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Pesynomam. TonouTeNbHbIA UCX0L XMPYPrUYecKoro NeYeHWA naumeHTku 3 net ¢ rpyboit nedopmaument rpyaHon
KMEeTKM Ha (OHe TAMENOMN ObIXaTeNbHON HeJ0CTaTOYHOCTY.

Bobigodsl. CunapoM HéHa — TAKenoe 3aboneBaHue C BbICOKOW YacTOTOW NieTanbHOCTH. TpebyeTca MynbTMAMCUMNIN-
HapHbIA MOLXO0A B JIEYEHUM MALMEHTOB C [AHHOW NaTonormen. XMpypruyeckoe BMeLLATeNbCTBO, HANPaBfieHHOe Ha CHU-
YKEHME KOMMPECCMW OpraHoB rPYLHOW KNETKM U yBENUYeHUEe ee 06bEMa, [arKe B YCNOBUAX LEKOMMEHcaLMm, No3BONAET
KynupoBaTb NPU3HaKW [blXaTenbHON HeLO0CTaTOYHOCTH.
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Surgical treatment of Jeune syndrome
in a child (rare clinical case and review)
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Objective: possibility of surgical treatment of chest deformity in children with Jeune syndrome (analysis of the clinical
case), review of literature on Jeune syndrome in children.

Methods: clinical, radiological, laboratory, instrumental, statistical.

Results: Positive outcome of surgical treatment of a 3-year-old patient with severe chest deformity and severe respiratory
failure.

Conclusions: Jeune syndrome is a severe disease with a high mortality rate. A multidisciplinary approach is required in
the treatment of patients with this pathology. Surgical intervention aimed at reducing the compression of the chest organs
and increasing its volume, even in conditions of decompensation, allows you to stop the phenomenon of respiratory failure.
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CvHapoM MéHa (CMHOHMMBI: achuKcuyeckana Topa-
KanbHaa OMcTpoduA, TopakoachUKTUYECKaa auctpodus,
acPUKTMYeCKaA AMCNNa3vA rPYOHON KNEeTKM), Ha3BaHHbIN
Mo MMeHu onucasLuero ero B 1955 r. gppaHuy3cKoro negua-
Tpa Mathias Jeune, 0THOCKTCA K peKUM ayTOCOMHO-peLec-
CMBHbIM CKENIETHBIM AMCMa3nAM, OCHOBHBIM KIIMHUYECKUM
MpOfAB/IEHNEM KOTOPOro ABNAETCA TAMENasA AblxaTe/lbHas
He[0CTaTO4HOCTb, pa3BMBaloLLasAcA Ha doHe cBoeobpasHoM
nporpeccvpyioller aegopMaLmn rpyaHON KNeTku, B pAge
c/yyaes, NPMBOAALLAA K NeTabHbIM ucxodam [1].

HecMoTpA Ha pocTatouHoe 6onblioe obuiee ymcno ny-
6nMKaLMI, NOCBALLEHHbIX 3TOMy cuHapomy [1-15], nopa-
BnAloLlee 6ONMBLUMHCTBO M3 HUX KAacaeTCA ero onucaHus,
npeHaTanbHOM U FeHETUYECKOW AMArHOCTUKM, a TaKKe aua-
FHOCTMKM 3KTpanynbMOHasbHbIX (DEHaNbHBIX) MOPAKEHNI.
Bo3MoKHO, 3T0 CBA3aHO C paHHel MaHudecTaumen TAxe-
7OV [bIXaTeNbHOM He[0CTaTOYHOCTH, ABMALLENCA NpUYK-
HOM neTanbHbIX UCXOAO0B. JIUWb eauHUYHbIE NybnAMKaumum
MpeACTaBAAT pe3yNbTaTbl XMPYPruyecKoro je4eHna naum-
€HTOB C laHHbIM 3abonieBaHMeM [2—6]. PegKocTb matonorum
Mo3BoNIAET HaM MpeAcTaBUTb Co6CTBEHHOE HabmofeHue.

