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BCTPEUYaeMOCTU U PeHTreHoNoruyeckas
CEMUOTUKA B CTPYKTYpPE NO3AHUX
HEMH(PEKLMOHHbIX MOpPaXXeHUN Nerkux
y neteu nocne annoreHHon TITKC
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CMHOPOMOM TOpaKasibHOWM «yTeukn BO3AYXa» MOMET bbITb NPOABIEHNEM MO3AHWUX HEMHDEKLMOHHbIX
MOPasKEeHWI NErkvx y aeTe c NPosiBIEHNSIMU XPOHUYECKOW peakLUn «TpaHCNaHTaT NpPOTUB X03snHa»
nocne ansioreHHon TpaHCMMaHTaLUmMn reMonoaTMYEeCKNX CTBOJIOBBIX KIETOK. Bbina BbifgBneHa yacToTa
BCTPEYaeMOCTH 3TOro cMHApoMa y naumeHToB LleHTpa nocne TI'CK B nepuog ¢ sivBapsa 2012 no nekabpb
2017 ropa. OnuncaHbl 0CHOBHbIE PEHTIeHOMOrMYeckne NpU3HaKun CMHAPOMa TOpPaKarnbHOWM yTEeUKM BO3aY-
xa u Tedenus MHMNJ1y peten. [laHHoe nccnenosaHve nopaepskaHo Hes3aBUCKHMbIM 3TUUECKUM KOMUTE-
TOM U YTBEPXAEHO peLleHneM YueHoro coBeta HMULL IFOWN. Pogutenu nauneHToB fanu cornacue Ha
“cnonb3oBaHve HdopMaLmm 0 pebeHKe B HayYHbIX MCCMefoBaHUAX 1 Mybnmkauusx.

KnioueBble cnoBa: HenHGeKLUMOHHbIE, MOPaXeHus Ierkux, nanonatnyeckas nHeBmMonus, TI CK,
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The thoracic air-leak syndrome (TALS): the frequency of occurrence
and radiological signs in the structure of late non-infectious lung
lesions in children after the allogeneic HSCT

G.V. Tereshchenko, E.S. Ternovaya, L.N. Shelikhova, Yu.V. Skvortsova, D.V. Litvinov,
G.A. Novichkova, A.A. Maschan

Dmitriy Rogachev National Medical Research Center of Pediatric Hematology. Oncology.
Immunology Ministry of Healthcare of Russian Federation, Moscow

The thoracic air-leak syndrome (TALS) can be a presentation of late-onset noninfectious pulmonary complications in children
with a chronic pulmonary graft-versus-host disease (cGVHD) after allogeneic hematopoietic stem cell transplantation.
We determined the frequency of occurrence of TALS in patients of the Center after HSCT in the period from January 2012 to
December 2017. We have described the main X-ray signs of the Thoracic air-leak syndrome and manifestations of late onset
noninfectious pulmonary complications in children. The study was approved by the Independent Ethics Committee of the Dmitry
Rogachev National Medical Research Center of Pediatric Hematology, Oncology, and Immunology. Parents patients agreed to use
personal data in research and publications.

Key words: noninfectious, lung injury, idiopathic pneumonia, complications, HSCT, mosaic perfusion, TALS, cGVHD,
pneumomediastinum, tissue emphysema
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COBPEMEHHOV MeauLMHeE NPpU fIeYeHUN OHKONOr -

YECKMX, reMaToNorMyecknx U HEKOTOPbIX UMMY-

HOMOMMYECKMX N HacneacTBEHHbIX 3aboneBaHui
LUIMPOKO NMPUMEHAETCS METO[ TPaHCNIaHTaLum remMono-
3TUUECKUX cTBOMOBbIX KreTtok (TMCK). Ha cerogHsw-
HW/A OEeHb 3TOT METOA SIeYEHUS! COMPSKEH CO MHOTMMM
OCINOXHEHUAMUW. PasBuTue paHHUX M NO3OHUX adhdek-
ToB TICK onpenensoT Tun TpaHCNnaHTauuuM, TOKCUY-
HOCTb MCMOJb3YEMbIX B KOHANLMOHUPOBAHUM 1 NIeYEHNUN
npenapaTtoB, BTOPUYHbIA MMMyHoaeduumnT. CoBepLueH-

CTBOBaHWE COMPOBOAMTESIbHON Tepanuu MNpuBENO K
CHUKeHMIO 3aD0/1eBaEMOCTM U CMEPTHOCTU Ha PaHHUX
cpokax nocne TICK, ocobeHHO CBA3aHHbIX C MHEK-
uvei. B HacTosiLee BpeMsA LOMUHMPYIOT HeuHdEK-
LIMOHHblE OCMOMKHEHNA. Cpefn HMX creunuyHbiMK,
B Oonblueit cTeneHn pns annoredHon TICK (amn-
no-TrCK), SBASIOTCA TakMe WMMYHHble MOpaseHus,
KaK peakums <TpaHCMnaHTaT NpoTue xosauHa» (PTIX)
M MO3OHWE HEeWH(PEKUMOHHbIE MOPAXEHNSA Nerkux
(MHMN).
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Tabnuua 1

KnuHuueckuit cnektp noepesxkaenuii nerkux nocne TMFCK [10]

KnuHuyeckun CNeKTp 3a6onieBaHU B 3aBUCUMOCTU OT JIOKyCa NepBUYHOIro TKaHeBOro rnoBpexapeHus

MapeHxuma nerkoro

3HpoTenuIn cocynos

3nNuTenumn abixaTenbHbIX NyTen

® OCTpbIil UHTEPCTULIMANBHBIA MHEBMOHNUT®
® OCTpbIil pecnupaTopHbIi AUcTpecc-cuHApoM™

® BCNU (61CX10posTUIHUTPO30MOYEBUHA) -
accoLMMPOBaHHbI MHEBMOHUT

® JlyueBoii MHEBMOHUT
® OTCPOYEHHbIN CUHAPOM NEroYHON TOKCUYHOCTU™

® [locTTpaHCnNaHTaUoHHbIA nuMdponponudepaTvBHbIi
CUHAPOM

® 5031HOMIIbHAs MHEBMOHMSA

® JleroyHblit anbBeONAPHbIA NPOTENHO3

® [lnchchy3aHble anbBEOSISPHbIE KPOBOMIMUSHUS™®
® BeHo-0KKNI03MBHaA BonesHb nerkux

® TpaHcdy3noHHO-acCoLMMPOBaHHOE OCTPOe
NOBPEKAEHUE NErkux

® ACCOLMMPOBAHHbINA C MPUKMBIIEHUEM PECTIMPATOPHBIN
avcTpecc-cuHapom™*

® HekapavoreHHblii CUHAPOM MOBbILUEHHON
KanunispHoi npoHuuaeMocTu®

® KpunToreHHas opraHusyioLascs
nHeaMoHusi (KOM)/06nuTepupyoLLmit
BpOHXMONUT C OpraHu3yioLLencs
nHeBMoHueir™*

® CvHapoM obnnTtepumpyioLLero
6poHxuonuTa (OB)*

® JleroyHbli LMTONUTUYECKMIA TPOMBO3
® [leroyHasi apTepuarbHas runepTeHamns

® TpoMb0o3Mbonus nerknx

* COCTOSIHUSA, OTHOCALUMECS K CUHAPOMY MAMOMaTUYecKoi nHesmoHmm (CUI).

Mo paHHbIM fUMTepaTypbl, JIeroYHble MOPAXKEHUS
nocne anano-TFCK (ogHa M3 OCHOBHbIX MPUYMH Bbi-
COKOI 3aB0neBaeMoCT M CMepTHOCTU MaLMeHTOB)
BbisBnsioTcA B 25—60% cnyyaes [1-5]. B metckoit
MONynsSLMM OCIIOMKHEHWSA CO CTOPOHbI NTIErKUX Ha No3pa-
HUX cpokax nocne anno-TICK peske cTaHoBATCA ne-
TanbHbIMK, OLHAKO OCTAIOTCA CIOXHON ANSA peLueHus
npobnemoit [6, 7] n BcTpeyvatoTes ¢ yacToToi 30-35%
[8, 91.

