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POJIb CMJIEH3KTOMUU B IEYEHUN OCTPOW AbIXATEJIbHOW
HEJOCTATOYHOCTIW Y BOJIbHO BONNOCATOKJIETOYHbIM JIENKO30M

OIBY «femaToNnormyecknin HayuHbI LeHTp» Munsgpasa Poccun, 125167, r. MockBa, Poccua

MpencTaBneHo KNMHMYeCKoe HabnogeHvie 3a O6ONbHOWM BOMOCATOKNETOUHbIM Neriko3om (BKJT), y koTopon
3aboneBaHvie MaHNGECTMPOBANO [BYCTOPOHHE NMHEBMOHMEN Ha GOHe OMyXOoneBoro arpaHynoumTo3a C pa3su-
TEM BblpaXKeHHOW OCTPOW AbixaTeNibHol HegocTtatouHocTy (O[IH), notpeboBaBLueii nepeBoaa 60MbHOM Ha UC-
KyCCTBeHHYto BeHTUnAUMto nerkmx. Perpecc OfH 1 nonoxuTenbHas AMHAMMUKA B TeUYEHWM MHEBMOHMM Gbinn fo-
CTUTHYTbI B pe3ynbTaTe CNIEH3KTOMMM, MOC/e KOTOPOWN HOPMasM30BaNoCh YACIO FPaHYSIOLMTOB KPOBY, a TakKe
nocsie HasHaueHus1 BOpMKOHa3osa. MNpoBefeHne TOPaKoCKONUUYeCcKol 61MonCum Nerkoro He NO3BONIO BbISBUTb
naToreHbl, TONbKO MOC/e BbIMOIHEHMA NOBTOPHOIO GPOHX0aNbBEONAPHOTO JlaBaXa YAanocb YyCTaHOBUTb 3TUO-
NOTMYECKYO MPUYMHY NOpaxeHrs nerkux: rpubbl poga Aspergillus. Hannuve mytaumm B reHe BRAF V600E no3so-
NNNO HauaTb Tepanuio NHrM6MTopom BRAF-KMHa3bl BemypadeHnbom. B otnnume ot Tepanum LMTOCTaTUUECKUMU
npenapaTtamy 3TO MO3BONWIIO M36eXKaTb CHIPKEHWA IENKOLUTOB U NMPOTPeccuio MHGEKLMOHHDBIX OCIIOMKHEHWI.
B nocnepytouiem, yepes 4 mec y 6051bHO 6bina AOCTUMHYTa KIIMHMKO-reMaTonornyeckas pemmccus 3aboneBaHus.

KnioueBble CcnoBa: BOMOCATOKNETOUYHbIV JIEMKO3; UHBA3MBHbIA acneprunnes nerkux; octpas fAbixa-
TeslbHaA HeJOCTaTOYHOCTb; CMSIeHIKTOMUSA; Broncusa nerkoro; myTaumnsa BRAFV600E;
BeMypadpeHuo.

Jst uutupoBanus: [ancrss I'M., baxenos A.B., [{lanuusia K.1., Copkuna O.M., Ans-Panu JI.C., Kopxoa C.M., KisicopaT" A,
KoBpurnaa A.M. Poib CIZICHOKTOMHH B JICYCHHH OCTPOH IBIXaTeIbHOH HEJOCTaTOYHOCTH y OOJIBHOI BOJIOCATOKICTOYHBIM
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Galstyan G.M., Bazhenov A.V., Danishyan K.1.,, Sorkin O.M., Al-Radi L.S., Korzhov S.M., Klasowa G.A., Kovrigina A.M.

THE PLACE OF SPLENECTOMY IN THE TREATMENT OF ACUTE RESPIRATORY FAILURE IN THE PATIENT
WITH HAIRY CELL LEUKEMIA

National Research Center for Hematology, Moscow, 125167, Russian Federation
The case report of the patient with hairy cell leukemia. The first manifestation of the disease was acute re-

spiratory failure due to pneumonia. Initially, the clinical improvement was achieved due to splenectomy, which
resulted in the increase of the blood granulocytic cells. A specific microbiological diagnosis was not established by
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thoracoscopy and lung biopsy. However after surgery bronchoalveolar lavage was revealed invasive aspergillosis.
Successful treatment with voriconasole was started. BRAF-V600E mutation was searched out. After the clinical
improvement the therapy with vemurafenib was started. This treatment helps to avoid further neutropenia and
progression of infection complications. The clinical and hematological remission was achieved within 4 months.

Keywords: hairy cell leukemia; acute respiratory failure; invasive aspergillosis; splenectomy; lung biopsy;

BRAF-V600E mutation; vemurafenib.
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Bonocaroknerounsiii seiiko3 (BKJI) — xponmdeckoe B-kierounoe
muMbonponudepaTuBHoe 3a0oleBaHHEe, NPOTEKAIOee C IOpPaKCeHHEM
KOCTHOTO MO3Ta, CEJIE3€HKM M OJIHO-, JIByX- MJIM TPEXPOCTKOBOW IMTOIIE-
nueil. Ilpu MopdonoruyeckoM HCCIeJOBAHUH KPOBU MM KOCTHOTO MO3Tra
00HapyKHUBAIOT He MeHee 5% XapaKTepHBIX JIUM(OUIHBIX KIETOK (MOHOHY-
KJI€apoB) CPEIHEro MM OOJIBIIOrO pa3Mepa ¢ (eCTOHYATON MM BOPCHHYA-
Toi nuroruazmoit. Yacrora Becrpewaemoctu BKIJI cocrasnser 1 ciyuait Ha
150 ThIC. HaceneHus, yTo cocTaBisieT 2% OT Beex yeiikemuil. Kak npasuiio,
3a0osieBaHNE XapaKTEPH3yeTCs MHIOICHTHBIM TeYCHUEM 1 OJIarONpUsTHBIM
nporHo3om [1-3]. HauGonee pacnpocTpaHeHHON NMPUYMHON HeOmaromnpu-
sitHoro ucxopa BKJL sBmsiioTcss MH(EKIMOHHBIE OCIOKHEHHS, KOTOpPBIS
peructpupytor y 30-70% OGonbubix [2, 3]. PasButHio nHGEKIMOHHBIX
HapyueHuit y 6onpHbIX BKJI c1ocoOCTBYIOT JUTHTENIBHBIE TPAHYIOLUTOIE-
HUSL 1 MOHOLIMTONEHHS [2, 4].