MaumneHtka M., 3 r. 4 Mec., noctynuna B AeTcKoe OT-
penedne 06nacTHOM KnuHMuecKon bonbHuLbl N2 1 Tiome-
HWU B TAMKENIOM COCTOAHWM C *KanobaMm Ha OfbILIKY, Npu-
CTYnoobpasHbIf Kallenb, NOBLILLEHME TeMMepaTypbl TeNa,
06yCnoBneHHble HapyLUEHWEM BEHTUAALMM NEroYHon TKa-
HW. HasHauyeHa aHTMbaKTepuanbHaa Tepanus, WHranAuuu
C KMCNIOpPOAOM W npenapaTtaMu Fpynnbl CENIEKTUBHBIX aro-
HUcTOB B2-afpeHopeLienTopoB, 0HAKO CO BTOPbIX CYTOK
0TMeYasoch pe3Koe yxyaLIeHue ¢ 3N1304aMu aecaTypaumm
BO BpEM# KalL/ifl, NacTO3HOCTb NULA, 0cnabneHue ablxaHus
B HWXKHUX OTAENax Nerkux; BbICAYLIMBAIUCD BNAMKHbIE pas-
HoKanubepHble xpunbl ¢ 0benx cTopoH. Kpai neyenu nanb-
NUPOBaCA Ha 6—7 CM HUKe NpaBoi pebepHOM Oyru; Moua
TEMHO-KOPMYHEBOI0 LBETa, ONMIYpUA. TAXKECTb COCTOAHUA
OLeHeHa Kak 06ycnoBfieHHasA coyYeTaHWeM [blXaTeflbHOM
He[0CTaTO4YHOCTW, CMHAPOMA CUCTEMHOrO BOCMAIMTESIbHO-
ro oTBeTa M OCTPOW MOYEYHOW HeAOCTaTOMHOCTbH. B cBA-
31 C HapacTalolierd TMMNOKCEMUWEN [eBOYKa NepeBefeHa
Ha MCKycCTBeHHyIo BeHTUNALMIO nerkux (MBJ1), norpyxeHa
B MeMKaMEHTO3HbI COH. M3 TpaxeobpoHxManbHoro fepesa
yaananm obunbHylo rHovHylo MoKpoTy. Ha goHe BbicoKoYa-
cToTHow MBJT npu ymepeHHoi Taxukapaum (MCC 119 B MuH.)
M COOTBETCTBYIOLLEM BO3PacTy apTepuanbHOM [AaBfieHUU
(108/65 MM pT.cT.) caTypaums KpoBu yBenuumunach o 99 %.

O6paluana Ha ceba BHUMaHKe 0C06EHHOCTb aHaTOMMYe-
CKOro CTpoeHus pebeHKa, a UMeHHO hopMa rpyaHoi KNeTKM,
KoTOpaA uMena BU[ KOJIOKONA, CAABMIEHHOro U aedopMu-
POBaHHOMO C 06eMX CTOPOH C CUMMETPUYHLIMU YT ybneHu-
AMKU Ha ypoBHe IlI-V nap pebep oT nepefHen [0 3aHew
MOAMBILIEYHON NIMHUIA. HKMBOT MpM Nanbnauum MArKUA,
BM3YyasnbHO yBENINYeH B 06beMe B CBA3M C AMCMPONOpLMEN
TPYAHOW KNeTKM.

[aHHble nabopaTopHbIX WMCCNEefoBaHUN: MOCEB CMbl-
Ba M3 TpaxeobpoHxuanbHoro paepesa — Haemophilus
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influenzae 10-7 KOE/Tamn. B KnuHM4ecKoM aHanu3e Kposu
oTMeyanacb aHemua [remornobun (Hb) 69 r/nl, nevikoum-
103 (12,8-10°) ¢ HeitTpodunesom (52 %), nosbiwenne CO3
(58 MM/4ac). B buoxuMmyeckoM aHanm3se KpoBUM — CHU-
¥EHWe YpOBHA anbbyMuHa, HEe3HauWUTEeNbHOE MOBLILIEHUE
MoYeBMHbI. B obllem aHanu3e MouM — MaKkporemarypus.
YnbTpa3sykoBoe uccneposanue (Y3W) noyek — anddysHoie
n3MeHeHus. Ha anexTtpokapavorpamme (3KI) npusHakm ru-
nepTpodum 1 NeperpysKu npasbIX 0TAENOB CepAaua, no Ixo-
KI' — cokpatuTenbHasa QyHKUMA MUOKapaa B npefenax
BO3PacTHOW HOPMbl, HE3HAYMTENIbHOE MOBLILLEHWE CUCTO-
NIMYECKOr0 [aBNIEHUA B NIEFOYHON apTepuun.