C 2011 ropga w“cnonb3yloT pacLUMPEHHYI0 Kiaccu-
dvKaumio HEMHAEKLMOHHBIX 0CMoXHeHu nocne TICK
CO CTOPOHbI AbIXaTeNbHOW CUCTEMbI, KOTOpPasi BKIOYaeT
BonbLuoe KonmyecTBo 3aboneBaHui, pa3HO0bBpa3HbIX
Mo naToreHesy U KNMHUYECKOMY TedeHuto (Tabrmuya 1)
[10].

B ocHoBe cOBpeMEHHON KraccudmKaumm nexuT
oLeHKa DYHKLMM BHeLLHero abixaHus (PBL) — Haubonee
HaLEeHbI METO[, PaHHET O BbISIBIIEHUS 1 AMHAMUYECKOT O
HabnoneHws MHMJ1. Ha ocHoBaHun pesynbTaToB uccne-
posaHusa ®BL MHMNJ1 pasgensioT Ha age rpynnbl [11, 12]:

® 06CTpyKTMBHasA  AbixaTeslbHasi  HeQoCcTaro4-
HOCTb, XapaKTepHas pepmykuuei obbeMa hopcupoBaH-
Horo Bblgoxa 3a 1 MuH (OPB1), npu aTOM dhopcuposaH-
Has sKM3HEHHas eMKoCTb nerkux (DMKEM) ocTaetcs B
Hopme (80%), B pesynbTaTte cooTHoweHne OPB1/KEN
cHmskaetcst (< 70%); Takue (PYHKUMOHAsbHbIE Hapy-
LIeHNs — pesynbTaT 0BCTPYKUMM MENKUX OblXaTerbHbIX
MyTew, BbI3BaHHOW MPSIMbIM MMMYHHbIM MOBPEXAEHWNEM
OOHOpPCKMMK T-KneTkamu (xpoHnueckas PTIIX), nubo
HenpsiMoe crepcTeue xpoHudeckoi PTIMX (Hanpumep,
acnupauums BcreacTeme 33odparanbHoro pedpriiokea unm
HapyLLEHWs MyKOLMIIMAPHOTO KNMpeHca);

® pecTpuKTUBHAA  [bIXaTeflbHasi HeaocTaro4-
HOCTb, MPOSBASIOWAACH B CHUKeHUM KEJT (< 80%)
W yBenuueHun cootHoLueHns OPB1/MKEN > 70%.
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Hanbonbluee pacnpocTpaHeHue nomyymna Knaccu-
dwukaums MHMN, npepnoskeHHaa B. Anfessa w coaBT.
[13], koTopas BknoYaeT 06MMUTEPUPYIOLLMIA BPOHXMO-
nnt (0OB), 0bnuTepupyioLmii BPOHXMOMUT C OpraHnsy-
IoLLIeCA MHEBMOHMEN (KpUNTOreHHas opraHu3yloLLascs
MHEBMOHMSA) M CWMHAPOM WMAMOMATUYECKOW MHEBMOHMMN.
Ona npasunbHOro ob6o3HayeHWs AmarHosa WCnosnb3y-
IOTCA TaKXe KPUTEPUM KOHCEHCYCa MO XPOHUYECKOM
PTMNX [14], naHHble nccrnenoBaTenbCKUxX LeHTpos [15],
a Takse knaccudmkaums AMeprKkaHCKoro TopakarnbHOro
obwecTsa [16], obHoBreHHas B 2011 rogy [10].

Cpenu MHIJT Hanbonee pacnpocTpaHeH Ob — Boc-
nanutenbHoe 3aboneBaHve C VMMYHHbIM MOPAXEHWEM
BpOHXMOS, NPMBOAALLMM B KOHEYHOM UTOre K UX dnbpo-
TUYECKOW OKKIMIO3nKM 1 obnuTepaumn. Y maumMeHToB no-
cne anno-TICK yacToTa Bo3HunkHoBeHus Ob cocTaBnseT
0T 5 00 11%; BepoATHOCTb NeTanbHOro NCXoAa Npu 3TOM
— okono 40% [6, 8]. BoMbLUMHCTBO MaUMEHTOB B Haya-
ne 3aboneBaHWsi He UMEET BbIPAXEHHbIX KIMHUYECKUX
MPOSIBIEHNI, 3a4acTylo AMarHo3 CTaBsAT Ha 3Tane, Koraa
MPUCYTCTBYIOT 3HAUUTENbHbIE CTPYKTYPHbIE M3MEHEHUA
MapeHxuMbl Nerknx u BpoHXManbHOro <«gepeBa» UM
BO3HMKAIOT OCroxHeHus. B panoHenwem Ob nposiBnseT-
CH KaLUMeM, CBUCTALLMMM XpUNaMU, OAbILLIKOM, YacTbIMK
pecnupaTopHbIMU UHPEKLMAMM, MOITOMY YpPe3BbIYaANHO
BaHO perynspHoe nposefeHve TectoB ®B[l, koTopble
BECbMa YYyBCTBUTESIbHbI HA PaHHWUX CPOKax MOpasKeHus
[17-20].

Ona gnarHoctukn OB BaskHO Hanwuuve crnepyloLmx
yCOBEpLUEHCTBOBaHHbIX KpuTepues: 1) OPBL < 75% u
HeoBpaTuMoe cHuskeHne Ha > 10% 3a 2 roga; 2) cHu-
seHne cooTHoweHus ODB1/XKEN < 0,7 (oTpameHue
MpoaBMHYTON CTaguun 3aboneBaHus, Korpa BOBeYe-
HO MHOMKECTBO OpPOHXMOS) MMM HaXOMOeHWe ero Ha
HUKHen rpanuue 90%-ro noBepuTENbHOrO MHTEpBana
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PucyHok 1
MCKT opraHoB rpyaHoi KneTku naumeHTa ¢ obnutepupyioLmm BpoHXMonnToM: A — HepaBHOMEPHbIE YYaCTKM YNIIOTHEHUSA NTEFOYHOr0 MHTep-
CTULMS MO TUMY «MaTOBOro CTekna»; b — BpoHx03KTasbl; B — Bo3ayLUHble NMoByLIKM; T — MO3auuHas nepdysus/CUMNTOM «[0CKYTHOMO ofesna»

(90% OM); 3) oTcyTcTBMe MHpeKUMiA; 4) npeaLecTByio-
LLIMIA AnarHo3 «xpoHunyeckas PTIX>», uam Hannuve «Bo3-
OYLUHbIX [10BYLUEK» MO AaHHbIM KOMMbIOTEPHOW TOMO-
rpadoum (KT) Ha Bblgoxe, Ui 0CTaToOUHbIM 06beM Gornee
120% oT gonkHoro, no gaHHsiM ®B[] [14, 21-23]. OcTa-
TOYHbIN 0BbEM OTpaxaeT (HOPMMPOBaHME <«BO3MYLL-
HbIX NOBYLLEK> BCMEACTBUE ODCTPYKLMM MEMKUX Oblxa-
TeNbHbIX NyTen. PECTPUKTUBHbIE HapyLUEHUA NeroyHowm
dyHKUMM He xapakTepHbl ans OB, HO MoryT oTpaskaTb
BHEErOYHYI0 PECTPMKLMIO, BTOPUYHYIO BCIIEACTBUE Bbl-
Pa)EeHHbIX CKMEPOTUYECKMX WM3MEHEHWN NMPU XPOHWUYe-
ckoit PTIIX ¢ orpaHnyeHneM 3KCKYpPCUU MPYLHOM KIETKM
WK CBAI3aHHYIO C Pa3BMTUEM OpPraHU3YIoLLENCs NMHEBMO-
HUM unn rbposa NeroyHon TKaHu. BoigensioT nerkyo
(0PB1 > 60%), ymeperHyio (ODB1 = 40-59%) u Taxe-
nyio (0®B1 < 39%) dopmbl 3abonesaHms. C NoMoLLbio
peHTreHorpadun n KT MOXHO 0BHapyKuUTb YTOMNLLEHUS
CTEHOK DPOHXOB, MATHUCTbIE MHAIUNBTPATHI, «JTOBYLLIKK>
BO3Myxa, BPOHX03KCTa3bl (KapTMHa MO3anyHoi nepdy-
aum) (pucyHok 1), HO OKOHUATESbHbIN AMarHo3 Leneco-
06pa3Ho BbICTaBNATb HA OCHOBaHUM AaHHbIX BPOHXOCKO-
nuK ¢ TpaHCBbpoHxManbHoW buoncumen. N'McTonornyeckas
ocHoBa OB — cybanutenuaneHble dmbpoTnyeckue ms-
MEHEHMS C YTOSLLEHWEM CTEHOK BPOHXMON 1 nocnenyo-
LLMM pacnpoCcTpaHeHeM BOCManMUTeSIbHOro npoLecca B
napeHxuMy nerkux. B KoHeUHOM uTOre npouecc 3asep-

waeTcst pnbpo3oM ¢ anddy3HbIMKU yyacTKamMm BPOHX0-
3KTa30B.

