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AnHOMayusn

T'uctroruTo3 KyIeTok JlaHrepraHca sIBJISETCs PeJIKUM MposudepaTUBHBIM 3a00JIeBaHIEM THCTHOIUTOIIOIOOHBIX KIIETOK, MUK 3a00J1€Ba€MOCTH
KOTOPOTO HPUXOJUTCA Ha PAHHUH JETCKUH BO3pACT. V130IMPOBaHHBIN JIETOYHBIH THCTHOIUTO3 U3 KJIeTOK JlaHrepranca siBisieTcss OZHOU U3
dbopm ganHOTO 3a60I€BAHNS, HO OOBIYHO ITOPAYKAET MOJIO/IBIX KYPUIBIIIUKOB B Bo3pacte 30—40 JieT. OTKa3 OT KypeHus sIBJIsieTcsl Hanbosiee BasK-

HOU peKOMeH/alie /I TAaKUX MAIUeHTOB. B cTaThe npuBe/ieHbl HECKOJIBKO KJIIMHUYECKUX HAOJII0ZIeHUH 1 0630p JIUTEpaTyphI.
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Abstract

Langerhans cell histiocytosis is a rare proliferative disease of histiocyte-like cells, the peak incidence of which occurs in early childhood. Pul-
monary Langerhans Cell Histiocytosis is one of the forms of this disease, but it usually affects young smokers aged 30—40 years. Smoking cessa-
tion is the most important recommendation for such patients. The article contains several clinical cases and a literature review.
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1“ HCTHUOIIUTO3BI — 3TO TeTePOTEeHHAs IPYIIIa BeChMa Pe/i-
KuX 3a00J1eBaHUM, 3HAYNUTETHLHO OTIMYAIOIIHUXCS IPYT
OT JIpyra 10 KJIUHUYECKOH KapTuHe, 00beIHEHHAs HAJU-
qpeM MaTOJOTHYecKON Mposndepanuy TUCTHOIUTOB —
KJIETOK MOHOIIUTapHO-MaKpodaraabHOTO 3BeHa (JIeH/IpUT-
HBIX KJIETOK U COOCTBEHHO MaKpOo(aroB — TKAHEBBIX MOHO-
nuToB) [1, 2].

[MepBasi xiaccuuKaIysi TUCTUONUTO30B ObUIA IIPEZJIO-
skeHa rucrrorurapabiM obrecrBom (Histiocyte Society) B
1987 T. ¥ cocTosIa U3 TPex Ki1accoB. | kiace BKII0Yas ruCTHO-
1uTO3 U3 KJIeTok Jlanrepranca, II kiace — rucTHOLUTO3BL, CO-
cTosAIIME He U3 KiIeToK JlaHrepraHca, a 111 kiiacc npezicTaBisi
€000l TPYTIITY 3JI0KAY€CTBEHHBIX TUCTHOIIMTO30B [2].

CoBpemeHHas KJIacCU(PUKAIUAA TUCTHOIUTO30B IIpeijia-
raeT pasJieJIeHHe BCeX THUCTUOIUTAPHBIX HAPYIIEHUU Ha
math rpymi: L-rpynna, C-rpynna, R-rpynna, H-rpynna u
M-rpymma [2].

Tak, ructuonuTo3 U3 KJeTOK JlaHrepraHca BXOJUT B
rpynmy L, KyZila OTHECEHO ellle HECKOJIPKO HO30JIOTHUH: He-
onpezenennsiil rucruoruto3 (Indeterminate Cell Histiocy-
tosis — ICH), Gonesun dpprerima—Yecrepa, cMemIaHHBIN
TUCTHOINTO3 U3 KjeTok JlaHrepranca um dpareiima—Ye-
crepa [2, 3].

T'uctronuTos U3 KiIeTok JlaHrepranca — peskoe 3aboJe-
BaHWE W3 TPYNIbI THCTHOIHNTO30B, XapaKTEPU3YIOIIeecs
KJIOHAJIPHOW JKCIIAHCHEH KJIETOK MUEJOUJHOTO IIPO-

ucxoxenus, umernimux denorun CD1a+/ CD207+, u mu-
POKHM CHEKTPOM KJIMHUYECKUX IPOABJIEHUH C IOpake-
HHeM pa3JINYHbIX TKaHEH U OpPTraHoB [3, 4].