Jlo 1984 1. crienskTOMuUsl OblIa AMHCTBEHHBIM 3(Q(EKTUBHBIM METO-
nom nedenust BKJL. B pesynbrare yaaneHus cele3eHKH YMEHbIIaeTcst 00beM
OITyXOJICBOTO KJIOHA, ¥ IUKBHAUPYETCS CHHIPOM TUIIEPCIUICHA3MA, KOTOPBII
UIpaeT BeAyLlylo poib B reHese nurtonenuu [2]. ITocae onepaTtuBHOro BMe-
marenbeTBa y 40—70% G0abHBIX HOPMATU30BAIUCh OKA3aTeIH FeMOTPaMMbl
[5], onHaxo 3TOT 3hheKT ObLT HEIPOMOIKUTENCH: 4-JICTHSS BBDKUBAEMOCTD
cocrasuia Beero 51% [6]. C 1984 r. juis neyenus BKJI Hauanu npumeHsTs
unrepdepon o (MHDa), koTopsiit oTBevaet 3a qudGpepeHIIIPOBKY OIMTyXoie-
BBIX KIIETOK B (hOpMy, MEHEE UyBCTBUTENBHYIO K JICHCTBHIO POCTOBBIX (hak-
TopoB [2, 3, 7]. [Ipumenenue B tepanuu BKJI MH®o no3sonuino poctudb
qacTHuHOU pemuccun 'y 70% OonbHbIX, HOTHOH pemuccuu y 20%, a 6e3peru-
JIUBHAsI 5-IETHSIS BBDKUBAEMOCTh cocTaBmna 73% [2, 8].

C 1990-x ronos s sneyenust BKJI cranu npuMeHSTh aHAIOTH I1ypH-
HOBBIX HYKJICO3HIOB, KOTOPbIC HEOOPAaTMMO MHIHOMPYIOT (epMEHT aJeHo-
3MHJe3aMUHA3bl HIN SBIIIOTCS HETyBCTBUTEIBHBIMU K €r0 IeiCTBUIO, UTO
BEIET K BHYTPHKJICTOYHOMY HAKOILICHHIO JE30KCHHYKICOTHIOB M rubein
OITyXOJIEBBIX JIUM(DOUIHBIX KIIETOK [2, 3]. PeMuccust npu je4eHnn aHaaoraMmu
IIypPHHOBBIX HYKJICO3UIOB HOCTUranach y 85-90% OombHBIX, S-meTHsA 0e3-
peunauBHas BboKUBaeMocTb —y 90% [1, 9, 10]. OxHUM U3 CyLLECTBEHHBIX
HerarHBHbIX 3()(PEKTOB MPHMEHEHHUs MPEHapaToB W3 TPYIIbI MypPUHOBBIX
aHAJIOTOB, TAKUX KaK 2-XJIOPAE30KCHAJCHO3HUH (KIaApHOUH) H 2-1e30KCHUKO-
(opMHILMH (TIEHTACTATHH), ABIACTCS JUIMTENIbHAS MUEIOCYIPECCHS, KOTOpast
COIPOBOYXK/1AETCS MH(EKIIMOHHBIMH OCIOKHEHUsAMH [4, 9].

BrsiBnenne B 2011 . myranun BRAF V600OE y G0IbHBIX KIaCCHUSCKOH
topmoit BKJI nossonmiio pa3spaborars U ycrenHo NPUMEHUTh B KIIMHHYE-
ckoil mpaktuke uHruoutop BRAF-kuHa3bl BemypadeHnO, KOTOpbIA aaxe
pHu nepBUYHO-pedpakrepHoM TeueHnu BKJI mo3Bomstn ocTHdb OTBETa Ha
Tepanuio y 95% Oompubix [1, 11-13]. Myrauus BRAF V600E npusozutr
aKTHMBAIMU KackaJa ofHOro u3 curHaibHbix nytei (RAS-RAF-MEK-ERK)
B OTCYTCTBUE POCTOBBIX (haKTOPOB, UTO BEAET K U3OBITOUHOIH Ipoaudepani
1 HapyLICHUIO Au(dHEpeHINPOBKH JIMMPOUIHBIX KIETOK, KOTOpbIe H GopMHu-
pyfoT omyxoneBbiii Ki1oH [14] [Ipumenenne BemypadeHnda CHIKACT YUCIO
MAIIEHTOB ¢ MUHUMAIBLHOH pe3nayanbHoil 6onesnsio [15, 16].

HecmoTpst Ha mmpokuii apcenan npenaparos st neuenns BKJL, nndex-
I[MOHHbIE OCJIOKHEHHS, BO3HUKAIONINE B 1e0I0Te 3a00JIeBaHus, B P CIyda-
€B 3aTPYyIHAIOT IPOBEJICHHE JICUCHUSL.

IlpencraBnsemM KiMHHYecKoe HabmoaeHne O0NbHOI, y kotopoit BKJI
MaHH(ECTHPOBAI TSHKEIBIMH HHOEKIMOHHBIMU OCIOKHEHUSIMH, B JICUCHHU
KOTOPBIX PEIIAIONIYIO POJIb CHIIpala CIICHIKTOMUSL.

