTEPEXKEHHA
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Pestome

Kicto3Ha rinonnasia nereHb Hanexutb JO TPynu Bag,
MOB'A3aHUNX 3 HEJOPO3BMHEHHAM NereHi B Ljinomy abo Moro aHaTo-
MiYHUX, CTPYKTYPHUX Ta TKaHUHHWX enemeHTiB. KicTo3Ha rino-
nnasis € Habinbl NOLWMPEHOI0 BaflOI0 PO3BUTKY NiereHb, ane B
CTPYKTYpi 3aXBOPIOBaHb flereHb HaneXmTb A0 KaTeropii piakicHMX
Ho3onoriyHmx popm. B 38'A3Ky i3 LM AiarHOCTMKa KiCTO3HOI rinon-
nasii nereHb CTaHOBUTb TPYZAHOLi ANA NPaKTUKYIOUNX MyNIbMOHO-
fiora  TepanesTa.

B nosigomneHHi HaBegeHO ONUC BUMNAAKY, AKUN iNOCTPYE
TUNOBY KNiHIYHY Ta PEHTreHOsoriYHy CeMioTUKY KiCTO3HOI rino-
nnasii nerexb.

Knrouoei cnoea: kictosHa rinonnasis nereHb, KAiHiYHi npo-
ABW, PEHTIFEHONOTiYHI O3HAKN.
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PULMONARY HYPOPLASIA: A CASE REPORT
1. V. Gavrysiuk, V. M. Rudnichenko, M. A. Kushnerova

Abstract

Pulmonary hypoplasia belongs to a group of congenital
defects, leading to the lesions of organ anatomy, structure and
tissue elements. Pulmonary hypoplasia is one of the most preva-
lent lung congenital anomalies, but in comparison with other lung
diseases it is quite rare. Considering this fact the diagnosis of pul-
monary hypoplasia is challenging for a practicing physician or
pulmonologist.

Current case report illustrates a typical clinical and radiologi-
cal presentation of pulmonary hypoplasia.
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radiological findings.
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CywectByeT okono 30 pa3HOBUAHOCTEN aHOManNnin pas-
BUTUA nerkoro. KMctosHasa ryunonnasua oTHOCUTCA K rpyrnne
NMOPOKOB, CBA3aHHbIX C HEJOPa3BUTMEM JIEFKOTO B LIESIOM W
€ro aHaTOMUYECKMX, CTPYKTYPHbBIX 1 TKaHEBbIX /1eMeHTOB [4,
10]. K 3Tm nopoKam OTHOCATCA areHesus, annasus, rmnonna-
31A nerkoro, cHapom Bunbamca-Kemnbenna, BpoxaeHHas
nonesas ambusema 1 TpaxeobpoHxomeranus [5].

AreHe3unell Ha3blBaeTCA MOJSIHOE BPOXEHHOEe OTCYyT-
CTBME OHOrO W3 Nerkux, a annasven — cocToaHue, nNpu
KOTOPOM Ha CTOPOHE aHOManuu UMeeTCA NUWb Ciieno
3aKaHUMBaLWMINCA rNaBHbIN 6POHX. B 06omx cnyyaax mecto
OTCYTCTBYIOLLErO NEerkoro 3aHvMaloT CMeLleHHble opraHbl
CpepoCTeHMA 1 XNPOBas KneTyaTka. EQuHcTBEHHOe nerkoe,
KaK npaBunio, KOMNeHCaTOPHO yBeNnyeHo B obbeme. [Mopok
BCTpeuaeTca KpaliHe pefKo.