TuctronuTo3 U3 KIeTok Jlanrepranca — He HOBOe 3a0o0Jte-
BaHUE, HECMOTPS HA TO YTO STOT TEPMUH IOSBUJICS CPABHHU-
TeJIbHO HEIABHO — B 1980-X roziax. 1o 5TUX IIOp THCTUOIIUTO3
U3 KJIeToK JlaHrepraHca UMeHOBAJICA TUCTUOLUTO30M X, I7ie
3HaK «X» B HA3BaHNU YKa3bIBAJI HA HEOIIPE/IEJIEHHOCTD IIPO-
WCXOK/IEHUSI TIATOJIOTUYECKON KJIETKU. DTOT TEPMUH ObLI
npe/yIoKeH JINXTEHIITEHHOM B 1953 T. J7Isi 0000IIeH s He-
CKOJIPKUX paHee U3BECTHBIX 3a00J1eBaHNUN: S03MHODUIBHON
rpaHysieMsbl, win 6osiesHu TapaTbiHOBa, Oosie3HH XoH/IA—
Olynnepa—Kpucuena u Gosnesnu Abra—Jlerrepa—3use
[3, 10]. TucruoruTo3 U3 kierok Jlanrepranca ObLT HA3BaH
TaK U3-32 €ro MOP(MOJIOTHIECKOTO CXOJICTBA C SIUEPMAaIb-
HBIMU KeTkaMu JlaHrepraHca. lccefoBaHus IOKa3auld,
UTO TATOJIOTHYECKHE «KJIETKH JlaHrepranca» IIPOWCXOMAT
13 MUEJIOU/IHBIX JIEH/IPUTHBIX KJIETOK [24]. [Ipu cpaBHeHMH
SKCIIPECCUU TEHOB SIHJIEPMAaJIbHBIX KJIeTOK JlaHrepraHca ¢
MMaTOJIOTUYECKUMH, B TIOCTEAHUX ObLIa BBISBJIEHA CHUTHA-
Typa, COOTBETCTBYIOIasi 0oJiee HE3PEeIbIM MUEIOU/IHBIM
Tpe/iiiecTBeHHUKaM [12].

Ha ceroiHAITHUH JIeHb STHOJIOTHS THCTUOIIUTO3a U3 KJIe-
Tok Jlanrepranca /10 koHIIa He u3ydyeHa. OJJHAKO UMEIOTCA
JTAaHHBIE O BO3MOKHBIX (PaKTOpaX PUCKA, IIPeJIpacoarai-
IUX K PA3BUTHIO IAHHOTO 3aboseBanmA. K HUM oTHOCATCA
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OTATOIIEHHBIA ceMeHHbIH aHaMHe3 (T.e. B CeMbe ObLIH JI0-
KazaHHbIE CJTydau 3a00JIeBaHUA I'ICTHOLUTO30M U3 KJIETOK
JlanrepraHca), KypeHue Tabaka, WH(EKINM, epEeHECEeH-
HbIe B HEOHATAJIBHOM IIEPUOJIE, PAK WJIH 3200JI€BaHUSA LT~
TOBU/THOU JKeJIe3Bl, a Takke (aKT poxkzeHus pebeHKa OT
poauTesA, KOTOPHIA IIOJ[Beprajsics BO3/AEHCTBUIO TaKHUX
npodeccuoHaNbHBIX BPEHOCTEN, KaK MeTaslndecKas,
JipeBecHas WJIM TPAaHUTHAS IIbUIb M/HUJIM HEKOTOPBIX Opra-
HUYECKUX pacTBopuresei [5, 6]. HecmoTps Ha coobieHus
0 PeKHX CIIy4asX CeMEeHHOTO THCTHOIUTO3a U3 KJIETOK
JlaHrepraHca, K HAacTOALIEMY MOMEHTY Te€HETHYECKOH
IIpE/IPACIIOJIOKEHHOCT! K HEMY BBIABJIEHO He ObUIO [2,
7-9].

Bce erie BestyTCs CIIOPHI U O ITATOreHE3€e JAHHOTO 3a60J1e-
BaHHA. I10 5TOMY IIOBO/Iy CYIECTBYET HECKOJIBKO BO3MOXK-
HBIX Teopuii. OZHY HCCIIeA0BATENN CUUTAIOT, YTO B OCHOBE
00JIE3HU JIEXKHUT I1aTOJIOTUYECKAasd PEaKTUBHOCTH KJIETOK
JlaHrepraHca, apryMeHTHPYS CBOIO IIO3UIIMI0 BO3MOXKHBIM
CIIOHTAaHHBIM caMou3JieueHHeM (T.e. HACTYIJIEHUEM pe-
MUCCHH JIa’KE B CJIyYasX arpECCUBHOIO TEUEHUs), a TAKIKE
BBICOKOM KOHIIEHTpAIMel IIPOBOCHATUTENBHBIX IIUTOKH-
HOB U IPHUCYTCTBHEM BBIPA’KEHHOI'O BOCIAJIUTEIHHOTO
KOMITIOHEHTA B OYarax IopakeHusl.