Mpy MynbTUCNMPANbEHOM KOMMbIOTEPHOM TOMorpadum
(MCKT) rpynHoi KneTku BbISIBNEHbI U3MEHEHWA, XapaKTep-
Hble anA cuHapoMa MKEHa: rpyoHas KneTka CUMMETPUYHO
«C[aB/eHa» B MoMNepevyHoOM HanpasneHuun. Pebpa uMelot ro-
PU30HTasNbHYI0 OPUEHTALMIO, MX NepeHNE KOCTHbIE OTHESbI
«boKanoBmMAaHo» paclumperbl (puc. 1). KoMnpeccus obomx
NErkux «BAABNIEHHBIMMY» OTAeNamm pebep conpoBoMKaaeTCA
HapyLleHWeM MHeBMaTU3auuu, OMdQy3HbIM HepaBHOMEp-
HbIM HapyLUEHWEM CTPYKTYPbl NIErOYHOM TKaHW, y4acTKamm
YNNOTHEHUI, B3LyTWIA. [lpoCneuBaloTCA CerMeHTapHble
1 cybcerMeHTapHble ateniektasbl S2, S8 npasoro v S4,5, S8
NIEBOTO JIETKMX, @ TaKKe NPOCBETbl CONMMKEHHBIX U Aedop-
MWPOBaHHbIX BPOHX0B, popMMpoBaHMe GUOPO3HBIX M3Me-
HEHUI.

TaKknM 06pa3oM, KNMHUYECKUI AuarHo3 Gopmynmpyetca
cnegyiowmm obpasom:

OcHoBHOM — «BporkaeHHan gedopMauma rpyaHon Knet-
KM — cuHOpoM HKEHa (TopakoacdmKTMUECKan AUCTpodUs)».

OcnoHeHne — «[1BYCTOPOHHAA MHEBMOHWA C aTesieK-
Ta3aMu U ¢pMbpo3HOM TpaHChOpMaLMEN NEFOYHON TKaHM.
[1BYCTOPOHHWIA THOWHbIM 3HAO6POHXMT. JleroyHas runep-
TeH3uA. CMHOPOM CMCTEMHOr0 BOCMANMTENbHOMO OTBeTa. Ty-
6ynovHTepCTULMANBHBIN HEDPUT CMELLIAHHOW 3TUONIOrUU .

MpoBoauBanca TepanuaA (aHTMbaKTepuanbHas, rio-
KOKOPTMKOCTEpOUIbI, MHDY3MOHHAA, TenaTonpoTEKTOPSI,
LVYPETUKU) No3BONMNA K 39-M CyTKaM KynupoBaTb MHEB-
MOHMI0 M 6poHXMT. OHaKo HEOJHOKpPATHbIE MOMbITKU Nepe-
BeCTV pebeHKa Ha caMocToATeNbHOe AblXaHWe OKasanuchb
be3ycreLuHbl, B CBA3M C YEM Ha 3TOM 3Tane pebeHoK no co-
FNacoBaHMIO C FNaBHbIM BHELUTATHBIM CMeLManiucToM-aKe-
nepToM Mo TopakanbHow xupyprun M3 PO npodeccopom
M.K. ABNOHCKMM KOHCYNbTMPOBaH CreLManncToM no Topa-
KanbHon optoneguu. MNpu nepecMotpe AaHHbIX KT KoHcTa-
TMPOBAHO, YTO COMMACHO KacCUPUKaLMKU BPOHKOEHHBIX MO-
POKOB IpyaHOM KNeTku [7], AaHHaA aHOManuA MOET bbiTb
KnaccuduumposaHa Kak tun A2S0F1 . (cuMMeTpudHan
AedopMauma NpenMyLLEeCTBEHHO B FOPU30HTaNbHOW N0-
CKOCTU C YHKLIMOHANBHBIMU HapyLUEHUAMK CepaeyHo-Cco-
CYBMCTOW W AbixaTenbHoW cucTeM). IHOeKc ropusoHTanb-
HOW Komnpeccum rpygHoin Knetku (UTKIK) (oTHoweHwue
nornepeyHOro pasmMepa Ha YpoBHe MaKcMMarbHOM KoMrpec-
CUM K HambornbLLeMy nonepeyHoMy pasmepy) [7] cocTaBnaet
60,1 %.
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Puc. 1. KomnbloTepHas ToMorpamma (a, ¢) u 3D- pekoHCTpyKumA (b) rpyaHOM KNeTKU naumeHTkn M., 3 . 4 Mec., ¢ cuHapoMoM HeHa

(tun A2SOF1, ) [0 NeveHns: @ — aKcWarbHbI Cpe3 Ha BeplumHe fedopMaumMu (MHOEKC ropu3oHTaNbHON KOMMPeccUM rpyHom
KneTku = 60,1 %); b — y3Kas cerMeHTUpOBaHHaA rPyaMHA U KOPOTKME, LLIMPOKME U MocKMe pebpa C aHoManueit CTPOeHWA 30H pocTa,
«bOKanoBUAHLIM» PacLUMpEHWEM MepeaHUX OTAEeN0B (NMOKasaHo CTpesiKom); ¢ — dubpoateneKTasbl B IErkux (MOKa3aHo CTPEsiKoW)
B 30He C/aB/IeHWA KapKkacoM rPyAHOM KNeTKU BPOHX0/1ero4HOro KOMI/eKca