CvHOPOM TOpaKanbHOM «yTe4YKU BO3[AyXa>» BKIIIO-
yaeT B cebd pa3BMTME MHEBMOMEAMACTMHYMA U UHTEp-
CTMUManbHOM 3MdmM3eMbl, MHEBMOTOPAKCa, Cly4yaeTcs
PEnKO M acCoLMMPOBaH C NPOABUHYTbIMU CTaguAMK 3a-
BonesaHusa. [laHHOe ocfoxHeHve onucaHo bonee YeM y
60 peumnuenToB anno-TICK [24-27]; uacToTa BO3HUK-
HoBeHust BapbupyeT oT 0,83 no 5,7%; cpepHve Cpoku
pa3suTus — oT 202 no 575 gHen nocne TICK. Mpwu 3ToM
MHMJT oTMevaloT y 80-100% naUMEHTOB C CUHLPOM
«yTeUkM BO3dyxa». [pOrHo3 y 3Tux MauMeHTOB BECbMa
HebnaronpusATHbIA: 1-NeTHAS BbIXKMBAEMOCTb COCTaBIA-
eT 45%, a 3-netHss — 15% [28].

Llenb paboTei: onpefeneHne 4acToTbl BO3HWUKHO-
BeHna u cemmotukm MHMJT » cuHopoma TopakanbHOM
«yTEUKM BO3Oyxa» Kak ocnoxHenus MHMJTy neten no-
cne anno-TICK, BbisBAAeMbIX M0 faHHbIM KT opraHos
rPYBHOM NosiocTy.

MATEPUAIbI U METO1bl NCCNEOBAHUA

MpoaHanuanpoBaHbl faHHble 22 aeTew U MOApPOCT-
KoB, nosyumsLumx TICK n/unmn npoxopawmx neyeque B
CBA3M C MNOCTTPAHCMMAHTALMOHHBIMKA  OCIIOMHEHUSAMU
B HMWL, peTckoi reMatofniornu, OHKOMOrMM U UMMY-
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Tabnuua 2

TpaHcnnaHTaUMOHHbIE XapaKTepPUCTMKMU NaLMeHTOB Bbl6opKu

XapakTepucTuka Konusectso %
rnauueHToB, a6bc.

remobnacTosbl 20 91
[narHos

HesroKauecTBeHHble 3aboneBaHus 2 9

KOCTHbI MO3r 12 55
McTounnk MCK

CTBOJI0BbI€ KI1IETKU KPOBU 10 45

COBMECTUMBbII1 POACTBEHHbIN 9 41
Bwn noHopa COBMECTUMbIA HEPOACTBEHHbIN 8 36

ransiongeHTuuHbii (c TCR anbcha-beTa-genneuven) 5 23

MuenoabnaTusHblit 22 100
PexuM KOHAMLMOHMPOBaHMA

B TOM uucne ToTanbHoe 0bnyyeHve Tena 4 18

nocne TFCK 7 32
KneTouHas Tepanus

B TOM uncne nostopHast TFCK 1 5

LIMKIOCMOPUHCOAEPKALLAs 9 41
MpodomnakTuka PTMX TaKpONMMyCCOAEpXKaLLas 12 54

Apyras unu oTcyTcTByeT 1 5

0-l ctapmna 3 14
Octpas PTIMX

-1V ctapuns 19 86

HeT 15 68
LIMB-peakTuBaums

na 7 32

3KCTeHCMBHas chopMa Ha MoMeHT MHMJT 18 82
XpoHuueckas PTIX

B TOM UyCre NporpeccupyioLlas u3 ocTpoi 7 32

lMpumeyanne: [CK — remonoatuyeckue cTBososbie knetku, LUIMB — uutomeranosupyc.

Honorum um. [Omutpus Porauesa MuHsgpaBa Poccum
B nepwop ¢ sHeapa 2012 no pekabpb 2017 ropa n ume-
IOLLIMX M3MEHeHUs1 B MEerkux, xapaktepHoie ansa [MHMJ.
CooTHoLLEHWe MamnbyvKoB M AeBoYek coctasuio 4,5:1
(18 ManbumkoB ¥ 4 [eBoukW); MeduaHa Bo3pacTa Ha
MOMeHT uccnegosanus — 7 neT (o7 1 roga go 18 net);
MeamaHa speMenun ot anno-TICK go aMarHoctupoBaHus
XpoHuueckoit PTMX — 136 gHeit (0T 56 0o 566 aHen), a ot
MOMEHTa MOCTaHOBKM AMarHosa <«xpoHudeckas PTMX»
[0 MaHUDEeCTaLMN NEr0YHbIX OCMOMKHEHWI — 94 aHs (0T
0 po 1543 gHeWt). PoguTenu naumeHToB 4anu cornacue
Ha u“cnosib3oBaHWe MHAOPMaUMm 0 pebeHKe B HayuHbIX
nccneposaHusax u nybnukaumsax. B 4 cnyuaax [MHIMJ]
BbIr 0BHapysKeHbI B KAUECTBE NEPBbIX MPOABIEHUN XPO-
HUYecKoi akcTeHcmBHoM PTIIX. TpaHcnnaHTaumoHHbIE

Bonpoch! reMaTonori/OHKOMOM M 11 MMMYHONATONOM MM B NeAMaTpIK
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XapaKTepUCTUKM NaLMEHTOB NPEACTaBIeHbl B Tabrmue 2.

MaumnentoB nocne anno-TICK Hanpasnanu Ha
KT-nccnepoBaHve opraHoB rpyaHOW KMETKWM NpU Hamu-
UMM PECnUPaTOPHbIX Kanob, Nnbo M3MEHeHWn No faH-
HbiM ®B[l, nMbo B KaueCTBe CKPWHWMHIra Mpu XpOoHUYe-
ckoit PTIMX. WccnepoBaHusi opraHoB rpyaHOW KIETKM
C nocnefyiollei MynbTUMMaHAPHON PEeKOHCTPYKLUMeEN
NpoBeAeHbl C MCMOSIb30BaHMeM 16-Cpe30BOro KOMMbIo-
TepHoro Tomorpadda GE Brightspeed ([xeHepan 3nek-
Tpuk). Hanuuve cBobogHOro Bo3pyxa, MHEBMOTOPAKCa
WK MHeBMOMELMACTUHYMA Y NMaLMEHTOB C XPOHUYECKON
PTMX nocne anno-TI'CK npu oTCyTCTBUM BPYruX MPUYMH
(TpaBMbl rpyaHON MOSOCTM, CMIOHTaHHbINA MHEBMOTOPAKC)
pacLeHVBany Kak NposiBNEHWUS CMHOPOMa TopaKasbHON
«yTEYKM BO3LyXa».
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PE3YJIbTATbI UCCJTIEOBAHUSA

Inarnos «[MHMJ1, OB» bbin nocTaBneH nauveHTam
B pesyfibTaTe KOMMIIEKCHOr0 0BCcrnenoBaHns, BKIIOYaB-
wero dousmkanbHblii ocMoTp, TecTbl ®B[ (ans 6Gornb-
HbiXx cTapwe 5 net), KT nerkux, nocre MCKIIoYeHNs
AOMUHMPOBaHUA MHAEKLMOHHbIX Npobriem. B 8 cryyasx
OCHOBaHWeM [A 00CrnenoBaHns MOCIYKUAN  KIMHK-
ueckue nposerieHnsa (Kaluesnb, OfblLIKa); ¥ OCTasbHbIX
14 naumenTos MHMNI BbisBUNM No gaHHbIM ®BL (n = 5)
unu KT (n = 9). B Tpex cnyuasix notpebosasnocb npose-
AeHne broncum nerkux Aas NoaTBEPsKAEHNS MUMMYHHOIO
XapaKTepa nopaxeHus.