VY 6omsnol C., 45 ner, 3aboneBanue Manupectuposaio B urone 2015 .
MAaTOYHBIM KPOBOTEUCHUEM BCIICICTBHE MUOMBI MAaTKH, [0 TIOBOIY KOTOPOTO
OHa OblIa FOCHUTATIU3UPOBAHA B CTALMOHAP OAHOH M3 pailOHHBIX OOJBHHUIL,
rae Ipu 00C/IeOBAaHUU OBLIM BBIIBICHBI CIIIGHOMETanHs (II0 JAaHHBIM YiIb-
TPa3ByKOBOI'O HCCIIEOBAaHUS pa3Mmep cene3eHku coctaBmi 300 X 120 mm),
TpombormTonenust (22 x 10°/m), anemust (remornobun 62 1/11) 1 aOCOMOTHBIN
nMponuTo3 (TeiKkouTh neprupepudeckoit kposu 13 x 10°/11, 90% neiikorn-
TOB TIPEACTABICHBI «BOPCHHYATBIMUY JIUMouuTamu). Bpau-mopdoor paii-
OoHHOM OosbHUILBI 3anon03pui BKJIL. BonpHo# Oblta HayaTa 3aMecTHTENIbHAS
Tepanusi KOMIIOHCHTAMH KPOBHU (KOHILEHTPAaTaMU SPUTPOLUTOB, TPOMOOIH-
TOB). B pe3ynbrare mpoBOAMMOI Tepanuu KPOBOTEUCHNE OBUIO OCTAHOBIICHO,
Toclie Yero G0IbHYIO BBIMHCAIH, H OHA CAMOCTOATEIbHO 00paTUIach 3a Me-
JIUIIHCKOIl ITOMOIIBIO B OTJEICHUE FeMaTolIorHi MOCKOBCKOTO 00IacTHOTO
Hay4YHO-UCCIIEZI0BATEIbCKOIO KIMHMYECKOro MHCTuTyTa um. M.®. Buagu-
mupckoro (MOHHMKU), rae y Hee TMarHOCTUPOBAIIH JBYCTOPOHHIOIO IHEB-
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MOHHUIO, OCJIOKHUBILYIOCS OCTPOI IbIXaTenbHOM HegocTatouHocThio (OH).
Bo30ynurens mHeBMOHUH He ObUT Bepuduuuposa. [IpoBoaunn smmupude-
CKYIO aHTHOAKTEPHAIILHYIO TEPANUIO LE(TPUAKCOHOM, TUNEPALMIIIMHOM/Ta-
300aKTaMOM, BaHKOMUIIUHOM, (hTyKOHA30JI0M, DPTAllCHEMOM, HMHIICHEMOM.
C nenbro ymensureHns BeipakeHHocTH OJ[H ObIIM Ha3HAYEHBI [TIOKOKOPTH-
xoctepouusie (I'KC) ropmonsl. CocTosiHue 60IbHOI 0CTaBaIOCh TSHKEIBIM,
U JUis AanbHeiiero nedeHus ee nepesenu B I'BY «l'emaronornueckuii Ha-
YUHBII HeHTp» Munszapasa Poccun, Iie B CBSI3U C TSDKECTBIO COCTOSIHHS €€
cpasy IepeBeN B OT/ACJICHHE PEaHNMATOIOIMH i HHTCHCUBHOI TeparuH.

IIpu nocryniaeHun cocrostnue OOIBHOM OBIIIO KPaHE TSIKEIBIM, TSKECTh
oOycrnosiieHa B nepByto odepens OJIH, runokcemueid. [Ipu ocmotpe OonbHas
ObL1a B CO3HAHMH, BO30YIKJICHA, JKAIOBaJIaCh HA BEIPAKCHHYIO OJIBIIIKY, OLLY-
LIeHUe HEXBATKU BO3[yXa, MPU HE3HAUMTEIbHOU (pU3HYECcKoil Harpyske Ta-
XHIHO) pocturano 40 npIxaHuii B MUHYTY, runeprepmust 1o 38,7 °C. Koxusie
HOKPOBBI OJIETHO-CEPOT0 [IBETA, OTMEUYAINCH IepH(EPHISCKUE OTEKH HIDKHUX
KkoHeuHocTell. Ha anekrpokapamorpaMme BhIpakKeHHasi CHHYCOBas TaxuKap-
aust 10 135 B MUHYTY, IpU3HAKH IEpEerpy3KH MPaBbIX OTAENOB cepama. AJl
130/80 mm pr. ct. IIpu ayckynbranun rpyIHON KISTKHU JAbIXaHHE HPOBOIUIOCH
BO BCE OTZEJBI, HO PE3KO OBLIO CHIKEHO B 0a3aibHBIX OTHENAX, IJIe BBICIY-
[IUBAJIICH BIAXKHBIE MEJIKOITy3bIpUaThie XpUIbL. [lapruansHoe faBieHue Kuc-
JI0pojia B apTepuaibHoi kposu (Pa0,) cocTaBuiio 51 MM pT. CT. ipu ppakuuu
Bapixaemoro kucinopona (FiO,) 80% (koodduumuent PaO,/FiO, 64, B Hopme
6omee 300), KOHIIEHTpaNKs CHIBOPOTOYHOTO JAKTaTa 3,5 MMOIIB/I. bombHOIT
ObUTa HayaTa HEMHBA3MBHAS BEHTWIALMS JIETKUX C (paKiHel BIbIXaeMOro
xucaopona 100%, caryparms reMoro61Ha KHCIOPOAa MO AAHHBIM ITyJIbCOK-
CHMETpPHH OCTaBanach He Bblme 92%. Ha koMIbloTepHOIT TOMOrpaMMe opra-
HOB I'PY/IHON KJIETKH, BBIIIOJHEHHOI B JICHb HOCTYIUICHHUS, HA BCEM HPOTSDKE-
HUM 000UX JIETKHX (32 UCKJIIOYCHUEM BEPXYIIKHU JIEBOTO JICTKOTO) OIpeess-
JIMCh aTbBEOJIPHO-MHTEPCTHIHAIbBHbIE HH(QUIBTPATHI PA3INIHON ILIOTHOCTH
U Pa3MepoB, PACIOIOKCHHBIC KaK B IEPUOPOHXOBACKY/ISIPHBIX OTAENAX, TaK U
cyOIuIeBpaibHO, YACTUYHO CIMBABLIMECS B yYaCTKH KOHCONUIanuu (puc. 1).