MpocTaa runonnasmaA nerkoro (fonu) npepcrasnaet
co60l1 OTHOCUTENIbHO PaBHOMEPHOE yMeHblueHne 06b-
eMa opraHa C yMeHbLUeHVeM YMcna pa3BeTBiieHni OpoH-
XOB, KOTOpble He UMelom B8bIpaXeHHbIX KUCMO3HbIX UU
sepemeH006pasHuix pacwupeHuti [1, 5]. PecnupaTopHblii
oTAen Hefopa3BMT, BO3AYLWHOCTb €ro CHUXeHa, XoTA
onucaHbl ciiyyan 3mdusematosHon TpaHchopmaumu.
3alKnTHble MeXaHW3Mbl TMMOoNIa3npPOBaHHOIO NIEerkoro
HEMOJIHOLEHHbI, B pe3yfibTaTe B HEM MOXeT Pa3BUTbCA
NHOEKLMOHHBIN NpoLecc, NpoTeKaLWnii C nepuognyec-
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KUMU 060CTpeHnAMU. AHOMaNMa MOXeT CyLLeCcTBOBaTb 1
6eCccUMNTOMHO.

KncTto3Has runonnasusa (CuH.: KMcto3Hasa bonesHb ner-
KOro, MOANKUCTO3 1 Ap.) npeacTaBnseT cobo aHOManuo
NEerkoro Wnn ero Yactu, o6yCNoBIEHHY aHTeHaTalbHbIM
Hefopa3BUTUEM NErOYHON MapPeHXMMbl, OPOHXOB 1 COCY-
0B ¢ bopMUpoBaHMEM KMUCTO3HbIX MOSIOCTEN Ha pas3nvy-
HbIX YPOBHAX 6poHxmanbHoro aepesa [4, 10].

Mo MHeHuo GONbLWNHCTBA aBTOPOB [4, 6], KNCTO3HaA
rmnonnasna coctaBnAeT He MmeHee 60-80 % NOpPOKOB pas-
BUTWA NErkoro.

Mopdonornyeckn KMCTO3HO M3MEHEHHasa YacTb JIErkoro
NpeacTaBnAeTca COCToALEN U3 MHOMKECTBEHHbIX TOHKOCTEH-
HbIX MOJMIOCTEN, BbICTNIAHHbIX U3HYTPY OPOHXMANbHBIM SMnuTe-
nvem. MNpocTpaHCTBa Mexay MONOCTAMM 3aHATbl Heopa3Bu-
TOW NMAPEHXVMOM, COCTOALLEN 13 MaNIoU3MeHEHHbIX v SMdU-
3emMaTo3HbIX anbBeon. [pu3Haku BOCManeHWA B CTeHKax
nonocTeli BblpaxeHbl C1abo Mn OTCYTCTBYIOT. XapakmepHbiM
MOpos102UuHecKUM NPU3HAKOM, OMJIUHAIOWUM KUCMO3HYIO
2UNONJIA3U OM KUCMO3HbIX NOCMHAMAsTbHbIX 6POHX03KMA-
308, A8/19€MCA OMCYMCMaBUE 8 CMeHKax nosiocmed, a HepedKo U
8 CMeHKax cesMeHMapHsix U cybcezmeHmapHeix 6pOHX08, XpA-
wesblx NIacMuHOK, 8 HopMe 3aKkaoblisarowuxca euje Ha 8-9-U
HeOesne 8HympuympobHozo pazgumus [1, 2, 13]. Menkue 6poH-
XManbHble Pa3BeTBNEHVA HePeLIKO OTCYTCTBYIOT.

KnuHnueckaa kapTvHa M TeuyeHue 3aboneBaHUA Mpu
KMCTO3HOWM TMMOMNna3mmn IErknx Yalle BCEro xapakrepusy-
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I0TCA OTHOCUTENIbHOW A06POKaUYeCTBEHHOCTbIO, MHOTAa Ha
NPOTAXKEHNN HECKONTbKUX NeT 6€CCUMNTOMHOCTbIO, OHAKO
C npucoefnHeHreM WHOeKUMM MoABNAITCA CUMMTOMbI
XPOHMYECKOro HarHOUTENbHOro npouecca. B page cnyyaes
nepsble NPOABNEHUA 60NIE3HN BO3HUKAIOT YXKe B PaHHEM
[eTCTBe, HO yallle NalueHTbl y3HatoT 0 cBoeM 3aboneBaHum
B IOHOLLECKOM WSN Jaxke 3peniom Bo3pacTte [3, 6, 9.