Mpu ananunse KT-cemunotukum MHMJT caMbiM YyacTbiM
npusHakoMm bbina MosauuHas nepdyausa — 64% Bcex
KT-nposiBneHwnit, 4To COOTBETCTBYET [aHHbIM NUTepaTy-
pbl (Tabmuya 3). AndpdoysHO pacrofiokeHHble YUacTKu
YNI0THEHNS NTErOYHOM0 UHTEPCTULIMA MO TUMY «MaTOBOr0
CTEeKMa» 1 Hanuume NOKanbHOro Nopa)KeHust NeroyHoro
MHTEPCTULMSA MO TUMY «MaTOBOr0 CTEKMa» Oblnn BbISB-
neHbl B 23 1 9% cnyyaeB COOTBETCTBEHHO; M3MEHEHME
NEroYyHOro MHTePCTUUMS C HanmnumMeMm nepubpoHxmnans-
HbIX 04yaroB KoHconupauuu — y 14% naunenToB. VHTe-
PECHO 3aMEeTUTb, YTO Y MaLMEHTOB C MHOMKECTBEHHbIMM
yyacTKaMu YNNOTHEHWSA MO TUMY «MaTOBOMO CTEKIa» He
BbIBMIIM Ha KT X coueTaHus C OPYrvMM MOPaMKeHNIMM
NEroYyHov NapeHxmMbl, @ HapyLLEHMS MO TUMY MO3aNYHOM
nepdoysnnm Mornm couyeTatbCs C APYrMMU MPU3HaKamm
(0OHWMM MM HECKOTbKUMK).

Tabnuua 3
KT-npusHaku y naumenTos ¢ MHIMJ

OaHHble BU3yanusaLumn Konu4yecTteo naumeHToB,

a6e. (%)
Mo3sanyuHas nepdyaus 14 (64)
MHOKECTBEHHbIE YYaCTKN YNNOTHEHNS 5 (23)
Mo TUMy «MaTOBOro CTeKNa»
Ouaru koHconupaumm ¢ nepubpoHxnanbHoN 3 (14)
noKanusaumen
BpOoHX03KTasbl 3 (14)
EﬂVIHVNHbIe Y4YaCTKM YNIOTHEHUA JIero4Horo 2 (9]
VHTEPCTULMA MO TUMY <MaTOBOrO CTEKIIa»
«Bo3pyLLUHbIE NOBYLLKI> 2(9)
Hanuune npocroitkv Bo3ayxa BHe CUCTEMbI 2(9)
anbBeos
[THeBMOMEQNACTUHYM + MOAKOXHAs 3 (14)

amduzemMa

CUMNTOM «BO3[YLUHOM JOBYLLUKM>» y MauMeHTa oue-
HWBAIOT, MPOBOASA CKaHMpPOBaHWE Ha BOOXE W BbILOXE;
y [OeTeii MnapLlero Bo3pacTa 3TO MOMKeT Bbl3biBaTb
TPyZHOCTK, Tpebys NpoBeseHNs cefaLlmny Unv aHecTean-
onorunyeckoro nocobus. OgHako B Tex Criyvasx, Koraa
MaLUMEHT rOTOB K «COTPYAHWYECTBY>» C BPaYOM-pEHTre-
HOMOroM, UCCrneaoBaHne HeobxoAMMO NPOBOANTL C NON-
HOLEHHbIM cobriogeHneM MeToamku. [danHbii KT-npu-
3HaK BbIsiBNEeH Y 9% nauneHToB.

BceM nauveHTaM npoBogunv  KOMBUHUPOBaHHYIO
CMCTEMHYIO MMMYHHOCYMNPECCUBHYIO Tepanuio ¢ 0bs3a-
TeNbHbIM UCMOMb30BAHNEM MHIAMSALUMOHHBIX [TIOKOKOP-
TUKOCTEPOMAOB, a3NTPOMMLMHA M MOHTenykacTta. Bce,
3a WCKIIDYeHeM ofHOro BonbHOro, nosyyanu cuctTem-
Hble TTIIOKOKOPTUKOCTEPOUAbLI ANUTeNIbHOCTbio Bonee
6 mec. OTBeT Ha neverve nosydeH y 17 (77%) naumen-
ToB:y 9 —ynyuwenne ny 8 — ctabunusauums. lNporpeccus
neroyHoro nopaxeHus Habmionanacs y 5 (23%) neteit;
B 6 (27%) cnyuasx umen Mecto ucxon MHMJT B nHes-
Mochubpos. YMepnu 4 (18%) naumeHTa AaHHOM KOropThl,
Mpv 3TOM Y IBOMX MPUYMHOM CMEPTU CTara ApixaTesSibHas
HEeOAOCTaTOYHOCTb C Pa3BUTMEM MHEBMOTOPAKCA; CPemu
OCTarbHbIX MPUYKH NeTanbHbIX MCXOA0B — reHepanns3o-
BaHHasi LMTOMeranoBMpycHas MHAeKLUMA 1 cencuc.

Pa3BuTne cuHOpOMa TOpaKanbHOM <«yTEUKM BO3-
oyxa» Bbino oTMeueHo y 3 (14%) Manbumkos C remo-
BbrnacTtosamu B Bo3pacTe 12; 4 n 18 neT; y ABYX U3 HKX
umenacb npepwecteyowas octpaa PTMX nocne TICK
OT HEePOACTBEHHOI0 AOHOPA; Y OAHOrO pebeHka nopaxe-
HWe pa3BuUIoCh Nocrne MHAY3MK [OHOPCKUX NMMAPOLMTOB
1 BbINI0 NepBoV MaHNdECTaLIMEN XPOHUYECKOW SKCTEH-
cusHon PTIX. OunarHo3 «0b>» noaTeepskaeH buoncuen y
OBYX MaLMEHTOB.

lMHeBMOMeOMacTMHYM U MOQKOMHasi 3aMdpuseMa —
XapaKTepHble NPOSBMEHNS 9TOMO OCMOMXHEHWA, MO [aH-
HbiM KT. Bo3oyx ckanmnuBancsi B CPeAOCTEHWUU, MPOHU-
Kan yepes BEPXHIOW anepTypy rPyAHOM KIETKM B MArk1e
TKaHW LWen 1 rpynHov CTeHku. IMpy 3TOM Hajo OTMETUTb
nepnbpoHxManibHo-NepUBacKysipHOe  pacrnpocTpaHe-
HWe BO3AyXa — BHe afibBEOS NIErOYHOM TKaHW. Y OfHO-
ro nauueHTa C MposBMEHUAMU MHEBMOMEAMACTUHYMa
M MOJKOMKHOM 3MdM3eMbl IO UX BbISBEHNSA He Habnio-
[ann KIacCuUYecknx PeHTreHONOrMYECKUX NPOSBIEHWIA
OB (cM. onucaHue KnuHWueckoro cryuas). Ha pucyH-
kax 1-4 npenctaeneHbl KT-nposiBneHns cuHopoMma
TOpaKarnbHOM «yTeYkn BO3LyXa».

OnucaHne KAWMHWYECKOro ciyvyas Topakanb-
HOM «yTEYKU BO3AyXa»

Manbunk B Bo3pacTe 12 ner 3abonen ocTpbiM
nuMdpobnacTHbIM neitkosoM (B2/B3 MMMyHOBapUaHT ¢
Koakcnpeccueit CD13). Monyyan Tepanuio no npoTo-
kony MB-2008 gnst rpynnel SR; Ha 36-11 oeHb peMuc-
CUA He AOCTWUrHyTa: B MWENorpaMmMe — aHamnasvipo-
BaHHble BnacTHble Knetku, 19% — ¢ t(12;21)TEL/AML.
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PucyHok 2 PucyHok 4

MCKT opraHoB rpyAHOI KNeTKW; HaTMBHasA dha3a CKaHMPOBaHWS, PasBuTne cuHapoMa TopaKanbHOW «yTeuku BO3nyxa»:
aKcKarbHas NPOeKLUNA: CUHUE CTPESIKM YKasbIBalOT Ha NPOCIIONKM cBOBOAHbBIN BO3AYX BbIABIIAETCS B CPEAOCTEHUM, B MAMKMX TKAHAX
BO3/lyXa BAOMb COCYAOB ¥ HPOHXOB; Benble CTPesiku — Ha MHEBMO- LLien, NPOCIeXUBAETCS BOKPY TPaxeu, rnaBHbIx HpoHxoB