Jlpyras »xe TeopHs IaToreHe3a 3aKJII0YAeTCs B TOM, 4TO
TECTHUOLUTO3 U3 KJIETOK JIaHTrepraHca ABJISAETCSA MUEJIOU/-
HOM Heomnasuen [3, 4]. OgHUM U3 JaBHUX J0Ka3aTEJILCTB
9TOU TOYKH 3PEHUSA fABJIAJIACH KJIOHAJIBHOCTD ATOJIOTHYe-
CKUX «KJIETOK JlaHTepranca», oZJHaKO 0e3 Ha/IeXKHOTO IO/I-
TBEPIKJEHUA HAIMYUA IOBTOPSAIONINXCA aHOMAJINY TeHOMa
Ha3bIBATh JTOT IIPOIECC HEOIUIACTHYECKUM OBLIIO HEJIb3A.
V1 BOT HeJlaBHO C/ieJIaHHBIE OTKPBITHA JAI0T BO3MOXKHOCTD
paccMoTpeHHs 3TOro 3abosieBaHUA B KayecTBE HOBOOOpa-
30BaHHA. B 2010 r. ObLIO OIyGIMKOBAHO HCCJIE/JOBAHUE
PosimuHC M €OaBT., B X0J1e KOTOPOT'O U3YYaJINCh APXUBHBIE
06pasipl OUONTATOB M3 PA3JIMYHBIX JIOKAJIU3ALUH, TOJTY-
YEHHBIX OT ITAIIEHTOB C JIMaTHO30M «THCTHOLIUTO3 U3 KJIe-
Tok Jlanrepranca». ITo pesyspraraM IpoBeEeHHBIX paboT
OBUIO BBIICHEHO, UTO B 57% BceX 3K3eMIUIApoB B CDia+
KJIETKAaX HJIEHTH(GUIUPOBAIACH COMATHYECKAs OHKOTEH-
Has myranus BRAF V600OE [23]. B mocienyromem ObLin
BBIABJIEHBI U JIPyTHe aKTHBUPYIOLIUE MyTallUd CUTHAJIb-
Horo iyt MAPK (MAP2K1), B TOM 4ucJie aJibTepHATUBHbIE
BapuaHTel Mytanuii BRAF, mpuBopdmue K axTuBamuu
(aKTOPOB TPAHCKPUIIIIUY, HEOOXOAUMBIX /I POCTA U IIPO-
sudepanuu k1eTok. [IppumMepoM B 3TOM cIrydae MOXKET CIIy-
JKUTh aHTHAIIONTOTHYeCKUU 0esok Bel-xL — mpoaykr mo-
BBIIIIeHHOH TpaHckpuniuu BCL2L1; 0iHOBpEMEHHO ¢ 3TUM
ymeHbmaerca skcnpeccusa CCR7 — xeMOKMHOBOTrO perjen-
TOpA, YTO B UTOTe IPHUBOAUT K HAKOIUIEHHUIO IATOJIOTHYe-
CKUX KJIETOK B O4arax IopakeHus, HeCIIOCOOHBIX MUTPHPO-
BaTh K JPEHUPYIOMINM JIUM(bATUUECKUM y3J1aM [12].

VpoBeHb, Ha KOTOPOM BO3HHUKJA I0J0OHAS AKTHBU-
pyomias MyTanus, ompenesnser (GpopMy U pacupocTpa-
HeHHOCTH 3a6oJsieBaHuA. [loABIeHNE MyTallUHU B CTBOJIO-
BBIX MYJIBTUIIOTEHTHBIX KJIETKAX IPHUBOJUT K JUCCEMHU-
HUPOBAaHHOMY IIPOLieCCy, a MyTalusA B IeHaX Pe3UEeHT-
HBIX KJIETOK B OT/IEJIPHOM OdYare — K JIOKQJIbHOH (opme
3aboseBanusa [12].