O6bIYHO 6OSIbHbIE XKanylTcA Ha Kalleslb CO CIM3UCTON
WA CIM3UCTO-THOMHOI MOKPOTOM, a Npu 605bwoM o6beme
Nopax}eHNA BO3HUKAIOT OAbIWKaA U ApYre NPU3HaKN fblxa-
TeNbHON HEAOCTAaTOUYHOCTN.

B neproabl 060CTpeHNi KONMYeCcTBO MOKPOTbI yBENU-
UMBaeTCA, OHa MOXeT MpuobpeTaTb FHOWMHBIA XapaKTep,
MoBbIWAETCA TemnepaTypa Tena, NOABAAIOTCA MPU3HAKU
WHTOKCMKaLMn.

Bo MHorumx cnyyasx 6onesHb MeeT TeHAEHLMIO K Nporpec-
C1POBaHWIO, OOYCITIOBNEHHOMY TeM, UTO B yYacTKax Nerkux, Ao
TOr0O CUMTABLUMXCA HEM3MEHEHHbIMM, BO3HMKAIOT MOpPaKeHuA
TNa MPUOBPETEHHBIX LWIMHOPUYECKUX WX MeLIOTYaTbIX
6poHx03KTas3nn. B pesynbtate 3TOr0 0b6OCTPEHMA 3abonesa-
HIA CTaHOBATCA BCe Goree YacCTbIMM U TSKENbIMY, Pa3BUBaeTCA
1 NporpeccupyeT AblXxaTerbHaA HEAOCTaTOUHOCTb.

Oun3nKanbHaa CUMNTOMATMNKa KACTO3HOW rMMnonnasmm B
GOnNbLUMHCTBE CyyaeB Ype3BblualiHO cKyfHa. [pu runon-
na3unm BCero nierkoro (Yalle HabnogaroLenca cnesa) oTme-
YalTCA yMeHblleHVe obbemMa U orpaHuyeHne fbixaTtesb-
HbIX SKCKYPCUI COOTBETCTBYIOLLEro reMmTopakca. iHoraa B
06nacTV KMCTO3HbIX N3MEHEHMI BbIABNAETCA NEPKYTOPHDIN
TUMNAHUT, B pAfe ClyvyaeB MPUTYMJIeHNe NepKyTOPHOro
TOHa, MPUYEM BbICITYLUMBAETCA »KeCTKoe AblXxaHue. Xpunbl
BbIABMIATCA Yallle BCero B nepuofbl 060CTpeHuns.

[MaBHyt0 POsSb B ANArHOCTUKE UrpaeT peHTreHonornyec-
Koe unccnepoBaHve. OnpenenAnTca yMmeHblueHe obbema
NMopakeHHOro oTaena Uin Bcero nerkoro, agedpopmaua nnm
ycuneHve NeroyHoro PUCYHKa, KOTOPbI B TUMNYHbIX Cy4Yasx
UMeeT AYENCTbI XapakTep. MHOXeCTBeHHble TOHKOCTEHHble
nonocT! AnameTpom ot 1 Ao 5 cM flyylle 3ameTHbl Ha KOM-
NbIOTEPHbIX TOMOrpammMax. XapakTepHblM Af1A KMCTO3HON
rMNonnasnmn Jnerkux ABMAETCA Hanuune OPOHXO03KTa3oB
LUUAVHAPWYECKOro UM MeLLoTYaToro xapakrepa [4, 8, 11, 12].

bpoHxockonuueckun BbIABNAEGTCA YMEPEHHO BblpaMeH-
HbI KaTapasbHbIA, pexe — FHOWMHbIA SHLOOGPOHXMT, Npu-
YyemM pPacnNpPoOCTPaHEHHOCTb U3MeHeHU B OPOHXMaNbHOM
fepeBe 0ObIYHO NpeBbILIAET 30HY BPOXKAEHHOW aHOManumn.