MeAaNacTUHYM 1 3Mcbu3emMy

PucyHok 3

MCKT opraHoB rpynHoi KneTku; HaTMBHas has3a CKaHUPOBaHWS; akcuaribHas 1 carutTanbHas NPoeKumn: benbiMu CTpesikaMu ykasaH Bo3ayx
B CPEAOCTEHUU U MATKUX TKaHSAX LUeu; CUHeW CTpeﬂKOVI - I'IepMﬁpOHXOBaCKyﬂﬂpHO, C pacnpocTpaHeHneM Ha KOpPeHb Nerkoro u ganee

B CPeOCTEHNE; MMEEeTCA NPOCIIoKa CBOBOAHOIO BO3Ayxa — BEPOSATHbIN MCTOUHMK MHEBMOMEANACTUHYMA
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OPUTUHANbHBIE CTATbU

3apernctpmpoBaHo pedopakTepHoe TeueHve 3abone-
BaHua. B panbHenwem nonyuun 6 610KkoB Tepanuu no
nporpaMme BbICOKOIO PUCKa U KpaHuasibHoe obnyyeHne
B cyMMapHou fose 12 p. B Bo3pacte 13 net naumeHT
nepeHec anno-TICK oT coBMeCTMMOro HeponCTBEHHO-
rO AOHOPa (SKEeHLLMHbI, COBMECTMMOIN MO rpynne Kposu).
KoHauumoHupoBanue  BKMlyano: bycynbdhaH —
16 mr/kr; Benesun — 500 Mr/mM% donynapabud— 150 Mr/m?;
ATI — 90 Mr/kr (ykasaHbl KypcoBble [03bl). KreTouHble
XapaKTepucTukM TpaHcnnanTata: NC — 5,3 x 108/kr;
CD34* — 3,2 x 10¢/kr; CD3* — 5,4 x 107/kr. MNMpodou-
naktvka PTIIX: BHYTPUBEHHOE BBeLEHWE TaKpPOIUMY-
ca W nepopanbHbli NpueM MukodpeHonata Modpetuna.
[pWsKMBREHME TPAHCNIaHTaTa MPOM30LLIIO Ha +17-1 ieHb.
PaHHWi nocTTpaHCcnNaHTaUMOHHbIA NEPUOL, OCOKHUIICA
MyKo3uToM |V cTeneHu, aHTepokonuToMm, octpon PTIX
[l cTagun ¢ nopaskeHeM KoM U KuLLeyHrKa, LIMB-Bupe-
Muen. Monyyan Tepanuio: TakponuMMyc, MuKodpeHonaTa
ModbeTus, Cofly-Mefpos C NepexofoM Ha NMpeaHU30JIoH,
aHTUBMOTUKN, BanaLMKIOBMP, BOPMKOHa30s. BbisiBreHa
HEBO3MOMHOCTb TOSIEPUPOBaTb MHMMBMTOPBI KarbLMHEB-
puHa B cuily HedhpoToKCHYHOCTU. HauaTa Tepanua PTIX
METOTPEKCaTOM, eskeHefernbHO. Y nauueHTa ANMTEenbHO
COXpaHAnacb TPOMBOLMTONEHNSA, B CBA3N C YeM MPOBO-
LM neveHne TpoMbonoaTMHOM. Ha dhoHe pemyKkumm nM-
MYHOCYNPEeCCUBHON Tepanuu yepe3 6 Mec. OT MOMeHTa
nposepenHns TICK oTmeuyanacb peakTuBaumsa PTIX c
MOSIBNIEHWEM KULLEYHOro CuHOpOMa, 4To noTtpebosano
YCUINeHUs Tepanun. K MeToTpekcaTy pobasneHbl aTa-
HepuenT u ByneHodanbk. OTMeYeHo pasBuTUE CbIBOPO-
TOYHOW BonesHn Ha 3TaHepLenT, B CBA3M C YeM npena-
paTt bbin oTMeHeH. BHOBb Bbifl Ha3HayeH npefHWU30M0oH
C MOCTENEHHbIM CHWXEHUEeM [03bl U OTMEHON uepes
nonropa. Mpu KoHTponbHoM oueHke PBLI Bnepsble HbIN10
BbISIBMEHO YXyALLeHne BpoHXManbHoM NPoBOAMMOCTYH Ha
BCEM MNPOTAKEHUN BPOHXManNbHOro AepeBa N yMepeHHoe
cHuweHne XKEJ1 6e3 cHuskeHnst OPB1. Mo faHHbIM BpoH-
XOCKOMUM Bbin 0TMEYeH MHOMHbIV 3HA0DPOHXUT, N3MEHe-
HUA pacLeHEHbI Kak MHADEKLIMOHHbIE.

[poBeneHa aHTWbaKTepuanbHas, NpPOTUBOrPUB-
KoBaf M cuMnTOMaTuyeckasa Tepanus. [locne oTMeHbl
KOPTUKOCTEPOMAOB COCTOSIHWE MauMeHTa BHOBb YXYA-
LUMIOCh 3@ CYET MPUCOEAMHEHNSA TOLUHOTbI, OTKasa OT
efbl, CHUXEHWSI Beca, HEYCTOMYMBOro CTyna, yto Bbifo
pacueHeHO Kak peaktuBauma PTIMX. HasHaueH npen-
HU30JI0H B [03e 2 Mr/Kr — ¢ ahheKToM, C nocnenyio-
UMM CHUKeHMEeM [03bl 40 1 Mr/Kr/cyT u nepexoaoM Ha
anbTepHUpYOLLYI0 cxeMy. B fMHamMuke oTMeueHbl Hey-
cTonumMBast yHKLUMA TPaHCNIaHTaTa, anmM3oabl TPOMbo-
untonennn — 0o 20 Thic/MKI, HelTponennn (Tpebosa-
nuch anusoanyeckue eeenerns -KC®d), nepcucreHums
OBB B KpoBM Be3 [OKa3aHHbIX NOKYCOB NMMMAONPONn-
hepaunn. BbifBNEHbI MHOXECTBEHHbIE acenTUyeckune
HEKpO3bl KOCTel, DOPMUPYIOLLMX KOMEHHble U Tasobe-
OpeHHble CYCTaBbl, apTPWUT JIEBOr0 KOSIEHHOrO CycTa-

Ba C XoHOoManauuein. Manbumk 6biIm MMMOBMIU30BaH,
nonyyan J1OK.

YunTblBasi HEBO3MOMHOCTb MPOBEAEHWUA 3KCTpa-
KoprnopanbHoro doTtodepesa B NEYEHUM XPOHMYe-
ckoit PTMX (HEeBO3MOMKHOCTb afeKBaTHOr0 BEHO3HOro
LOCTyna BCleAcTsue TpoMbo30B BeH), pebeHKy npea-
MpVHATa Tepanus panamMULMHOM, OFHAKO C TeYeHu-
€M BpPEMEHW TOKCMYHOCTb He MO3BOMWMAa MPOLOSIKUTD
npvem npenapaTa. B panbHeilweM Mambuuk nepeHec
TPaHCY3nOHHO-aCCOLMMPOBAHHOE MOPasKeHUEe Nerkux
(B pesynbTaTe MacCMBHbIX TpaHCHy3Wit ANA KOppPeK-
LMV reMopparnyeckoro LLOKa nocne STPOreHHOM MyHK-
LMW apTeEpWMU MpPU MOCTAHOBKE LIEHTPanbHOrO BEHO3-
Horo KaTeTepa). [yfbc-Tepanus KOPTMKOCTepoMaamu
paspeLunna MpPOLECC, OOHAKO B KIIMHUKE MOABMIICS
BpOHXOOBCTPYKTUBHBIN  CMHOPOM; MauMEHT nonyyan
MHransLUMOHHbIE KOPTUKOCTePOMbl M BPOHXOMUMETUKN —
¢ adpcheKTOoM.