Emie oHOM mpeAmiosiaraeMoy IPUYUHOM, BIUIONEN Ha
raroreHe3 3Toro 3a00JIeBaHUA, ABJIAETCA N3MEHEeHNe BHYT-
PUKJIETOYHOTO curHanbHOro Imytd PI3K, oTBeTcTBeHHOTO 3a
PeryJIAIuIo KJIeToYHOoro IukiIa. Ha ceroguAmHni feHs co-
obmasiock o Tpex nameHenusax mytu PI3K: PICK1, PIK3R2
u PIK3CA. 13 uux PIK3CA — 3T0 eiMHCTBEHHAsA U3BECTHAS
aKTHUBUPYIOIIAsA coOMaTH4ecKas MyTalus, IPUBOAAIAS K
KOHCTUTYTHBHOU aktuBarnuu mytu PI3K. MHTepecHo, uTO
myTtanus PIK3CA 6pu1a 3aperncTpupoBaHa Ipy IUCTHOIU-
TO3€e U3 KJIeTOK JlaHrepraHca JIUIIb eUHOK/IbI, B TO BPEMs
Kak npu 0osie3Hu dpzreiima—Yecrepa oOHApyKUBaeTCs B
10—20% ciy4daes [25].

IIo JaHHBIM IIOCJIEIHUX HAOIIONEHHMH, 3a0071€BaeMOCTh
THCTHOIIUTO30M U3 KJIETOK JlaHrepranca 3aBHCHUT OT BO3-
pacra u cocTaBiiseT 5—10 CIydaeB B IoJi Ha 1 MJIH JieTed B
BO3pacre 70 15 JyieT. Cpesy B3pOCIoro HacesieHus 3aboJe-
BaeMOCTb ellle HIDKe — OT 1710 2 CIydaeB Ha 1 MJIH B rofl. Pa-
Hee CYNUTAIOCH, YTO MY?KUIHMHBI B 60JIbIIE CTETIeHH I10/IBEP-
JKeHBl 5TOM IIATOJIOTUH, HO IOCJIeJHUE IIOIMYJIAINOHHbBIE
perucTpanoHHble HCCIENOBAHNUA ITOKA3aJIM: COOTHOIIIE-
HHe MY>XYUH U JKeHIIWH IT0YTH OIMHAKOBOE — 1,2:1 COOT-
BETCTBEHHO [3, 11]. Tak:ke Ha YaCTOTy BO3BHUKHOBEHUS TU-
CTHOLINTO3a U3 KJIEeTOK JlaHrepraHca BIUSAIOT paca U 3THU-
yeckas NpHHIekHOCTh. Hanbosee Bbicokas 3abosieBae-
MOCTb CpeZiH JieTel Oblyia 3aperucTpUpOBaHa y JIaTHHOAMe-
pHUKaHIEeB, HanboJIee HU3Kasl — Cpe/in JieTell appruKaHCKOTro
npoucxoxxieHus. Cpesi B3POCJIOTO HaceJeHHs IIPeJICTaBU-
TeJI HETPOUJIHOM pachl UMeJId HauMEHbBIIUN PUCK [3, 11,
12]. IlpuMeyaTespbHO, YTO MOBBILIEHHBIA PUCK 3a00JIeBae-
MOCTH THCTHOIIUTO30M U3 KjeTOK Jlanrepranca ObLT BbI-
AIBJIEH y TanueHToB co SMADG6 — BapraHTOM 3apO/bIIIIEBOI
JINHUY, IIUPOKO PACIPOCTPAHEHHOH Cpely WCIAHOSA3BIYU-
HBIX TOMyJIAIui [13].

B HEKOTOpBIX HCCIeOBAaHUAX ObLIa ONKCAHA ACCOIHA-
U MeKy THCTHOIIUTO30M U3 KJIeToK JIaHrepraHca u ipy-
TUMH 3JI0OKAYeCTBEHHBIMU HOBOOOPA30BaHHUAMH KaK y
B3POCJIBIX, TaK U y fieTeld. YacToTa BCTPEYaeMOCTH TaKUX
accoruanuii Bappupyer ot 2,6 70 32% [14, 15]. IIpu ru-
CTHOILIUTO3€ M3 KJIeTOK JIaHrepranca MOryT OZTHOBDEMEHHO
0OHApyKHUBAThCA U TIeMOOJIACTO3bI, HAIPUMED OCTPBIH
uMbOOIACTHBIN JIEHKO3 WJIM OCTPHIA MHesI00JI1acTHBIN
JIEKO03, KOTOPBIA ABJIAETCA HambOJIee JacTON HAaXOKOHU
[14—16, 20—22]. TIpu BOB/IeUeHUM B TIpoIiece JuMpaTude-
CKHX y3JI0B BO3MOXKHO OIIPeZieIeHNe COUeTaHUs ITUCTHOIU-
TO3a C PA3IMYHBIMHU BapUAHTAMU HEXOKKUHCKUX JIFM-
dbom nnu mumbomoit Xomkkuna [16, 19]. Cpeaut coMUaHBIX
OIIyXOJIeH y B3POCJIbIX IOCTOSTHHO PETUCTPHUPOBATIUCH Kap-
[IMHOMA JIETKHX, KapIIMHOMA ITUTOBH/IHOM >KeJIe3bl — IIPHU
ee UWHQUIBTPAIMH MATOJIOTUYECKUMH KJIETKAMU —
BCTPeYasIach y JIeTeil 1 y B3POC/IbIX MaueHToB [15—18].