Mpu wnccnepoBaHMn GYHKUMM BHELWHEro [AbIXaHUA
06bIYHO 0OHapPYXMBaKTCA CMELIAHHble HAaPYLUEHWA BEHTU-
nAymmn. XapaktepHo, UTo 0OCTPYKTUBHbIE M3MeHeHWA ObiBa-
toT 60see BblparkeHbl, Yem Npu NprobpeTeHHbIX OPOHX03K-
Ta3ax aHaNoOrMyYHOM PacnpPOCTPAaHEHHOCTU 1 C aHANIOTNYHO
nnu gake 6onee BblpaXkeHHbIM SHAOOPOHXUTOM. ITO MOXET
CBUAETeNbCTBOBATb O BPOXAEHHOW HENOSIHOLEHHOCTU 1
3KCMMPATOPHOM Kosnance BCcero 6poHxmanbHOro fepesa,
XapakTepHOM A1l KUCTO3HOW runonnasum [4].

JleueHve KMCTO3HOW rMMNOMNA3nN NErkoro, Kak npasu-
no, Xxupyprumyeckoe. KoHcepBaT/BHbIM NyTeM (3HAOOPOHXU-
anbHble caHauuu, NOCTypasnbHbIA ApeHa), aHTubakTepu-
anbHaA Tepanusa) MOXHO BPEMEHHO KynupoBaTb BTOPUY-
Hoe Hecneuundryeckoe BocnaneHue. Takne mepbl MPUHU-
MaloT B nepuof o60CTpeHA C LieNibio MOArOTOBKM BONbHbIX
K onepauuu, a Takxe y 60nbHbIX, KOTOPbIM BMeLIATENbCTBO
no TemM WAN UHBbIM MPUYMHAM He NMOKa3aHo, B YaCTHOCTU, B
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Clyyae NoJsIHOro OTCYTCTBYA CUMMTOMOB WV XKe, HanpoTUB,
Npv ABYCTOPOHHUX OOLIMPHBIX M3MEHEHUSAX, UCKI0Yato-
LLMX BO3MOXXHOCTb Pe3eKLMU, a TaKKe NPV HaIMunm o6Lmx
NPOTUBOMOKAa3aHWI K onepauu Ha ferkux.

Onepauua Npu KUCTO3HOW rMnoniasuv 3aKnodaercs B
yAaneHnn Helopa3BUTOW JOMN WU >Ke BCEro SIerkoro (npw
pacnpocTpaHeHHON FMMNONIa3nMn UIn MOABNEHUN BTOPUY-
HbIX U3MEHEHWI N B COCEHMX AONAX.

Hwvxe npuBefeHO onvcaHne clyyas, KOTOpPbIA MTIOCT-
pUpYyeT TUMWNYHYIO KIVHUYECKYIO U PEHTTEHONOMMYECKYo
CEMUOTUKY KNCTO3HOM rMMomnnasnm nerkumx.

KnuHnyecknn cnyyanm

BonbHon I, 1978 roga poxpeHus, 6bin rocnUTannsnpo-
BaH B TepaneBTMyeckoe oTgeneHvie N2 1 Knesckoli ropofc-
KOW KNHnYeckon 60nbHMLbI N2 8 ¢ anobamu Ha ofbILLKY 1
ceppLebueHna Npu He3HauNTeNIbHOM GU3NYECKOI Harpy3Ke,
Kallesnb C BblgesieHneM rHOMHOM MOKPOTbI fio 150 Mn B CyTKY,
BbIpaXKeHHY0 06LLyto claboCTb, OTEKM roneHel 1 CTor.

B paHHem Bo3pacTe poc M pa3BMBaNCA HOPMasbHO.
MprbnusmtenbHo ¢ 8 neT ctan 6oneTb peuUVAVBUPYIOWM
6POHXUTOM, YacTOTa O6OCTPEHMI MOCTENEHHO BO3POCSa A0
4-5 B rog. B Bo3pacte 12 net noasmnacb ofbllliKka, KOTopas
MefAsieHHo nporpeccpoBana. [pumepHo B 3TO Xe Bpems
cTano HabnodaTbcA NOCTOAHHOE, He3aBMCMMO OT obocTpe-
HWIA, BblAeneHne MOKpPOTbl. B 16 neT maymeHT Hayan oTme-
yaTb Nnepsble NpuU3Haky edbopmaLim rpyLHON KNeTKM, KOTO-
pas cTana npuHMMaTb NagbeBngHyto opmy. B 3Tom e Bo3-
pacte 60MbHOMY yCTaHOBMIEHa UHBaNUAHOCTb Il rpynnbl no
NoBoAY ABYCTOPOHHEN KUCTO3HOW rMMnonasnmy nerkmx, Xpo-
H1yeckoro andedy3HOro rHoMHO-06CTPYKTUBHOrO HPOHXUTA.