Yepes 1,5 ropga ot MomeHTa TICK 1 2 Mec. oT Mo-
MeHTa TPaHCPY3MOHHOI0 NMOPaXeHNs Nerkunx, Ha gooHe
CMCTEMHOM U MHrasnsiLMOHHOWM Tepanun KOPTUKOCTEepo-
MoamMu M npuveMa panamuuMHa NpoM3oLUesT CroHTaH-
HbI MHEBMOTOPAKC C PasBUTUEM MHEBMOMEAMACTUHY-
Ma M MaCCMBHOM MOAKOXKHOM aMdpuseMbl (pucyHok 2).
B panbHelweM KnMHUYecKn Bbino oTMeYeHo Npucoean-
HEHWe OfbILLKM W CYXOro KaLLsi; ayCKySbTaTUBHO K Cy-
XUM XpWnaM MpUCOEAMHUITUCH KPenuTupyloLme, a Tak-
e MO3anyHOCTb NPOBefeHus apixaHus. Ha aToM aTane,
yepes 2 roga ot MoMeHTa TTCK 1 2 Mec. oT MOMeHTa pas-
BUTWS MHEBMOMEAMACTUHYMA, BbISBIEHO Pe3Koe YXyA-
LeHne OBCTPYKTUBHbIX M3MEHeHUW, no AaHHbiM OB[:
O®B1 - 18% (npoba ¢ BEHTONMHOM — OTpuLATENbHASA);
®XKEJ1 - 42%; cooTHoweHne O®B1/XKEJ1 pasHo 0,4; npu
3ToM Ha KT no-npeskHeMy He Habriopanvchb Mpu3Haku
BpoHxmonuta. CTano OYeBWMOHbIM TEYeHWe CUHLPOMA
obnuTepupyioLlero bpoHxuonuta. lMauneHT npogonkan
MPVEM CUCTEMHBIX U UHIanALMOHHBIX KOPTUKOCTEPOMAOB,
a3UTPOMMLMHA M MOHTENyKacTa, MCMOoMb30Bas KUCIO0-
ponoTepanuio C MOMOLLbIO MOTPATUBHOMO KMUCIIOPOAHOr0
KoHUeHTpaTopa. CocTosHKne naumeHTa bbiio 0bCyskaeHo
¢ npodheccopoM Eliane Gluckman (knunuka St. Louis,
Mapusk, OpaHums). MNpeanoskeHo BBeAeHWe PUTYKCUMa-
Ba, 4To NO3BONWMO ANIMMUHMPOBATb MEPCUCTEHLMIO BU-
pyca 3nwrTerHa-bapp. Vicnonb3oBanu Takske MHAY3MIo
Me3eHXMMasIbHbIX CTBOJSIOBbIX K/eToK — 6e3 adpdhekTa.
Ha npoTsskeHUM ropa nauMeHTy LOMOSTHATENBHO eXKeHe-
AefIbHO BBOAWMMM METOTPEKCaT, 3TO MO3BOMANO CAEPKMU-
BaTb KOHbIE U MEYEHOUHbIe MPOSBIEHNS XPOHUYECKOM
PTNX (nuxeHouabl u TpaHcamuuut). KT-kaptuHa OB
B BUIE PUCYHKa «MaTOBOr0 CTEK1a» U NPU3HAKOB «BO3-
LYLUHbIX NOBYLLEK> NOSIBUIACh TOSIbKO Yepes rof nocne
anu3ona MHeBMOMefMacTMHyMa. B kauecTBe 3ckana-
LMY UMMYHOCYMPECCUBHOW Tepanuu Hayanu BBeAeHUS
unknodocdara B gose 200-300 mMr/m? B pesuMe 1 pas
B 2 Hed. C NMepexofoM Ha YAJIMHEHWEe WHTEepBasioB AO

Pediatric Hematology/Oncology and Immunopathology
2019 | Vol. 18 | Ne 2 | 92-102



Papnonorunsa wu AspepHaa MeagUWUUHa

1,5-2 mec. Yepes rop paHHble OB[] Ha dooHe KOMBUHM-
POBaHHOM MMMYHOCYMNPECCUBHOW Tepanuv M3MeHUIIUCh
HesHaunTenbHo: O®PB1 coxpaHunca Ha yposHe 18%,
a OXKEJT Bbipocna fo 63%.

lMokasatenn octaBanucCb CTabunbHbIMM Ha MNpOTA-
KeHun 4 neT neuyenuns. MakcuManbHble UMApbl 3a He-
ckonbko net Tepanuun: 0OB1 — 19%; OXKEN — 74%, npu
3TOM KIIMHMYECKM MarnbyvK 4yBCTBOBan cebs nyuile.
YXyOLIEeHUst COCTOSHWSE B OCHOBHOM ObInu CBs3aHbl C
TeueHeM MHCPEKLMOHHbBIX OCTIOHEHWIA: BbisSiBIEHa Nep-
CUCTEHUMSA CUHErHOMHOW Manoyku B MokpoTe. bonbHoMy
anutensHo (Bornee ropa) MpOBOOMIM WHIANSALMOHHYIO
Tepanuio KonNUcTuHoM — ¢ adpdpekToM. 3a 4,5 rona beina
OBOCTUIHyTa CTabuimsaums COCTOSIHUA — ymyulleHve
caMouyBCTBUSA (pemKuin Kaluernb, OTCYTCTBME OAbILLKM,
yryulleHne MepeHoCMMOCTU (OU3NUECKON HarpysKu),
cTabunusauma nokasatenen ®BJ] n KT-kapTuHbl. 370
MO3BOSNIIO MOCTENEHHO CHWU3WTb [O3Y NPEAHN30M10Ha A0
MuHuManbHoi (0,1 Mr/Kkr, yepes fieHb), OTMEHUTL BBEME-
HUA UmKknodpocdaHa.

TAMECTb COCTOSIHUA MauMeHTa Ha HaCTOSALLMIA Mo-
MeHT (uepes 6 net oT MomeHTa anno-TICK ot Hepon-
CTBEHHOrO AoHOpa) obycrosreHa MoCnencTBUSMU 3K-
CTEHCMBHOW XpoHuueckon PTIIX c nopaskeHneM Kosku,
Nerkux (XpoHWYeCcKmMit 06CTPYKTUBHbIA CUHAPOM, MHEBMO-
MEAMacTUHYM, 0bnMTepUpYIOLLMIA BPOHXMONKUT), neueHw,
MHODEKLMOHHBIX OCIOKHEHUIA (XPOHUUECKMIA NaHCUHYCHT,
CMHErHOMHbIM BPOHXUT), NOBOUHBIMK AdPcheKTaMK Kop-
TUKOCTEPOMLOB. OCTEOMNOPO3, aCenTUYECKNE HEKPO3bl,
NEKapCTBEHHas KaTapakTa, nepudpepuueckas Herpona-
Vs, MeTabonmueckve HapyLLEeHUs, PeaKTUBHbIW NaHKpe-
aTuT, TpoMboobpasoBaHue B CUCTEMaX MOAKITIOUMYHBIX U
BpaxvouedanbHbIX BEH, BblpayKeHHbIN KaTabornmueckui
CMHOPOM CO 3HaUUTeSbHbIM OTCTaBaHWMEM B (hM3NYECKOM
pasBuTUM (POCT M Macca Tena HUKe HUKHER nepLeH-
TMnK). lOHOLa NpOROKaeT MonyyaTb MHransaUMoHHbIe
KOPTWMKOCTEPOMbI, a3UTPOMULIMH, MOHTENYKACT, eXeHe-
LerbHble BBeAEeHNsS MeTOTpeKcaTa, CONpPOBOAUTENbHYIO Te-
panuio (Bop1KoHasos, TpMeTomnpuM/cyrbthaMeToKcasorn,
BaslaLWMKIIOBMP, FenaTonpoTeKTOpbl, MpenapaTbl Kanb-
ums, ButammHa [, BucdpocdoHaTbl, BHYTpUBEHHbIE WMM-
MYHOTI0BYMUHbI, HYTPUTMBHYIO NopAepskky). Bnaropaps
CBOEMY OMTUMM3MY W NMOAJEPIKKE CEMbU MALMEHT aganTu-
poBaH B 0bLUecTBe, yuuTCs B [BYX By3ax, yBreKaeTcs
KyrnMHapuen.