Jlnaruo3 BKJI GbLT HOATBEPIKICH HAa OCHOBAHUH KIMHUYECKOH KapTHHEI
3a0oseBaHusl (CIICHOMETraltsl, JByXPOCTKOBAs LIUTONCHHSI B BHJIC aHEMHU
76 r/n, TpombounToneHuu 34 x 10%/11), H3MEHEHHSAX B JICHKOIUTAPHOI (Hop-
myie (nefikonutst 4,2 x 10°/11, u3 Hux 74% «BOpCHHYATHIC» KIIETKH, 5% Ipa-
HyaouuTsl, 21% auMQOLIHUTE) U UMMYHO(DEHOTHIIMYECKOrO HCCICI0BAHUS
auMpOIHUTOB HeprpepuyecKoil KPOoBH, Te BIBICH KIOH Kietok (17%) ¢
¢denorunom, xapakrepusiM s BKJI: CD19k"CD20"eCD5-CD23"CD103*
CD25*CDI1"LAIR'CD123. B nmumdounrax nepudepudeckoiil KpoBH BBISB-
JICHA TeTePO3UTOTHAS MyTalus TeHa BRAF, npuBoAsIias K aMUHOKUCIIOTHOM
3ameHe V60OE. Ilpu rucTonorndeckoM HCCICHOBAaHUN TPENAHOOHONTATa B
KOCTHO-MO3TOBBIX IOJIOCTSIX BBISBIISUICS PBIXJIBIH HHTEPCTULMAIBHBIA JIMM-
(houaHbIil MHOUIBTPAT U3 KIETOK HEOONBIIUX PAa3MEPOB C OKPYIIO-OBaIb-
HBIMU U HEIPAaBUIBLHOH (POPMBI sipaMu, YMEPEHHO BBIPAXKEHHOH CBETIION
[MTOIUIA3MOI. DPUTPOUJIHBIA POCTOK OBUI OYaroBO PACHIMPEH, OMOJIOXKEH,
rpaHyJONUTAPHBIA POCTOK CY)KEH ¢ Ipeo0dnaJaHueM IIPOMEXYTOUHBIX IeHe-
paruii, MerakapHOLUTAPHBII POCTOK CyeH. B kocTHOM Mo3sre Mopdororu-
yeckasl KapTHHA Xxapakrepu3osaina cyocrpar BKIL.

B mepBble ke CYTKH TOCHHTAIM3alM OOMBHON BBIMOMHIIN (HHUOpo-
Oponxockonuio ¢ OponxoansBeosipHbIM saBakeM (BAJI). Pesymbrarsl mu-
Kpockonuu kuakoct BAJL, Biirodas (IiOOpPECLEHTHYI0 MHKPOCKOIHIO C
OKpackoil KanbkoduoopoM OernbiM, Obut HemH(OpMaTHBHBIMH. Kynbrypa
MHKPOOPraHH3MOB, BKJIIOYas HCCIENOBAHME HA JICTHOHEIUIBI, TAKXKE HE BBI-
sBiieHa. [lokaszarenan MHIEKCA ONTHYECKOH IUIOTHOCTH aHTUreHa Aspergillus
(ranakromMaHHaH) B xuakocTu BAJI 1 B KpoBu ObUTH OTpHULIATEIbHBIMU. [Tonck
Pneumocystis jirovecii B xuakocta bAJI MeTonoM HempsAMoil IMMYHO(III00-
PECLICHTHON MHKPOCKOIIUH U C HMOMOIIBIO HMOIMMEPA3HON LENHOW Peakiuu
(TTLIP) Toxe man oTpuuaTeNnbHbIA pe3yabTar. Hauara sMmmupudeckas aHTH-
OakrepuanbHas Tepanust: gopurereM 1500 mr/cyt, BankomuiuH 1000 Mr/cyT.
TTockomnbKy Henb3si ObLIO HCKIIOUUTh MHBA3UIO TPHOAMHM JIETKUX, JICTHOHEIN-
Jie3, MHEeBMOIMCTHYIO THEBMOHMIO, HECMOTPs Ha OTpHUIIATEeIbHbIC Pe3ylIbTa-
THI HccnenoBanust xkuakocT BAJL, Oputa Hauara Tepanus amdorepunuaoM B
B no3e 0,8 mr/kr (Bcero 50 mr/cyr), mokcuduokcaunaom B 1o3e 400 mr/cyr,
TPUMETONPUM/CYTb(pamMeToKca3zonoM B 103¢ 20 Mr/Kr/cyT (mepecyeT Ha TpHMe-
tonpum). Hecmotps Ha mpoBoxmmoe neuenne, OJIH nporpeccuposaia, Hapoc-
na ozpIKa 10 40 IbIXaHUi B MUHYTY, HOSIBUIMCH NPU3HAKH THIOKCHYECKOM
snnedanonarau. CrycTs Tpoe CyTOK OosbHas ObUTa HHTYOUpPOBaHA U Havata
HCKycCcTBeHHas BeHTmsinus Jerkux (MBJT). UBJI npoBoaniy B ypaBiaseMoM
10 00BbEMY PEKHME, C MOJIOKHUTENIBHBIM JaBieHneM B koHue Boioxa (IIIKB)
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12 mbap, ¢ abixareabHbIM 00beMoM 580 mu1, dpakiueit kuciopona 80%, npu
stoM PaO, cocrapmsno 72 MM pt. cT., Sa0, — 93%. IIporpeccupoBana nuTo-
neHus: TeMorio6uH 79 1/11, TpombormTe 39 % 10%/1, neiikomuts 6,1 % 10%/71
(rpanynouutsl 5%, wim 0,3 x 10%1), Hapacrana muxopazuka 10 39,5 °C, 4yro
MPENATCTBOBAIO Ha3HaYeHuIo crenupudeckoil Tepamnu BKJII kak unTtepde-
POHOM, TaK M KJIAAPUOUHOM. DTHOJIOTHUS JIETOYHOTO HOPAXKEHHUs 0CTaBallach
HeunsBecTHOIA. [Iporpeccuposaia OJIH, bpakiys BIpIxaeMoro Kuciaopoaa obi-
Ja ToCTeNneHHo yBenuueHa 10 90%, mostomy 03.09.15 6bu10 IpUHATO pemre-
HHE O BBIIOJHEHNH C JHAarHOCTHIECKOIT LIEJIBI0 TOPAKOCKOITMIECKOI OHOIICHI
Jerkoro. B To »ke BpeMsl, yUUTBIBask HEBO3MOKHOCTD IIPOBEACHUS JICKAPCTBEH-
Hoit Tepanuu BKJI u 3HaunTenbHBIC pa3Mephl CETE3CHKH, C IIEIbI0 YMEHBIIIe-
HUS 00bEMa OITyXOJIEBOTO KJIOHA M JIMKBUJALMU CHHIPOMA THIIEPCIUICHN3Ma
OBLTO PEIICHO PH OIArOMOIYYHOM HCXO/E TOPAKOCKOMHYECKON OHOTICHH JIer-
KOTO BTOPBIM 3TAarlOM IIOIBITATHCS BHIIOIHUTD CIICHYKTOMUIO.