Fig. 1. CT scan of patient M. with Jeune syndrome (type A2SOF 1cor, br). Axial section at the top of the deformity: a — before treatment
(HCCI = 60.1%); b — sternum is narrow, segmented, and short; ribs are wide and flat with an abnormal structure of the growth zones,
and “wine glass” extensions of the anterior areas (shown by the arrow); c — fibrotic atelectases in the lungs (shown by the arrow) in

the area of compression by the chest framework of the broncho-pulmonary complex (See the text for the details)

Mpu pacyeTe obbeMa NEroYHOM TKaHW C MOMOLLbIO Npo-
rpammbl RadiAnt DICOM Viewer 2020.1 B perwume 3D-MVR
(TPexMepHaA MynbTMOHEMHAA PEKOHCTPYKLMA) 06BEM Npa-
BOro nierkoro coctasun 617,3 cM®, nesoro 601,9 cm® (puc. 2)
(ycnoBHo npuHMMaA dopMy nerkoro 3a napannenenuvneq,
061EM Kakaoro Nerkoro onpeaensny nyTeM NepeMHOKeHNs
nokasarenen axbxc, roe BepTUKanbHbIM pa3Mep (a) oLeHeH
KaK MaKcuMarbHOe BEPTUKalbHOE PacCTOAHME OT BEPXYLLKM
[0 OCHOBaHWA Nerkoro (a); nonepeyHbin (b) M nepegHesan-
HW (C) pa3Mepbl M3MEPAZIM Ha YPOBHE MaKCMMasbHOM fe-
dopMaumm rpyauHo-pebepHoro komnnekca (MPK).

CvHApOM TOpaKkanbHOM He[oCTaTOYHOCTU C MeXaHuye-
CKOW KOMMpEecCcuen NErkuMx pacLieHeHbl KaK HeOTNOMHbIE

Puc. 2. lapameTpbl pacyeTa yClI0BHOr0 06beMa NIErkux npu Tpex-
MepHOW MyNbTMO6BEMHOM peKoHCTpyKUMM (3D-MVR) nerkux: @ —
B nepeaHe3afHen npoekumu; b — B 60KOBOIM NpoeKumu. a, b,
C — MoKasaTenu obbeMa Nerkux, uHaekcsl 1 M 2 06o3HavaloT

npaBoe W NIeBOE JIErKOe COOTBETCTBEHHO
Fig. 2. Calculation of an arbitrary lung volume: ¢ — 3D-MVR
in the front-rear projection of the lungs; b — 3D-MVR in lateral
projection of the lungs (See the text for the details)

DOI: https://doi.org/1017816/ V1042334

MOKa3aHWA K XMPYPru4yeckoMy NevyeHuro — MpoBeAeHUIo
FOPU30HTaNbHOW PacLUMpUTENbHON (ayrMEeHTaLMOHHOM) To-
paKonnacTuku. B cBAsu ¢ annapaTo3aBUCMMOCTbIO pebeHKa
MPUHATO peLLeHWe NPOBECTM NepBbIA 3Tan onepaumnm (ayr-
MEHTALMOHHYI0 TOPaKOMIaCcTUKy Ha OJHOM M3 reMUTOpaK-
COB) MO MECTY HaXOMOEHWA MaLMeHTa.

Onepaums npoeeaeHa 29.11.2018 (Ha 43-u cyTKM no-
cne nepesoga Ha WBJ1). Topakonnactuka npoBefeHa
crpaBa C pe3eKuMer KOCTHO-XPALLEBbIX 0TAeNoB pebep
Ha 5 ypoBHAX (3-7); AnA ocTeoCUHTE3a rpyanHo-pebepHo-
ro Komnnekca (TPK) ucnonb3oBaHbl Be TUTaHOBbIE Mia-
CTUHBI «Matrix rib».

Ha 9-e cyTku nmocne onepauuu feBouKa nepeBefeHa
Ha camocToATeNbHOE AblxaHue. [TocneonepauyoHHbIM nepu-
o npoTeKan 6e3 ocobeHHocTel. PaHa 3axmna nepBUYHbIM
HaTAXeHWeM. Ha 21-e cyTKu BbinMcaHa [OMOW B yOOBET-
BOPWUTENbHOM COCTOAHUM.