[aHHbI crnyya nnniocTpupupyeT 6e3yCcnoBHyio He-
0b6xonMMOoCTb paHHero MoHutopuHra ®B[] B gnarHoctu-
ke OB Ha DOKNMHMYECKUX 3Tanax ero pa3euTua. Y Halle-
r0 naumeHTa BbII0 0TMEYeHO 3HauMTeSIbHOe OTCTaBaHue
pasBuTus KNMHUMkM OB OoT MOMeHTa nepBOHayanbHbIX
HapyLeHuin ®B[l, KoTopble TPAKTOBaNMUCh Kak Mocrnen-
CTBUA BPOHXMTA M PasBUTME XPOHWYECKON 0BCTPYKTMB-
Hov BonesHu nerkvx. KynbMuHauvein nopaseHusi ctano
BO3HWKHOBEHME MHEBMOMEAMacTuHyMa bes Kaknx-nvnbo
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MPU3HAKOB MOPaXEHWs1 NETKUX MO faHHbIM KT BbICOKO-
ro paspelueHusi. B oTCyTCTBME M3MEHEHWI CO CTOPOHBI
MErkvx Npu CTaHOapTHOM WCCMEROBaHUM Ha BXOAe He
Bbin coenaH akUeHT Ha Heobx0AMMOCTU BbIMOMTHEHUS U
aHanmusa KT-kapTuHbl Ha Bbigoxe. B niobom cnyyae me-
ToAObl Bo3nencTusA Ha TeveHne OB y fjaHHOro maumeHTa
BbInn BeCbMa NMMMUTUPOBaHbI. 3 EKTUBHOCTb TEpannm
obycnoeneHa cTabusibHbIM MUCMOMb30BaHMEM KOMBMHa-
LMW MHTanAUMOHHBIX KOPTUKOCTEPOMAOB B COYETAHUM C
NPMEMOM a3UTPOMULIMHA U MOHTenykacTa. OcTaHOBUTb
MPOrpeccuio NMoMOrno Takke AUTEeSIbHOe MpUMeHeHue
HU3KMX [03 UMKnodhochammaa (Mbl Habniopany ToT xe
apcheKT ellie y Tpex nauueHToB Hallero LieHTpa).

[aHHbIA cnyyai yHVKaneH Tem, yTo HOnbHOM Bbl-
U1 Mocfie pasBUTUSt MHEBMOMeAMacTMHyMa Ha hoHe
MHMJ1. Mo paHHBIM NMTepaTypbl, Takoe OCMOMKHEHWE
— MNPEAVKTOP OYeHb BbLICOKOM CMEPTHOCTU: 3-NeTHss
BblskMBaeMocTb cocTasnseT 15% [28]. [sa mpyrux
HaLUMX NauueHTa ¢ MofobHbIM OCMOKHEHUEM YMepnu,
HECMOTPS Ha MHTEHCUBHYIO M CUMMTOMAaTUYECKYIO Tepa-
nuio. KOHEYHO, KauecTBO M3HW IOHOLIM CYLLECTBEHHO
HapyLLeHO BCIeCTBME MHOXECTBA OCIOKHEHWN, ofHa-
KO OH apanTupoBaH B obLecTse, a cTabunusaums camo-
YyBCTBMS MO3BOJIAET 3aHWMaTbCs NIOOUMBIMK fenamu,
YTO HEMAIOBAXKHO.

OBCYXOEHUE PE3YJIbTATOB UCCJIENOBAHUA

TpaouumoHHo knaccuyeckum nposisrieHveM [MHMI
y naumenToB nocne anno-TICK cuntaetca OB. Hecmo-
TPS Ha TO yTO pesynbTaThl KT-uccnenoBaHus Ha paHHUX
ctapuax OB MoryT ObITb HOpPManbHbIM, BO3MOMHA BU-
3yanu3auma y4acTKOB FMMEPBEHTMNALMM ¢ obnacTamu
MOHWKEHHOW nnoTHocTW. Hambonee pacnpocTpaHeH-
HbI peHTreHonornyeckuin npusHak Ob — cumnTom Mo-
3anuHoOV Nepdpysun, Unn «noCKyTHOro ofesdna», oTpa-
KAIOLLMIA 3aCTOMHbIE ABMIEHWS B MMKPOLMPKYMSTOPHOM
pycne unu yBenuueHve obbema npoTekalollen yepes
Kanunsipbl KPOBK Kak CIefcTBUe CHUKeHUA nepdpysun
B F'MMOBEHTUIIMPYEMBIX YYaCTKax JIEFrOYHOM TKaHW. 30HbI
MOBbILLEHHON MPO3PaYHOCTW NErOYHOM TKaHW couyeTa-
I0TCA C 30HaMW MO TUMY «MaTOBOrO CTEKMa», U NapeH-
X1MMa MErkoro BU3yarnbHO NpuobpeTaeT MO3anyHbIN BUL
[29, 30]. Mo paHHbIM IUTEpPaTYPbI, MPU3HAKU MO3aUUHOIA
nepdpy3nn UMeloT YyBCTBUTENBHOCTb M CNELMUYHOCTb
npw OB, paBHble 74-91 n 67-94% cooTeeTcTBeHHO [31].
C.A. Lino v coaBT. B CBOEM uccrepoBaHun 35 petent ¢
ovarHosom OB onucanu cMMNTOM MO3auyHon nepdysnm
Kak Hamboree 4acTbll PEHTIEHONMOrMYECKUA MPU3HAK,
npucyTtcTaylowmii B 100% cnyyaeB; BpoHX03KTa3bl B
TOM ke uccrnefoBaHuu Bbinu BbiSBAEHbLI N0 AaHHbIM KT
B 60% cnyuyaes [32].

Mo mepe nporpeccupoBaHus OB Ha ToMorpammax
MOABMSAIOTCA YYaCTKM TUMNEPBEHTUNALMM MapPEHXUMbI
MErKoro, ykasbiBalolLMe Ha BOBfieYeHMe B MpoLecc



OPUTUHANbHBIE CTATbU

MEemnKUX BPOHXMOM, MPUBOASALLME K PACTHAKEHMIO CTEHKM
BpoHxa, ee yTOMLLEHWMIO, Pa3BUTUIO PMBPO3HBIX M3MEHe-
HWIA ¥ Kak pesynbTaTt — pa3suTuio BpoHxoakTasos. CTo-
UT HaCTOPOXMTLCS MPU BbISBMEHUM Y TaKUX NaLMEHTOB
Lae He3HauMTenbHOM NPOCIokM CBOBOAHOrO BO3ayXa
BOOMb BPOHXOB, NMBO BHE3aMHO BO3HMKLUErO MHEBMO-
TOpakca, unu NHeBMOMEAMACTUHYMa C MOAKOMKHON 3M-
dhm3eMon, UTo TakKe MoxeT BbiTb nposiBnennem PTIX
nerkvx c bosniee NO3oHNM MOSIBIEHWEM BU3yasM3aLMOH-
HbIX npu3HakoB OB. 3Tu penkue ocnosHeHns OB 06b-
eOvHeHbl B 3apybexHon nutepaType 0bLMM TEPMUHOM
— Thoracic air-leak syndrome (TALS) — cuHapoMoM To-
paKanbHoOW «yTeuku Bo3ayxa». B cooTBeTcTBUM C OMpe-
nenenveM T. Franquet n coaBT., TOpaKanbHOM «yTeuke
BO30yXa» COOTBETCTBYeT HafuuMe BHeanbBeONSPHOro
BO3OyXa Ha TOMOrpaMMax, B TOM YMCIIe CMOHTaHHOro
MHeBMOMeAMaCTUHYMa, MHEBMOMEPUKAPAA, MOAKOKHON
3MM3EMbI, MHTEPCTUUMANBHON 3MAOIU3EMbI U CMOHTaH-
HOro MHeBMOTOpaKca [33].

Mo paHHbIM NuTepaTypsbl, y nauueHToB ¢ Ob cuHapoM
TOpaKarbHOW «yTeukn Bo3anyxa>» B BOMbLUMHCTBE Cyyaes
Bbl3BaH Pa3pbIBOM anbBEOSIAPHON 000M0YKM, BedyLLen K
NEeroyYHor MHTepcTULUMansHon amduseme, a 3ateMm pe-
TPOrpagHOMy PacnpoCTPaHEHWIO BO3[yxa BAOSb BPOH-
XOBaCKymnsApHbIX 060104EK B CPEAOCTEHWE U MOAKOMKHYIO
KneTuaTky. 3a CUeT Tak Ha3bliBaeMoro MaknuH-achdek-
Ta pasBMBaeTCA TPEXCTyneHuaTbl naTtodmanonormye-
CKUI NpoLiecc: TpaBMaTUYECKMIA allbBEONSIPHbIN Pa3pbiB,
pacnpocTpaHeHve BO3fyXa BAOSb BPOHXOBACKYMAPHbLIX
060104eK U pacnpoCcTpaHeHne NeroYHor UHTEPCTULM-
anbHon aMdpuseMbl B cpefocTeHme [34].