OnepaTrBHOE BMelIaTeabCcTBO ObUIO BbIMOJHEHO 04.09.15. YuuthiBas
BbipakeHHyt0 OJIH, TOpakoCKONMYECKyr0 OHOICHIO JIETKOTO IMPOBOIMIM
B YCIIOBHAX Pa3HOJETOYHONM BEHTWIANUH. /1 3TOro GOIBHOH yCTaHOBUIIH
JBYXIIPOCBETHYIO HHTYOAIMOHHYIO TpyOKy PoGepriuoy, OpoHXHAIBHBINH KO-
HeIl KOTOpOW ObLI 3aBe/ICH B JIEBbIM INIaBHBIA OpoHX. BeHTHisAnumio nerkux
MIPOBOAMIN ABYMs PecIUpaTopaMH. B omepmpyeMoM HpaBOM JETKOM de-
pe3 TpaxealbHOE OTBepcTHe TpyOkn PoGepTimioy ¢ momompio pecrmparopa
BiPAP Vision co31aBaiu MOCTOSIHHOE MOJIOKUTEIBHOE JaBjieHue (continuous
positive airway pressure — CPAP) 5-10 mOap ¢ NOMOIIBIO KHCIOPOAHO-BO3-
IyIIHOU cMecu. He3HaunTeIbHO pa3ayToe U 3TOM JIETKOE I03BOJISUIO pabo-
TaTh XUPypraM, HOJJIepKKBas OKCUTeHaluIo. JIeBoe Jierkoe BEHTUIIHPOBAIN
4yepe3 OpOHXHANBHEIN KOHel TpyOku PobGepTiioy ¢ MOMOIIbI0 HAPKOZHO-IBI-
xaresibHOTO ammapara Drager Primus B ympaBisieMOM 110 00bEMY pEXHMe
(mpixatenpHblit 00beM 4 mu/kr) ¢ IIJAKB 10 mbap, dpaxuueit kuciopona
80-100% B ycIoBHSIX MHOpETaKCAIIUH POKYPOHHEM OPOMHUIOM H TOTaIbHOI
BHYTPHBEHHOW aHecTe3nu npornoposnom U (penTanmwioMm. biaaroxapst nmonoo-
HOMW TaKTHKE y/laJ0Ch MOAJEPKUBATh OKCUTCHAIMIO KpoBH He HIxe 90% 1o
JAaHHBIM ITyTbCOKCUMETPHH. [Ipu peBHM3HM IIeBpaIbHOI MONOCTH ILIEBpa
OblTa MHTAKTHA, BBIOTA He ObLI0. Ha BHCIEepalIbHON ITOBEPXHOCTH IIPaBOrO
JIETKOTO B PA3IMYHBIX OTAENax (B OOJbLICH CTEHNEHH B HWKHEH JOJN) Kak
CyOIIeBPAIbHO, TaK U B TOJIIE MAPEHXHUMBI JIETKOTO OIPEICNSIIICh MHOXKE-
CTBEHHbIE, IIOJIUMOP(HOTO BHa NHOHIETPATUBHBIE 0Yarl, MECTAMH CIIUBHO-
ro Xapakrepa, pa3MepoM OT 2 /10 5 ¢M, INIOTHOAIACTUYECKOH KOHCUCTEHIIUH.
Iocne peBusuu ObLIa BEIOMHEHA KpaeBas Pe3eKNHUs ydacTKa crerumde-
ckoil nHmIbTpanny B 10-M cermente crpasa. Marepuall OTIIPaBIIIM Ha I'H-
CTOJIOTHYECKOE, IIUTOIOTUYECKOe, OAKTEPHUOIOTHYECKOE, BUPYCOIOINUECKOEe
uccnenoBanus. Ilocie OKOHYAaHMS TOPAKOCKONHMYECKONW OMOICHM IIpaBast
IUIeBPAJIbHAS OJIOCTH ObLIA APEHUPOBAHA.

BTopbIM 3Tanom oneparHMBHOTO BMEIIATEIbCTBA ObLIA CIUICHIKTOMMS.
Brmonnena BepxHecpeanHHas nanaporomus. [Ipu peBu3nuu OpromrHoif mo-
JIOCTH BBIABIICHO 250 MII CBETION aciuTHYeCKOil sxuaKocTh. CerneseHka Obuia
3HAYUTENIBHO YBENUUYCHA, OOOOBHIHON (HOPMBI, TEMHO-BUIIHEBOIO LBETA,
HIDKHHUH ee MOJIIOC HaXOAMICS HaJ BXOAOM B Manblii Ta3. B mpoexinn Hmk-
HETO II0JII0CA UMEJICS MACCUBHBIH odar HH(papkTa. bpuia BEINOIHEHA CIUICH-
9KTOMHSI O3 OCIOKHEHHI, cCymMMapHas KpoBomoTepsi cocraBmia 300 mir.
Macca ynanennoii cenesenku 3500 1, pasmep 32 x 21 X 7 cMm.