KoHTponbHaa KoMnbloTepHaa ToMorpadua rpyaHou
KNeTKW BbIMOSIHEHA Yepe3 3,5 Mec. Nocne onepauum: rpy-
AVHO-pebepHbIi  KOMMeKe GUKCMpOBaH MiacTMHaMm
1 BUHTaMW. [lonorKeHne MeTanNoKOHCTPYKLMIA cTabuibHoe.
3anapeHue pebep cripaBa ycTpaHeHo. [THeBMoTOpaKca, ru-
[pOTOpaKca HeT.

JlyyeBble JaHHble, a TaKKe MOKa3aTesnu, XapaKkTepusy-
l0LLMECA YBENIMYEHWEM JIMHEWHBIX Pa3MEPOB rEMUTOPAKCOB
1 06BEMHbIX NOKa3aTesNen Nerkux, NpeacTaBeHsl B 1abn. 1
M Ha puc. 3: yBennyeHue nokasatena UMKIK n obbema
MpaBoro Nlerkoro nocne nepeoro 3Tama TOPaKonIacTUKM
coctasuno 11,7 n 18,3 % cootBetctBeHHO. 06bEM NeBOMO
NErKOro NpakTUYeckun He uaMenunca (+2,2 %).

BTopo# atan onepaTMBHOrO neyYeHns BbINONHeH B Knu-
HWUKe OeTcKon xupyprum u optoneammn CMI6GHUN® (CaHKT-
Metepbypr) 22.01.2020, cnycta 1 r. 3 Mec. nocne nepeoro
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Ta6auua 1. [InHaMmmnKa 065EMOB NPaBOro M NIEBOFO NIEMKWX U BENMYMHBI MHAEKCA FOPU30HTANIbHOM KOMMPECCUM IPYLHOI KNETKK noche
| 3Tana xMpypruyecKoro neveHus

Table 1. Changes in pulmonary volumes of right and left lungs and HCCI after the 1% stage of surgical treatment

MapameTpel

Moka3artenb

no onepauuu nocne | atana XUpypruyecxKoro sevyeHuna

06'beM NpaBoro nerkoro, cm? 6173 755,3
061eM neBoro nerkoro, cM3 601,9 614,2
MHOeKc ropusoHTanbHOM KOMMPeCCUm rpyaHoin Knetku, % 60,1 71,8

Puc. 3. KoMmnblotepHas ToMorpamma (a) u 3D-KoMnbloTepHana peKoHCTpyKumA (b) nocne | aTana XMpypruyeckoro NeYeHns: @ — aKcu-
anbHbI cpe3 (MHLEKC FOpU30HTaNbHOM KOMNpeccumn rpyaHon Knetku = 71,8 %); b — npaBblid reMUTOpaKc UMeeT NpaBuiibHYI0 GopMy
(nonoKeHue ofHOM M3 pebepHbIX NNACTUH 0TMEYEHO CTPENKoi); ¢ — 3D-MynbTUO6EMHAA PEKOHCTPYKLMA

Fig. 3. Axial sections of CT scans (a) and a 3D-CAT reconstruction (b) after the | stage of surgical treatment: a-HCCI = 71.8%: the right
hemithorax has the corrected shape (the position of one of the rib plates is marked with an arrow); ¢ - 3D multi-volume lung reconstruc-

tion after the | stage of surgical treatment (See the text for the details).

B 06beMe ieKoMMpeccUBHO-ayrMeHTALMOHHOM TopaKonia-
CTVKM cneBa ¢ ¢urcaumen 'PK ogHol TMTaHoBOM nnactu-
HOW (ONUTENbHBIM NEpUOR MeAay 3Tanamu obbAcHANCA
OpraHu13aLMOHHO-3MNMAEMUONOrMYECKUMU OTPaHUYEHUAMM
K NnaHoBoi onepavumu). MocneonepauyoHHbIi nepuog npo-
TeKan rnagxo, BeinucaHa Ha 10-e cyTkum.

Mo gaHHbIM KT yepes 2 Hefd. nocne BTOpOro 3Tana one-
paumMn oba remuTopakca WMMeIOT MpaBWIbHbE KOHTYPbI;
IPK ¢uKcupoBaH nnactMHamMu ¢ 0benx CTOPOH B BapuaHTe
«pebpo—rpyamHa». UFKIK coctaeun 86 %, npu 3ToM 06B-
€M NMPaBoro JIErKoro YBeIMYMIICA B CPABHEHUM C UCXOAHBIM
Ha 26,7 %, B TO BpeMs KaK yBeNIM4eHMA 06bema NeBoro fer-
KOro He 0TMeYeHo (Tabn. 2, puc. 4).