I'ucronormyeckas KapTUHA MOPAXKEHUU IIPU THCTHOIU-
TO3€ U3 KJIeTOK JIaHTrepraHca Ipe/icTaBjieHa rpaHyieMaMH,
KOTOpBIE COCTOAT U3 303UMHODUIOB, Makpodaros, TUMPO-
uuToB (B 0CHOBHOM — T-TMQOIUTOB) 1 HETTOCPEICTBEHHO
MaTOJIOTUYECKUX «KJIeTOK Jlanrepranca». IlocienHue skc-
IIPECCHPYIOT Ha CBOEN IIOBEPXHOCTH XapaKTepHble Map-
Kepbl 1 UMEIOT (PeHOTHII, 10/100HBI HOPMaJIBHBIM JIIH/IEP-
MasibHBIM KyleTKaM Jlanrepranca — CD1a+ u CD207+ (J1as-
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repuH). [Ipy 3/1eKTPOHHOM MHUKDOCKOIIMH B 3THX KJIETKAX
BO3MOKHO OOHapy»keHue rpaHyJ bupbeka — uTonia3mMaru-
YEeCKHX ITaJIOYKOBUIHBIX BKJIIOUeHHH. Hanmune Bocmasiu-
TEJILHOTO MH(UIbTPATA B OYarax HOpPaskeHUs OObACHAETCA
PEKPYTHPOBAaHUEM IIATOJIOTHYECKUMHU «KJIeTKaMu JIaHrep-
raHca» J{pyrux KJIeTOK UMMYHHOH CUCTEMBI [3].

Knunnueckass kaptuHa 3abosieBaHUs pa3HOOOpas3Ha U
3aBUCHUT OT JIOKJINM3AIUU 04aros rnopaxkeHus. COrsacHo
KJIMHUYECKON KJIACCU(PUKAINN THUCTUOIUTO3 U3 KJIETOK
JlanrepraHca mozipas/essfeTcs Ha MOHOCHCTEMHYIO (B ma-
TOJIOTUYECKUH ITPOLIecC BOBJIEUEHA JIMIND OJ{HA CHCTEMA OP-
raHoOB) U MYJIBTHCHCTEMHYI0 GOpMy, IIpH KOTOPOH Iopa-
JKaloTeA /iBe U 0oJiee cHCTEMBI OPraHoOB. B cBoio ouepenp,
MyJIbTHCHCTEMHas GpopMa MOXKET IPOTEKaTh ¢ Win 6e3 1o-
paKeHHs OpraHoOB pUCKa (IopakeHHe JIBYX U OoJiee cucTeM
opranoB). MonocucremHas ¢opMma BKIIOYaeT B cebsa He-
CKOJIBKO BADHAHTOB: OAMHOYHOE [TOPaXKEHHe, MHOI00Yaro-
BbI€ IIOPAKEHM 1, N30JIMPOBAHHBIH JIETOYHBIH THCTHOIUTO3
u3 xietok Jlanrepranca (PLCH — pulmonary Langerhans
cell histiocytosis) u Tax HaspIBaeMbIH 0COOBIH OdYar mopa-
JKEeHUs, BKJIIOYAIONIUH ITOpa)keHHe OCHOBAaHUA dYepena ¢
BHYTPHYEPEIIHBIM pa3pacTaHHeM WU IOpakKeHue II0-
3BOHKA C 0YaroM B MHTPACIIMHAJIBHOW MATKOU TKaHHU (T.e.
BHYTPHY [T03BOHOYHOT'O KaHAJIA).