IIpu nccnenoBanny GUOINTATA JIETKOTO THOJIOTHIO JISTOYHOTO IIOPAKEHUS
YCTaHOBHTH He ynanochk. He Obutn BbisiBIeHb! OakTepru (okpacka mo I'pamy,
KyJbTypaJlbHOE HCCIIEIOBaHKME), MHuKoOakTepuu TyOepkyne3a (okpacka
no Immro—HunbceHy), rpudbl (Okpacka KaJbKO(QIHOOPOM OelbIM, KYJIBTY-
pajbHOE HCCIIENOBAHKE), THEBMOLKCTHI (PEaKIMs HEPSIMOH HMMYHOGIII00-
pecuenuuu, IIP), Bupycer (ITLIP). [Ipu ruCTOIOrHYECKOM HCCIETOBAaHUH
Ouonrara TKaHU JIETKOTO OOHAPY)KEHB! PH3HAKHA MHTEPCTULINAIBHOIN ITHEB-
MOHHH, JTUM(OIUIa3MOLMTAPHAS HHPUIBTPALUS C MPUMEChIO TMCTHOLUTOB
CTEHOK aJbBEOJ, B IPOCBETE aTbBEOI — allbBEONIIPHBIC MaKkpodary, GuopuH.
Takum o6pa3om, poBeieHHas! OUOIICHS JIErKOTro He I03BOJIMIIA YCTAHOBHTH
9TUOJIOTUIO JIETOYHOTO TTOPAXKEHHS.

Ipu MaKpoCKONUYECKOM HCCIEAOBAHIN CEIE3CHKH BBIIBICHEI CyOKamcy-
JsipHble Hekposbl oT 0,5 10 1,5 cM B Anamerpe, BBICTYNArOLIME HAJl IOBEPX-
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Puc. 1. Komnetoreprast Tomorpadust 6ombroii C. ot 01.09.15. Buansl cy6-
TOTAJIbHAS AJIbBEOJIPHO-UHTEPCTHINANIBHASL THEBMOHHSL, JKUJIKOCTD B I10JI0-
CTH MEPHUKap/a, IIIEBPATbHBIX TIONOCTX, TUM(aCHONATHs BHY TPHTPYIHBIX
IM(paTHYECKHX Y3II0B.

HOCTBIO TKaHM Makporpemnapara. [Ipn MHKPOCKOITHYIECKOM UCCIIETOBAaHUN B
CeJIe3CHOUHBIX TsDKaX ompeensuiach Auddy3Has HHPUIBTpaLHs HeOOIbIINMI
M(OUTHBIMU KIETKAMU C OKPYINIO-OBAIbHBIMHE U HEIPABUIBHOH (HOpMOit
SIIPaMHU, YMEPEHHO BHIPAXKCHHOU CBETJION BaKyOIN3HPOBAHHOU IIUTOILIA3MOIH,
KpacHasi ImyJibI1a Obljia Pe3KO MOJTHOKPOBHA, TUM(OUIHBIA HHHIBTPAT paspy-
A CTeHKH COCYIOB CHHYCOMAHOTO TUIa ¢ (GOpMHPOBAHHEM HKCTPABA3aTOB
OPUTPOLUTOB, «03ep» KpoBU (pHc. 2 Ha 4-if cTp. odnoxkku). Mopdonornue-
CKasi KapTHHA YIaJIeHHOU celie3eHKH Oblta xapakrepHa st BKIL

ITocne CHIEHIKTOMHHU B TEUCHHE KOPOTKOTO BPEMEHU OTMEUEHO YBEIU-
YeHHEe KOJIMYECTBa IPAaHyJIOLUTOB B repupepuieckoit kposu. Ha 3-¢ cyTtku
HOCJIe ONEPAaTHBHOIO BMEIIATEIBCTBA, KOJIMYECTBO JICHKOLMTOB TepudepH-
4eCKoii KpoBH cocTaBiuio 22,4 x 10%/11, 13 HUX TpaHyIoLUTHI cocTaBmn 13%,
win 2,9 % 10%1, a KOJMHYEeCTBO BOPCHHYATHIX KIETOK B mepupepuueckoit
KPOBH yMEHbIIWIOCH ¢ 76 110 22% (puc. 3).