TakuMm obpasoM, CyMMapHoe YyBenuueHue obbema
npaBoro reMuTopakca 3a nepuon HabniogeHus cocTta-
Buno 224,4 cM® nnn +36,3 % no cpaBHeHWi0 C MCxop-
HbIM, Npy 3ToM nokasatenb UIKIK yeennumnnca Ha 26 %,
uto cocTaBuno +43,2 % No CPaBHEHMIO C UCXOOHbIM.

06bACHEHMEM OTCYTCTBMA YBeNIMYEHWUA 0bbema eBoro
NIErKoro nocne PeKOHCTPYKLIMK JIEBOMO reMUTOpaKca MoryT
ObITb, C 0[JHOW CTOPOHbI, 60/bLLAA BbIparKEHHOCTb GUOPO3-
HbIX M3MEHEHWUI B HeM BBMAY bonee ONUTENBHOrO CyLLe-
CTBOBaHMA KOMMNPECCUU, C APYroM — [J0CTaTOMHO paHHee
(8-e cytku nocne onepauum) nposeaeHune KT, uto MoeT
ObITb HeOOoCTaTOYHbIM ONA afanTalun Nersoro K HOBoMy
06beMy reMuTOpaKca.

OBCYHOEHWUE

Bnepsble cuHgpoM onucad M. Jeune c coaBt. B 1955 .
[1], a ero yacrora cocrasnfet 1 cnyyar Ha 100 000—-130 000
HoBOpOMAeHHbIX [8, 9. CMHAPOM ABNAETCA reHeTUYEeCKU
reTeporeHHbIM: ero BO3HUKHOBEHME CBA3bIBAIOT C BO3MOMK-
HbIMX MyTaLuMAMKM B 9 reHax, 0TBEYalLMX 3a KOAMpOBa-
Hue umnunapHbix 6enkos [10]. Hanbonee YacTo BcTpeyaloTca
MyTaumu B reHax IFT80 (xpomocoma 3q25.33), DYNC2H1

Tabnuua 2. [unHammnka 06beMoB NpaBoro 1 neBsoro Ierknx 1 BeJiIMYnHbl MHAOEKCa FOpM30HTaﬂbHOVI KoMnpeccun rpyp,H017| KNneTku nocne

Il 3Tana xmpypruyeckoro neveHus

Table 2. Changes in pulmonary volumes of right and left lungs and HCCI after the 2nd stage of surgical treatment

Moka3artenb

Mocne Il atana xupypruyeckoro nevyeHun

06beM npaBoro ferkoro, cm?
06beM nieBoro ferkoro, cM?

MHZEKC ropu30HTaNbHOM KOMMPECCUU rpyaHOM Knetku, %

8417
601,3
86
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Puc. 4. KomnbloTepHaa ToMorpamMma (a) v 3D-KoMnbloTepHas peKoHCTpyKuma (b, ¢) nocne Il 3Tana peKoHCTPYKUMM TPYOHOW KneT-
KW: @ — aKcWanbHbIA cpes; b — nonoeHue ofHoOM M3 pebepHbIX MNacTMH OTMEYeHO CTPENKoW; ¢ — QPOHTanbHbIA BUE; d —

3D-MynbTMO6BEMHAA PEKOHCTPYKLMA

Fig. 4. Axial sections of CT scan (a), 3D-CAT scan (b), frontal chest 3D-CAT (c), and lung 3D-MVR (d) after the Il stage of the surgery

(See the text for the details)

(xpomocoma 11q22.3), WDR19 (xpoMocoMa 4pl4), TIC21B
(xpoMocoMa 2q24.3) [11].

BepyLee KnuHMYeCKoe NposiBNeHWe cMHApPoMa HéHa —
HanMyme ManeHbKOM 1 Y3KOW PyAHON KNeTKM B GopMe Ko-
NIOKOM1a C KOPOTKMMM, FOPU3OHTANIbHO PacrosioKeHHbIMM
pebpamu 1 aHOManbHbIMU IPyAMHHO-pebepHbIMK couneHe-
HUAMM, 4acTO COMPOBOXKAALIMMUCA [bIXaTeNbHON Hemo-
CTaTOYHOCTBH. [lpyrMu opToneanuyYeckMm NposBeHUAMY
CMHIPOMa MOryT ObiTb: HU3KWI pOCT [eTeW, YKOpoUeHue
KOHEYHOCTEW, KOPOTKME KBadpaTHble KpbifibA NOAB3[O0LL-
HbIX KOCTEM, runonnasva danaHr nanbLeB KWUCTEW U CTOM
¢ anudwm3amu B popMe KoHyca [1, 9, 12]. U3 conyTcTByloLen
naTonor1m BHYTPEHHUX OpraHoB Hanbonee yacTo Habnoaa-
eTCcA nopaxkeHune NoyeK, NeveHu, NoaKeNyao4HON Henesbl,
CeTYaTKU. Y HeKoTOpbIX MaLMEeHTOB AMArHoCTUpPYeTCA nop-
TanbHaA rMNepTeH3us, Npu 3ToM Haubonee TAMeENbIE CUM-
NTOMbI NPOABNAIOTCA BO B3pOCioM Bo3pacTe [13, 14].