V301MpOBaHHBIN JIETOYHBIA THUCTHUOIUTO3 M3 KJIETOK
Jlanrepranca — ocobas ¢popma gaHHOrO 3260J1€BaHusA, KO-
TOpas B GOJIBIINHCTBE CIyIaeB BOSHUKAET Y MOJIOJBIX Ky-
PUJIBIIUKOB B BO3pacTe 30—40 JIeT, COOTHOLIEHUE II0JIOB
ompuHakoBoe. Kimmanueckoe Teuenre PLCH oueHb n3meH-
YHBO U YaCTO HEINPEZCKa3yeMo: B O/IHUX CIIydasnx 3aboJe-
BaHHE MOXKET Pa3pEelIUThCHA CIOHTAHHO U CaMOCTOsA-
TEJIbHO, B JIPYTUX — IIPUBOJIUT K IIOJIMOPTAHHOU HeZ0CTa-
TOYHOCTU U JIETAJIbHOMY HcX0oay [26, 27]. TlopaxkeHus
JIETKUX IIPU THCTUOLIUTO3€ U3 KJIETOK JIaHTepranca MoryT
OBITh HM30JIMPOBAHHBIMHM, HA4YaJbHBIM IPHU3HAKOM CH-
CTeMHOTr0 3200JIeBaHUSA WJIM Pa3BUBATHCH B XOJI€ €0 XPO-
HHUYECKOTO TeueHus. VI30IMpOBaHHOE TOPasKEeHHE JIETKUX
BCcTpevaercs cpefu 50—70% nanuentos ¢ PLCH [28-31].
PaHblle JIeTKHe OTHOCUJIN K OpraHaM pucka (Ha JJaHHBIN
MOMEHT K OpraHaM PHUCKa OTHOCSATCS IIeY€Hb, CEJIe3€HKA U
KOCTHBIM MO3T), O/THAKO KOTOPTHOE HCCJIeZIOBAHUE, BKIIIO-
JaBlee 420 JieTell ¢ MyJIBTUCHCTEMHBIM I'HCTHOIIUTO30M
u3 Ki1eTok JlaHrepraHca, II0Ka3aao, YTO BOBJIEUYEHHE JIer-
KUX B [IaTOJIOTHYECKUH IIPOIECC He ABJIAETCA IPOTHOCTH-
YeCcKH 3HAYMMBIM IpU3HAKOM [32]. C Ipyroil CTOPOHEL, ¥
[MAIIUEHTOB € HOPaKEHUEM JIETKUX HMMEETCH BBICOKUH
PUCK pa3BHUTHS ITOTEHIHAJIbHO CMEPTEJIBHBIX OCJIOKHE-
HUU, TAaKUX KaK ITHEBMOTOPAKC, MHOMEKIUU U JIPYTHE.
B HenaBHeM (GpaHIy3CKOM HCCJIEOBAHUU IIPU U3YYEHUU
perucrpa ManueHToOB ¢ FUCTHOIUTO30M U3 KJIETOK JIaH-
repraHca BBIABJIEHO, UTO TSIKEJIOe IIOpa)KeHUe JIETKUX Y
JeTell OBLJIO ACCOLMUPOBAHO C BBICOKOH CMEPTHOCTHIO
[33].

ITo pa3HBIM JJaHHBIM, OT 90 10 95% nanueHToB ¢ PLCH
SABJIAIOTCA KypWJIbIIMKaMU Tabaka, a B 20—33% cCJIydaes
HAI[UEHTHl KYPWIA He TOJIBKO CUTapeThl, HO U MapUXyaHy
[34—36]. IHTEpecHO, YTO MPOJIOJIKUTEIHHOCTD U MHTEH-
CHUBHOCTb KypeHHsA He BIUAIOT Ha pa3sutue PLCH.

B siutepaTtype ObUIM OIKCAHBI CIydad M30JIMPOBAHHOTO
JIETOYHOTO THUCTUOIIUTO3a CPEAU AeTel, OJHAKO 5TO 60Ib-
mas PeJKOCTh; B IIeIMATPUUECKON IPAKTHUKE CUNUTAETCS,
uro Bo3HUKHOBeHHe PLCH cBf3aHO ¢ MAacCUBHBIM Kype-
HueMm [37].