ITocne omepaTHBHOTO BMEIIATENILCTBA COCTOSHHUE OOIBHOI 0CTAaBAaIOCH
TSDKEJIBIM: COXPaHsUIUCh (heOpHIbHas JInxopaska, BeipakeHnas O/IH. IIposo-
i IBJT B pexxume, ynpasisiemoM 110 gasinenuto ¢ IIJIKB 16 cm Boa. cr.,
IIMKOBOC JaBICHHEC B JBIXaTCNBHBIX IyTSIX IMOAACPKUBAIA Ha YPOBHE
34-35 MM Boa. cT., (paxius Biapixaemoro kuciopoga 60—70%, npu 3Tom
PaO, cocrapsno 6570 Mm pr. cT. Yepes 3 aus nocie onepaiuu y 60bHO#H
Ppa3BUIICS IPABOCTOPOHHHI MHEBMOTOPAKC: MOSIBUIICSA cOpPOC BO3AyXa IO Ape-
Ha)XKaM, yCTaHOBJIEHHBIM B IUIEBPAJIbHYIO OJIOCTh, C(HOPMUPOBAIICS JISTOUHO-
rieBpanbHblil cBuil. [lapamerpsr VIBJI u3amMeHnnn TakuM o0Gpa3oM, 4ToObI
MUKOBOE J[aBJIeHHE He NpeBbImano 30 ¢M BOJ. CT., OHAKO COPOC BO3TyXa MO
JIPeHaXKaM COXPAHSUICS. B CBS3M ¢ OTCYTCTBHEM MOJIOKUTEIBHOI JHHAMHKA
B COCTOSIHUH OOsbHON Ha 10-¢ CyTKH mociie onepanuy ObUTH TIOBTOPHO BbI-
nosnHeHsl pudpobdponxockonus U BAJL. Cpeny moiHOrO KOMILIEKCa HCCie-
noBaHui xuakoctH BAJI MONOKNTENBHBIM 0Ka3aJI0Ch TOJIBKO ONpPEJEIeHHIE
anrturena Aspergillus (ranakromannan). MHaeKe ONTHYECKOH MIIOTHOCTH ra-
nakToMaHHaHa B skuakoctd BAJI cocraBuia 5,8 (IONOKUTENBHBIC 3HAYCHHS
ot 1,0 u BbImIE). B COOTBETCTBHH ¢ MEXTyHAPOJHBIMH PEKOMCHIALUSIMH y
00s1bHOIT OBUT MArHOCTHPOBAH MHBA3MBHBIA aCNEPruiuie3 JISTKUX, BXOJs-
IMI B KaTEropuio «BeposATHBIN» [17]. B Hannumu Obutn (pakTOphl pUCKa
(rparynonuTonenus 6oxee 10 nueii, nedenne I'KC), paguonornueckue mpo-
SIBJIEHUsI B JIETKMX, MHUKOJOTMYECKO€ IIOATBEPXkICHHE (IOJIOKUTENbHBIN
anTureH Aspergillus B xunxocti BAJI). K Tepanyu Obu1 100aBIEH BOPUKOHA30I

7] «BopcuHuatble» KneTkn
TNumcpoumnTbl
paHynounTbl
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Puc. 3. VI3MeHeHHE KOTHYECTBA JICHKOIUTOB epudepuyeckoil KpoBH mpu JicueHnu 6omnpHoM C.
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Puc. 4. KomnbrorepHas tomorpadus 6onpnoit C. ot 01.10.15. Ormedaercs
YMEHBILIEHHE PAa3MEPOB M CHIKEHUE IIIOTHOCTH HH(HIBTPATHBHBIX H3MEHE-
HHIT B 000X JIETKUX.

BHYTPUBEHHO B Harpy304HO# J103¢ 12 MI/KI B CYTKH, B HOIACPKHUBAIOLICH
03¢ 8 MI/KI B CyTKH, 4TO HPHBEJIO K OBICTPOMY YIYYIICHHIO COCTOSHHUS
60JIbHOI: HOpMaJIM30BaIach TeMIIepaTypa Teia, (ppaKiHs BIbIXaeMOro KHC-
nopona Obuta ymenblieHa 1o 30%, ITJJKB mo 6 c¢m Box. ct., koadduimeHt
PaO,/FiO, ysennumics jo 300; GONbHYIO MepeBEM Ha CaMOCTOSATELHOE
JIbIXaHHE Yepe3 TPAaXeOCTOMHYECKYI0 TPyOKy, Hpekpartuiics cOpoc BoO3ayxa
0 peHaXkaM, 10 JaHHBIM KOMITBIOTEPHON TOMOTpaduy OTMEYCHa MOI0XKH-
TeJIbHAs JHHAMIKA B TCUCHUH ITHEBMOHUH (pHc. 4). Uepes Mecsil ociie ome-
paLuK TPaXeoCTOMHYECKYI0 TPYOKy yaanuin. boibHyio nepeseny Ha Tabie-
TUPOBaHHYIO (popMy BopukoHasona (1o 200 mr 2 pa3sa B ICHb).

HccnenoBanne TMMQONUTOB Nepu(epuueckoil KPOBH BBISIBHIIO Yy OOb-
HOit myTtauuio reHa BRAFV600E. YuutbiBas HEOOXOIMMOCTD MPOBEACHHUS
cneuuduueckoit Tepanuu BKJI (Hapacranue aum@ornmTosa 3a cyeT «BOp-
CHHYATHIX» JTUM(OLHTOB) B YCIOBHSIX HEMOJIHOIO perpecca BOCIAIHTEIb-
Horo mpouecca B jierkux, ¢ 01.10.15 wauanu tepanuio BKJI unruéuropom
TPEOHUHCEPUHKHMHA3BI BeMypadhuHnOoM B 1o3e 480 mr/cyT Ha (oHe npuema
BopuKoHa3o0ma (1o 200 mr 2 pasa B JeHB).

UYepes 42 1Hs OCIE MOCTYIUICHUS B OTACICHHE PEaHUMALUK OOJIBHYIO
HEepeBeNIM B TEMATOJIOTHYECKOE OTACICHUE, Iie OblIa MPOIOIDKEHA Tepartus
BeMypapuHHOOM. JleueHne OoNbHASI MEPEHOCHIIA YIOBIETBOPUTENIBHO, OC-
JIO)KHEeHUH He Obuto. B ananuse kposu ot 27.10.15 (puc. 4) oTMEUEHO CHU-
JKCHHE KOJIMYECTBA BOPCHHYATHIX KJICTOK 10 €IMHUYHBIX, POCT YHCIIA TPAHy-
noruToB J10 35% (1,6 % 10°/1), nefikorturst 4,7 x 10/, remormo6un 105 /i1,
TpomGoimTel 337 % 10°/11. Tepanust BemypadeHrnO0M OblIa MPOJOIDKEHA J10
nexabps 2016 r., koncTaTupoBana yactuuHas pemuccust BKII (4,3% omyxo-
JIEBBIX KJIETOK 10 JTAHHBIM MMMYHO()EHOTUIINYECKOTO HCCIIEIOBAHHS KPOBH).
B siHBape ObLI IPOBEJICH Kypc XMMHOTEPAIHU KJIAAPUOMHOM, MOCIE 4ero
nuarHoctiposana pemuccusi BKJI, kotopast coxpaHsieTcs: B TCUCHHE Tojia.