MporHo3 3aboneBaHuA onpefenAaeTcA TAMECTbIO Mo-
PaXKEHWUA MOYEBLIAENUTENBHON U [bIXaTeNbHON CUCTEMBI.
B paHHeM Bo3pacTe AeTv NormMbaroT NPemMMyLLECTBEHHO 13-
3a NaTonorMm opraHoB AblxaHus, ogHako y 30—40 % naum-
EHTOB, MEPEeXMBLLMX NepuoS MNafeH4ecTBa, Habnoaaetca
noyeyHas HegocTatouHocTb [1, 9, 12] — BTopan no YactoTe
NpUYMHA CMEpPTY.

B 3aBMCMMOCTM OT KNMHWMYeCKux npossneHni B. Tuysiiz
1 coaBT. [15] BbIAENAIOT TPU TUNA TeUeHMA 3aboseBaHuA:

DOI: https://doi.org/1017816/ V1042334

1) ¢ TAXKenoW NaTonorMen nerkux;

2) ¢ naTonoruew noyex;

3) C NErk1M TeYEHMEM U XOPOLUMM MPOrHO30M.

BnepBble 06 yOa4yHOM XMpPYpPruveckoM fevyeHun fae-
dopMaumMM TpygHOM KNeTKM y nauueHTa 4 MecAues
c cuHgpomoM HeéHa B 1969 r. coobwaet N.D. Barnes cu
C0aBT. [2], BBINOMHUBLLUME CTEPHOTOMMIO, YTO MO3BONMIIO
YBENUYUTb 06BEM rpyaHOM KNeTKU Ha 25 %. Moauduka-
LMen 3ToW onepaLun ABUIOCL JOMNOMHEHME CpeauHHOM
CTEPHOTOMMM 3aMeLLEHMEM KOCTHOrO fedeKTa pasiny-
HbiMM MaTtepuanamu [3]. B 2004 r. J.T. Davis u co-
aBT. [4] npeanoXunu BLINONHATL pacluMpeHne obbeMa
FPYLHOM KNETKM acMMMETPUYHON 0CTeoToMMel pebep
B LUAXMaTHOM NopAfQKe, BLIMOSHAA [aHHYI0 onepauuio
noatanHo ¢ AByx cTopoH. N. Muthialu u coaBrt. [5] Mo-
ouduumpoBanu MeToguky [leBuca BbINOAHUB OQHOMO-
MEHTHYI0 [1BYCTOPOHHIOK LLIAXMaTHYI0 0CTe0TOMUI0 pebep
y 9 neten B COYETaHUM CO CPeAMHHOM CTEPHOTOMMEN.
B onpepneneHHon Mepe, Kak MoAM@MKaLMIO NMOO06HbIX
BMELUATeNbCTB CIeAyeT paccMaTpuBaTbh U NMPUMEHEHUE
OMCTPaKUMOHHOro ocTeoreHesa rpyauHsl [16], ogHako,
aBTOPbl 3TOM MyHAMKALMM OrpaHUYMANCH UL Mpea-
BapMTESIbHBIM CO0BLLEHMEM.

HecKkonbKo ocobHAKoM cMoTpuTcA pabota 0. Mayer u co-
aBT. [16], nCcnonb30BaBLUMX ONA NEYEHUA CUHOpPOMA Topa-
Ka/flbHOW HEeJOCTaTO4MHOCTM NpY cuHApoMe HHEHA cucTemy
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VEPTR [6], HanpaBneHHylo TONbKO Ha BEpTUKaNbHOE YBENM-
yeHue obbeMa rpyaHON KNETKM.

AHanuampya 0co6eHHOCTW COBCTBEHHOMO KMHUYECKO-
ro HabnwopaeHua, xotenu 6bl 06paTUTL BHUMaHWe Ha crie-
pytoLLee:

* MepBbll 3Tan onepawum bbi OCYLLECTBIIEH B YCIOBU-

fIX TAMKENON AEeKOMMEeHCaLMK AbixaTeNbHbIX HapyLue-
HuiA. [lo BCen BMAMMOCTM, ONA OeTei C CUHAPOMOM
H€Ha npepnouTuTENbHA He TOMBKO PaHHAA guarHo-
CTMKa U COBMECTHOE AMCMaHcepHoe Habniogexne
NyNbMOHOMI0ra U OpTONeAa, Ho U peLLeHue Bompoca
0 pacluMpuTeNbHOW TOpaKomiacTuKe A0 PasBUTHA
(YHKLMOHANBHbIX PacCTPOWCTB;