KypeHue Tabaka IpH3HAHO BaXKHBIM (HAKTOPOM B Pa3BH-
T PLCH. OHO BBI3BIBa€T HAaKOIUIEHHE BOCHAIUTEIBHBIX
KJIETOK, BKJIIOYas KJIeTKH JlaHrepraHca, KOTOpBIE BBIJie-
JIIIOT MHOTO ITPOBOCHAJIUTEIBHBIX IIUTOKUHOB: HHTEPJIEN-
KHH-1[3, paKkTOp HEKPO3a OIYXOJIH O, TPAHCHOPMHUPYIOIIHHA
daxrop pocra (T®P) 3, CCL20 u T'M-KC®, nociennuii u3
KOTOPBIX ABJIAETCS CUIIBHBIM MUTOTE€HOM JIJI KJIeToK JlaH-
reprasca [37]. B ouarax mopakenus npu PLCH BbisiBieHa
MIOBBINIIEHHAsA HKCIIPECCHs OCTEONOHTHHA — IJIMKOIIPO-
TeWHa, WHYIHUPYIOIIEro XeMOTaKCUYECKyI0 aKTHUBHOCTH
JIEHZIPUTHBIX KJIETOK U Makpodaros. MeTassionpoTenHasbl
2 U 9, IPOAYLUPYyeMble JEeH/PUTHBIMU KJIETKAMH, B TOM
4qucse KieTkaMu JIaHrepranca, BRI3BIBAIOT KHCTO3HBIE U3-
MeHeHUs1 B JierouyHOW mapenxume [38]. Ilomumo 3TOTO,
KJIETKH, BXOJAIINE B COCTAaB I'paHyJIeM, BBICBOOOMKIAIOT
6osb10€ KOostryectBO TOP-[, KoTOpHII BBI3BIBAaET PHOPO3-
Hble U3MEHEHUs B JIETKUX. B pesysnbpraTe BocnasieHUs U
¢opmMupoBaHusa rpaHysieM IIPOUCXOIUT PEMO/IEIUPOBAHIE
TKaHU JIETKUX, KOTOPOE COIPOBOK/IAETCS IIOBBIIIEHUEM
JIaBJIEHHS B JIETOYHOH apTepHUHN.

¥V nmanuenTtos ¢ PLCH Tax:ke 6bU1H 0OHAPY?KEHBI aKTUBU-
pyloliue MyTallud TeHOB B CUTHaJabHOM moytu MAPK:
BRAF, ARAF, MAP2K1, N/K/HRAS u PIK3CA [39—41].
B 50% 6uonTaToB, MOJyUYEHHBIX U3 JIETOYHBIX Y3EJIKOB,
ObLa oOHapyxeHa MyTanusa B reHe BRAF — V60OE, ere B
20% obpasnos — myraiuss MAP2K1 [40].

Knuanueckas kaptuaa PLCH mozker BKrogats B cebs cite-
JIyIOIlIe CHIMIITOMBI: CYXOH Kalllesb, OZIBIIIKY U CHIDKEeHHe
TOJIEPAHTHOCTHU K (PU3UIECKOU HATrpy3Ke, yCTaJIOCTh, IIOTEPIO
Macchl TeIa, 60J1b B IPY/H, HOYHYIO IIOTIIMBOCTD U JIMXOPAJIKY.
B 10-30% ciiyuaeB IMarHO3 yCTaHABINBAETCA TOJIBKO IIOCIIE
CTIIOHTAHHO BO3HUKIIIETO THEBMOTOPAKCA, TOIZA KaK B 5—25%
CJIydaeB M3MEHEHHs B JIETKHX HAaXOAAT B XOfle PYTHMHHOH
peHTreHorpaduy OpraHoOB I'PYAHOH KJIETKH y GecCHMITOM-
HBIX HanueHToB. OJpIIIKA B IIOKOE U IIPABOKEJTYZIOUKOBAS
cep/iedHast HeI0CTAaTOYHOCTh OOBIYHO ITPOSABIIAIOTCSA HA TT03/]-
Hux crajusax PLCH. B Gosee 10% ciydaeB y manueHTOB ¢
PLCH pasBuBaetcs JlerOYHas TUIEePTeH3UA.