Oo6cy:xneHue

WHpexunonHble ocnokHeHus pazsusatorcs y 30-70% 6onpubix BKII u
SIBJIAIOTCS HauOoJiee 4acTol MPHYMHON MX CMEpPTHU, IPH 3TOM HHBA3HBHBII
acrepriuie3 JITKHX PErHCTPUPYIOT y 3TOH KAaTeropuH OOJIBHBIX HEYacTo.
IMTo gauueiM G. Damaj u coasr. [18]., mums y 4 (3%) u3 73 Gonpabix BKJI
pasBunack mHeBMoHUs ¢ O/IH, 1 MUIIb y OHOTO U3 HUX €€ NPHINHON SIBHICS
MHBa3HUBHBIN acrepruuies erkux. GakropamMu prcka pa3BUTHsI HHBA3HBHOTO
acrieprusiesa SBISIOTCS JUIMTeNbHas HelTponenus, npumenenue I'KC [19]
B HacTosmeM KIMHHYECKOM HAOMIOACHUH ATUTEIHOCTh HEHTPOICHUH Yy
GomnbHOIT cocTaBmita 6osee 30 Heil, cBoit «BkiIan» BHecau u ['KC-ropmMoHsL,
Ha3HaYeHHbIC OONIbHOW HA HAavaJbHOM 3Tare jedeHus./loka3aTh MHBAa3UB-
HBIH aclepruiie3 JerkKuX yAaeTcsl He BCer[a Aake NMPU OMOICHH JIETKOTO.
D. White u coasr. [20] npoaHaan3upoBaiu pe3yisrarsl 63 OHOICHIT JIerKoro
y OOIBHBIX TeMOONACTO3aMH, 3THOJOIMIO JIETOYHOTO IOPAaXKEHHUsl ynaloch
ycTaHOBHUTS uIb Y 60% OonpHbIX. [To ganaemM [M. I'anctsana u coasr. [21]
IIPY BBITOJIHEHUH 22 GHOICHIT JIETKOro y GOJIBbHBIX reMO0IacTO3aM1 STHOJNO-
TUst JIETOYHOTO TIOPAKCHNUs OblTa YCTAHOBJICHA BO BCEX CIydasX y OOJIBHBIX
0e3 MPU3HAKOB JIBIXaTEIbHON HEOCTAaTOYHOCTH U JHIIb Y 83% OONBHBIX €
O/IH. B naHHOM KJIMHHYECKOM HaOJIIO[CHUH TOJIBKO HCCIIeI0BaHNE IOBTOPHO
BbINONHEHHOT0 BAJI 103BONMIIO YCTAaHOBUTH JMAarHo3 MHBA3UBHOIO acmep-
THUIIe3a JIETKUX U Ha3HAYUTH TAPTeTHYIO IPOTHBOIPUOKOBYIO TEPAIIHIO.

OpHoit U3 Begymux poieii B nedennn naesMonnu 1 OJIH y nannoii na-
I[MEHTKH, KaK HU YMBHTEIbHO, ChIrpana CIUIeHdKToMus. MIMeHHo ynaneHne
CeIIe3eHKH CIOCOOCTBOBAIO YMEHBIICHUIO OIyXOJIEBOI MAacChl, BPEMEHHOMY
YBEJINYCHHIO YHCIJIAa TPAHYJIOLHUTOB B IIEPUOJ KUZHEYTPOKAIOLIETO TEICHHUS
JICTOYHOIT MHMEKIMH, YTO HAPSLy C TOYHO YCTAHOBICHHBIM K 3TOMY BPEMCHH
JIarHO30M JICTOYHOTO MOpPayKeHHS U IIeICHANPABICHHON Tepamnuell BOPUKO-
Ha30JI0M I03BOJIMJIO JIMKBUANPOBATE HH(EKINOHHBIC OCIOKHEHUS, a 3aTeM
B CBOIO OYepe/ib HCIOIb30BaTh TapreTHyro tepanuio BKJI Bemypadennoom,
KOTOpasi B OTIIMYKE OT TepaluH MyPHHOBBIMU aHAJIOTaMH HE BLI3BIBACT HEH-
TPOICHHUH, TeM CaMbIM I103BOJISISI CHU3UTH PHCK HH(EKIIMOHHBIX OCIIOKHEHHI
[1, 15, 16, 22]. Xots TapretHas Tepanus uHruouropom BRAF-kuna3 ve npu-
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BeJla B JIAHHOM CJIy4ae K IOJIHOM peMHCcCcHH 3a00eBaHus, TeM He MEHee OHa
MO3BOJHIA JOOUTHCS YacTuyHOU pemuccun BKJI u mpoBecTn Kype Xumuo-
Tepamnuy B 0e30I1aCHBIX YCIOBHSX BHE arpaHyJIOLUTO3a.

Takum o0Opa3oM, coueTaHHOE NPUMEHEHHUE Pa3IMYHBIX TOIXONOB K Je-
yeHnio BKJI, kak caMbIX paHHHX B HCTOPUYECKOM IUIAaHE, TAK U COBPEMEH-
HBIX, @ TAKXK€ HACTOMYMBBINA ANArHOCTUYECKUH MOUCK IO3BOJIMIM HE TOJIBKO
CNIPaBHUTHCS ¢ HHPEKIMOHHBIMU OCIOKHCHHUSAMHU Y GOJIBHOM, HO U JOOHTHCS
pemuccuu 3a00/IeBaHUSL.

KonduiukTt naTepecoB. ABTOPbI 3asIBISIOT 00 OTCYTCTBUH KOH(IMKTa HHTEPECOB.
dunancupoBanue. GuHAHCOBAS MOAIEPIKKA OTCYTCTBYET.
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