* C YYETOM COBPEMEHHbIX TEXHUYECKMUX BO3MOMKHOCTEN
OpTOMEAMYECKON TOpaKaNbHOW XMPYPruM peseKums
neopMmUpoBaHHbLIX pebep B 06M1acTM HambonblLero
[aBNeHUs Ha nerkue (KOCTHO-XPALLEBOW Nepexon)
OCYLLECTBEHA Ha HECKOMbKUX YPOBHAX OQHOBPEMEHHO
C YBENIMYeHEM ee 06eMa B rOPU30HTabHOM NIOCKO-
cTW. B maHHOM cuTyaumm, KOMNoHoOBKa NiacTuH Matrix
rib «pebpo—rpyanHa» nNpeacTaBnAeTCA ONTMMarnbHOM;

* WCMONb30BaHMe KnaccuQUKaLmmM NopoKoB pasBuTMA
rpyaHon Knetku [7] nokasano cBou npeuMyLlecTBa
He TObKO C TOYKU 3PEHUA ee TaKTUYECKOW OpPUEHTH-
POBAHHOCTU, HO U OOBLEKTUBHOW OLIEHKM 3dPeKTHB-
HOCTM neyeHuA: AedopMaLmMA, UCXOLHO OLieHEeHHas
KaKk Tan A2SOF1 . ., K MOMEHTY 3aBepLueHus Jleve-
HUA yxe cooTBeTcTBoBana Tmny A2SO0F0 c ysenuye-
HueM nokasatena UFKIK ¢ 60,1 no 86 %;

* BO3MOMHbIE MPUYMHBI OTCYTCTBUA YBEINUYEHUA 06B-
eMa JIEBOro JIErKoro nocsle BTOPOro stana onepauum
npuBefeHbl Hamn B Tekcte. JTanHaa KT, KoTopas
nnaHupyeTcA yepe3 6 Mec. Nocne onepawuu, No3eo-
nUT chenatb bonee onpedeneHHoe 3aKnioyeHue no
3TOMy noBofy.
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BecTHuK TpaBmaTonoruv v opToneaun M. HH. Mproposa

TakuM obpasoM, cuHpoM MEHa ABRAETCA pemKuUM
BPOMKAEHHbIM 3ab0NieBaHMEM, KOTOpPOE MpW OTCYTCTBUM
CBOEBPEMEHHOI0 JIEYEHWUA MOMET NPUBOANTD K NeTabHbIM
“CX0[aM B CBA3W C Pa3BUTUEM TAXKENOMN AblXaTesbHOW He-
[0CTaTO4HOCTU Ha QoHe nporpeccupyloien gedopMaumu
FPYAHOM KneTKW. AHaToMO-(yHKLMOHamNbHbIE 0C0bEeHHOCTH
PYAHOV KNEeTKM Npu 3ToM 3aboneBaHWu TpebyloT UHAMBU-
OyanbHOro MOAX0Aa K TaKTUKe neveHuA. Xupypruyeckoe
neyeHune, HanpaBneHHOe Ha CHUMKEHWe KOMMpeccumn opra-
HOB FPYQHOM KNETKM U YBENMYeHWE ee 06beMa, Aare B yC-
NOBUAX AEKOMMeHcauum no3BonAeT KynupoBaTb ABMEHWA
AbIXaTesbHOW He0CTaTO4HOCTH.

OnepaTuBHOe feyeHue achUKTUUECKON Topakogmucnia-
31, KaK 1 caMo 3aboneBaHue, CBA3aHO C BbICOKUM PUCKOM
HebnaronpuATHbIX McxogoB. C yyeToM 3Toro, mofobHble
onepaummn AO0MKHbI BbIMONHATLCA B CMELManM3MpoBaHHbIX
yyperaeHnAax, MMerLWwmx onbiT nevyeHnna I'IO,El,OﬁHOVI narto-
NOrnM 1 HeobXoAMMOe OCHALLEeHMe.

CnepyeT 0co60 OTMETWTb, YTO CUCTEMHbIE MOpaXKeHWA
npu cuiapome HEHa He OrpaHNYMBAIOTCA TONBKO aCHUKTU-
YECKWM CMHOPOMOM, B CBA3W C YeM NpeaBuaeTb Kak bnm-
¥alilume pesynbTathl, TaK U OTAANEHHbIE UCX0[bI €r0 feYe-
HWA [OCTAaTOYHO C/OMKHO.
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