MpuumHoW paspbiBa afibBeONSPHON 0D0MOYKK, B
CBOIO 04Yepefb, MOXKET ObITb NOBbILLEHHOE BHYTPUanbBe-
ONSIPHOE [aBMEHWE WK MOBPEXKOEHWE arbBeONSAPHOM
CTeHKN. [oBbILLEHHOE anbBeoNIAPHOe AaBMEHVE, He CBSA-
3aHHOEe C TPaBMOMN, Y NaUMEHTOB C 0cnabneHHbIM UMMY-
HUTETOM MOKET BO3HWKHYTb B pe3ynbTate 0bCTpyKumm
ObIxaTenbHbIX NyTel (HanpuMep, 3akymopka Cru3bio,
BpPOHXMarnbHLIA CTEHO3), PE3KOrO KalUms UMM CUIbHOM
pBOTHI. [pryunMHamMy NoBpeskoEeHUs aribBEONIAPHON CTEH-
K1 MOryT BbITb MHEBMOHWTBI, 3Mdm3ema, dmbpos ner-
KWX, YNOMSAHYTbIE BbILLE HEMH(DEKLIMOHHBIE OCTOXHEHUA
TICK vnu vHdekumn — LMTOMEranoBMpycHas MHeBMO-
HUA UMM MHBa3MBHbIN acneprunnes nerkux. [oatomy
BO BPEMsi IMarHOCTMYECKOro MoOMCKa B MepByl0 ovepelb
CrefyeT WUCKIIOYaTb Apyrve BO3MOMHbIE MPUYMHBI BO3-
HUKHOBEHWS NMHEBMOTOPAKCa W MHEBMOMEANCTUHYMA,
oTnnyHble oT nposieneHuin MHIJ1. HekoTopble aBTOpSbI
YCTaHOBWIW, YTO MHTEPCTULMANbHbIE 3aboneBaHms ner-
kux, OB un KOIT — Hanbonee yacTble AMarHo3bl, CBA3aH-
Hble ¢ MaknunH-3cpdeKTOM Npy CMOHTAHHOM NHEBMOME-
anacTuHyMme [35, 36].

BesycnoeHo, HeobxogMMO [OMOMHWUTENBHOE W3-
YeHWe CMHOPOMA TOpaKanbHOM «yTEUKM BO3Ayxa» Kak
no3pgHero nposienenus MHMJ1. Ha gaHHbI MOMEHT B Mype

CyLLecTByeT Hebomblloe KONMYEeCTBO MCCIIEROBaHUM B
[aHHoW obnactu, B Hambomnee KpymHbIX PEeTPOCMEKTHB-
HbIX MCC/IeA0BaHMAX MOKa3aHa YacToTa BO3HUKHOBEHMS
[aHHoro cuHagpoMa y naumerTos nocne TITCK — o1 0,8 oo
5,7% [27, 28, 37]. Mo paHHbiM M. Vogel v coaBT., cuH-
LPOM TOpPaKasbHOW «yTeYKM BO3LyXa» CPEAn BCEX naum-
eHToB nocne TICK coctasun 2,3%, o4HaKo y nauneHToB
¢ BepudpmumpoBanHbiM OB oH mocTturan 20% [25].

BasKHO OTMETUTb, UTO CMHAPOM TOPaKasibHOM «yTey-
KV BO3[yXa>» MPOVCXOOMT B yyKe NPoABMHYTOM thase 3abo-
NeBaHNs, NO3TOMY «30M10TbIM CTaHOAPTOM>» AWArHOCTU-
ku HIJT ocTaTCs PyHKUMOHANbHbIE NEroYHble TeCTh.
HauuHatb TecTupoBaHue ®B[l npepnaraeTca co cpoka
100 pHe# nocne TICK nnbo npu vHMUManbHoW amMarHo-
CTUKe XxpoHuueckon PTMX ¢ nobbiMu KAMHMYECKUMU
nposiBreHnaMn. [lanee MOHUTOPUHI CrefyeT NPOBOAUTD
perynspHo, MUHUMYM Ha cpokax 1 rog nocne TICK u
kaxable 6 Mec. Ha BTopoM rogy nocne TICK. lNpu ou-
arHoctuke BOS mnu BbISIBIEHUW 3HAUMMOIO CHVKEHUS
neroyHbix 06beMoB KOHTponb PBJ NpoBOAMTCS Kaxable
3 Mec.

KT BbICOKOro paspeLleHus Ha BOOXE W Bblgoxe Mo-
3BOJSISIET BbISBUTL NMOPaXeHWe Nerkux B pesynbtaTe 06-
cTpyKumn (0B) v andpdpepeHumpoBaTh ero co 3nopoBoi
MEroYHOW TKaHbiO UMM MOPasKeHUeM Mo TUMY PecTpuK-
LMW, a Takke OCYLLEeCTBNATb MOHUTOPUHI 3aboneBaHus
B ByayLuem.

BbIBObl

3 hekTBHOE feYeHMe NEroyHbIX MHAEKLUMIA Mo-
cne TFCK 3a nocnepHee pecsiTuneTve NpuUBeNio K OT-
HOCWUTENbHOMY YBENWYEHWMIO YACTOTbl ¥ HEOCMOPUMOMY
npusHanuio BaxHocTy MMHIMJ1 nocne TICK. beicTpas aun-
arHOCTUKa U NeYEHNE TaKNX OCIOKHEHWIN UMeeT NepBo-
CTEeMEeHHOoe 3HaYeHue, MOCKOJIbKY HanpsMylo BMSET Ha
nporHo3 3abonesaHns. Paanonory rpatoT BaxHyIo posb
B IMarHOCTUKe NeroyHbix 3aboneBaHuii B 3ToM nonyns-
LMW 1 OOSKHbI ObITb 3HAKOMbI CO CMEKTPOM MHMDEKLM-
OHHbIX ¥ HEMHMEKLMOHHbIX OCnosHeHW nocne TICK.
Mpn Nofo3peHnn Ha NposBREHUs Y NauMeHTa XpoHuye-
ckov PTIMX nerkux HeobxonuMMo NpoBOAWTb MCCenoBa-
HWA NS UCKITIOYEHNS MHADEKLMOHHOM NPUPOLbI Nopaxe-
HWi 1 Bepudbukaumm Buaa MNHMMIT. 3auacTyio nposBneHus
KT-n3obpaseHuii  HecneundnyHbl, HO KNMHUYECKas
KapTWHa B COYETaHWW C AaHHbIMW CMMPOMETPUM NMOMO-
raeT cy3uTb anddpepeHLmanbHbli MarHo3 U BO MHOTMX
cnyyasx He npuberaTb K nomoLLm Bruoncum.

KT-anarHocTuka urpaeT BaskHylo posib B onpeaerne-
HUW CTEMEHW NOPaXEeHNS, MPUHATUM PELLEHUS O TeYEHUM
M OLEHKe OTBETA Ha Tepanwio. PasBuWTve CMOHTaHHOro
NMHeBMOTOPaKca, MHEBMOMEOMACTUHYMA WK MOAKONK-
HoW aMdhm3eMbl y BorbHbIX ¢ XpoHndeckon PTIX nocne
anno-TICK npu oTCyTCTBUM DaHHbIX O BO3MOXHOM ATPO-
FEHHOM MOBPEXAEHUN OOJHKHO MPUBOAUTL K TLUATENb-
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Papnonorunsa wu AspepHaa MeagUWUUHa

HoMy nowucky [MHIMJ1. CuHOpOM TOpakanbHOM <«yTeuku
BO3Oyxa» HeobA3aTenbHO BefeT K feTanbHOMY UCXOfRY,
HO ABNSIETCS NPOrHOCTUYECKMM HebnaronpuaTHbIM dpak-

TOp

oM Teyenus MHMJ.

CvHOPOM TOpakamnbHOW yTEeUKM — AOCTAaTOYHO pen-
KW BapuaHT MPOSIBIEHWSI MO3AHWUX HEWMHMDEKLIMOHHbIX
MOCTTPaHCNIAHTALMOHHbIX MOPAMEHUI NErkux y LeTen,
CBSI3aHHbIN C BbICOKOM J1€TaNbHOCTbIO, MO3TOMY PEHTre-
HOMOraM W KIMHMUMCTaM HeobxoaMMO YeTKO NpeacTaB-
nsATb cebe PeHTreHONornyeckue NpuUsHaku pas3BuBalo-

werocs MHMJ.

He yka3saH.
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