ExerogHo 2-3 pasa rocnutanu3vpyeTtca Mo noBogy
NH}EKLMNOHHbIX 060CTPEHWIN OCHOBHOTO 3aboneBaHuA.

HacTrosuee o6ocTpeHne cBA3aHO C NepeHeCceHHoM oCT-
POl pecnnpaTtopHO-BUPYCHON NHbEKUMEN, NOC/Ie KOTOPOW
pe3Ko ycununach ofblLKa, Kalleslb, yBeIMUnnoch Konmiec-
TBO FHOMNHOWM MOKPOTbI.

CBefleHN B aHaMHe3e O XPOHUYeCcKnx 3aboneBaHmAX
nerknx y 6nmsKnx poacTBEHHUKOB HeT. BpeaHble NpUBbIYKA
oTpuLaeT. PaboTaeT oxpaHHMKOM B LLKOSIe.

CocToAHMEe GONbHOrO cpefHelr TAXECTM — OfblliKa
npu pasroBope, YMePEeHHO BblPaXKeHHbIN LiIMaHO3 KOXW 1
cnm3ncTbix obonouek. Hortesble GpanaHrn nanbues B Buge
6apabaHHbIX Manoyek, HOrTM — B BUAE YaCOBbIX CTEKOJI.
lpypHas Knetka nagbeBugHon Gopmbl, KNGOCKONNO3 No3-
BOHOYHMKa.

YactoTa gbIxaHnin — 28 B MUHYTY. [epKyTOPHbIN TOH C
KOPOOOUHbIM OTTEHKOM Haf, BCE MOBEPXHOCTbIO Nerkux.
AycKynbTaTUBHO MpPEeUMYLLEeCTBEHHO B HWKHUX oOTAenax
paccesiHHble Cyxue 1 BIaXkHble XPpUTbl.

YactoTa cepaeuHbix cokpatwieHnin — 110 B T MuHYTY,
Al — 105/65 mm pT. cT. AyCKynbTaTUBHO: TOHbl CepAaLa
NpUrayweHbl, PUTMUYHbI, Hah JIeroYHOW apTepuven —
akueHT Il ToHa.

MevyeHb yBenmyeHa Ha 2 CM, ee Kpall poBHbI, 6e360-
Ne3HeHHbIN.

Ha roneHsax 1 cronax He3HaunTEeNbHO BblpaXKeHHbIEe OTEKM.

PeHTreHorpadua opraHoB rpygHon nonoctu: uHGUb-
TpaTUBHble W3MEHEeHUA B CPefHUX OTAenax JieroyYHbIX
none, 6onblue cnpasa, NPU3HaKku OynnesHon smousembl B
6a3asibHbIX OTAENaxX NpPaBoro fierkoro (puc. 1).
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Puc. 1. PenmzeHozpamma opzaHoe 2pyoHoli nosocmu.

Puc. 2. MCKT (ypoeeHb 20/1060K Kaio4uy). IM¢puzemMamosHsie

6y/1/1b1 8 BePXHUX y4ACMKAX JIe2KuX.

Puc. 3. MCKT (ypoeeHb npaeoli nezo4yHOU apmepuu).
Cmpenkamu o0603Ha4yeHbl MeuwlkosuoHble GpPoHX03KMaAsvl, 8
nepedHuUx omoesiax — KpynHble Kucmel.

Puc. 4. MCKT (yposeHb 6asanbHbix omoenos cepdya).
bynnesHas sm¢guzema 8 npaeom Jie2Kom.

Puc. 5. 3KT: R-mun 2zunepmpoduu npasozo xenyo0o4Ka,
p-pulmonale.

MHorocpe3oBas KoOMMbloTepHasi TOMOrpadua nerkux
(MCKT): 6bunatepanbHO B Nerkux y4yacTKy CHUKEHUA MHEB-
MaTM3auuM Mo TUMY «MaTOBOrO CTeKNa»; OBYCTOPOHHME
LUWIMHOPUYECKME 1 MELLKOBMAHbIE BPOHX03KTa3bl; B BEPX-
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HMX y4yacTKax Jlerkux 1 B 6a3anbHbiX OTAenax crnpaBa —
aM¢u3emaTo3Hble Oynbl; Tpaxes, FaBHble OPOHXU NPOXO-
OUMbI; BHYTPUrPYAHble NuMdaTnyeckune ysnbl He yBenuye-
Hbl. 3aKflOYeHNe: KNCTO3HaA rmnonnasua nerkux, oynnes-
HadA amdm3ema (puc. 2-4).

DOnbpPobPOHXOCKONUA: ABYXCTOPOHHUN Anddy3HbIN
3HAO06POHXHUT Il CT. BOCManeHwus.

Cnnpometpus: VC — 54 % pomxkH., FVC — 23 %, FEV,
— 14 %, FEV,/FVC — 58 %. Pe3Ko BblpaxeHHble npenmy-
LeCTBEHHO OBCTPYKTMBHbIE HAPYLUEHNA BEHTUAALVOHHON
bYHKUMN Nerkux.

OKI: R-Tun rvnepTpodun npaBoro enypouka,
p-pulmonale.
OxoKIl: [OunataumAa npaBbiXx OTAENOB cepjua.

HepoctatouHOCTb TpUKyCnuaanbHOro Knanaxa lll crenexn.
[pr3HaKn ymepeHHON Nero4yHon rmnepTeH3nn.
KnHnyecknin aHanms Kposu: enkouutos (13,7 x 10%n)
C ManoyKosafepHbIM CABUIOM BNeBO (6 %).
O6wmn bunnpybrH — 38,0 mkmosb/n, npsmon — 23,0
MKMOnNb/n, Henpamon — 15,0 MKMOnb/n, fpyrue nokasare-
NN BUOXUMMYECKOTO aHANN3a KPOBM 6€3 M3MEHEHWIA.
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AHanuns MOKpOTbI: LBET — eNTblll, KOHCUCTEHLMA —
BA3Kas, NeNKOLUTbl — ryCcTO B MOJie 3peHus, MNIOCKUIA 3nu-
Tenuii 6POHXOB B YMEPEHHOM KONIMUECTBE, ajibBeoNIAPHbIe
KneTkn — fo 20 B nosne 3peHns, PubpuH — BONMOKHUCTbIN
B YMEPEHHOM KONYecTBe.

XapakTepHble KIUHUYECKNe, pPeHTreHosiormyeckne u
bYHKLUMOHanbHble [aHHble ABMAIOTCA MNOATBEPXKAEHUEM
NpeXHero AmMarHo3a — KWUCTO3HasA rUnonnasnsa nerkux,
XpoHunyeckunii andodysHbIi 6poHXUT, cTagna oboCTpeHus;
6ynnesHaa smdrzeMa nerkux; neroyHas HefoCTaToYHOCTb
[l cTeneHwn, XpoHUUYeCKoe NeroyHoe cepaLe.

BonbHOMY 6bINM Ha3HaueHbl: pecnupaTopHbI GTop-
XVHOMOH neBodnokcalyH, ambpokcon, deHcnvpug, peo-
copbunakt, Topacemug. CocToAHME NauMeHTa yny4liu-
NOCb — YMEHbLWANCh OfbIlIKa, Kallefb, KOJNYeCcTBO U
cTeneHb rHOMHOCTU MOKPOTbI, Mcyesnu nepudepuryeckme
OTEeKW, MOBBLICUIICA YPOBEHb GU3NUYECKON aKTUBHOCTU
6onbHOro. BbinucaH nog HabnopeHve nynbMoHoMOra C
pekomeHAauuaMM HebynansepHoON Tepanuu aHTUCENnTU-
KOM, Mpriema MyKONUTUYECKMX MpenapaToB, Maccaa
rpyaHon KneTku.
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