B Hacrosiee BpeMs UMEIOTCSA TPYAHOCTU B pa3paboTke
3(pdeKTUBHBIX METOOB JIeYeHNUA I'UCTUOIIUTO3a U3 KJIETOK
Jla"repranca, KOTOpbIE CBA3aHBI C HEZIOCTATKAMHU B IIOHHU-
MaHHUU €ro InaroreHesa. /[jid omnpezesieHUs ONTHMAaIbHON
TaKTUKH JIEUeHHs NAIlMeHTOB IOZPA3/IesIAI0T Ha Pa3Ind-
HbIe KaTErOPUH PHCKA B 3aBHCUMOCTH OT CTeNeHH 3a60Je-
BaHUA U CTENIeHU TUC(PYHKIINY TOPA’KeHHBIX OPTaHoB. Taxk,
IaryeHTaM ¢ MOHOCHCTEMHBIM BapHaHTOM 3a00JIeBaHUsA C
€MHCTBEHHBIM 0YaroM IIOpa)KeHUs OOBIYHO TpebyeTcs
TOJIBKO MeCTHas Tepanus WiIN HaOJIo/leHue; MalyeHTam
JKe ¢ MyJIPTHCHUCTEMHBIM 3200J1eBaHIEM TpeOyeTcs CHCTEM-
HasA Tepanusa. EAWHCTBEHHBIM NIPUHATHIM CTaHAAPTOM
JIe4yeHUs TAIMeHTOB € MyJIbTH(OKAJIBHBIM WIN YHU)O-
KaJIbHBIM THCTHOIIUTO30M U3 KJIeTOK JlaHrepraHca B 30HaX
pUCKa C BO3MOKHOCTHIO BOBJIEUEHUs IIEHTPAIHPHON HEPB-
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HOH CHCTeMBI ABJIAeTCS Ha3HAaYeHre BUHOJIACTHHA B cove-
TAHUU C IPETHU30JI0HOM B T€UEHUE OJIHOTO rojia. B ciyuae
pedpaxkTepHOro K Tepanuu 1-il JUHUU TeueHus 3a00seBa-
HUA WU K€ BOBHUKHOBEHHUSA PEIV/INBA II0CJIE ee IpeKpa-
IIeHHs — ONTHMAaJIbHBIE CTPATETUH TAJIbHENIIIETr0 JIeYeH s
JI0 cHX TIOp He paspaboraHsl [12, 27]. HaznaueHnue aHaso-
rOB HYKJIEO3WJIOB IIPH THCTHOIUTO3€ U3 KJIETOK JlaHrep-
raHca (B Tom uucse npu PLCH) 06bIYHO COTIPOBOK/AETCS
XOPOIINM KJIUHHUYECKUM 3(hGEKTOM, OAHAKO B IOCIETHEE
BpeMs COOOIIAIOTCA JAHHBIE O IIOBBIIIEHHOM PHCKE CMePT-
HOCTH HEIIOCPEJCTBEHHO OT JIEUEHUs CPEeIH IAI[UEeHTOB,
ITOJIy4YaBIIKX [T0100HYI0 Tepanuo. HekoTopkle nccienoBa-
HUA IEMOHCTPHPYIOT BBICOKHE II0KA3aTeIN OTBETA B KOTOP-
TaX, I0JIyJ4aBIINX WHrHOUTOPH! myTd MAPK. OTH KOropTh!
BKJIIOUAJIU JIeTeld C THUCTHOIIUTO30M W3 KJIeTOK JlaHrep-
raHca, OTHECEHHBIX K I'DYIIIIe BBICOKOTO PUCKA, MAIIEHTOB
C MHOXXECTBEHHBIMH Hey/lauyaMU IPeJbIYIIero JeuyeHus 1
MMaIMEeHTOB C Helpo/iereHepanyeli, acCOMUPOBAHHON C TH-
CTHOIUTO30M u3 KiieTok Jlanreprauca. OpHako y 60sb-
[IMHCTBA ITAIEHTOB IIOCJIEe IPEKpAIleHHs TEPAUH IIPOo-
ucxo/iuiia OpicTpast peakTuBaIus 3a60eBaHusl, HO IIOBTOP-
Hoe BBefieHne nHruburopa BRAF 06bI9HO BHOBb OKa3bIBa-
sock 3¢ dextuBHBIM. B ciygae Tepannu PLCH nepsocre-
IIEHHON PeKOMeH/Ialliel 110 JIEYeHUIO ABJIAITCA OTKa3 OT
KypeHUs U AMHAMHUYeCKOe HaOJofieHue nanueHTa. Panee
TAKUM I[TallHeHTaM B KaUecTBe I1ePBOY JIMHUU Tepaluy Ha-
3HAYAINCh CUCTEMHBIE IJIIOKOKOPTHKOCTEPOUABI, HO Ha
JIAHHBIF MOMEHT OHU He PEKOMEHJIOBAHBI K IPUMEHEHHIO
13-32 60JIBITIOT0 KOJIMYeCTBA TOOOUHBIX 3(DHEKTOB U OTCYT-
CTBUS PaHZIOMU3UPOBAHHBIX UCCIIEOBAHUI [3, 12, 27, 45].

Huoxe npescraBieHbl KJIMHUYECKUE HAOTIOEHHS aly-
€HTOB, JIEMOHCTPHPYIOIIFE pasHooOpasue KIMHHYECKUX
IIPOSIBJIEHUH IIPU TUCTUOLNTO3€ U3 KJIeTOK JlaHrepraHca u
HOBBIE BO3MOKHOCTH COBPEMEHHOT'O JIEUEHU .

KnuHunueckuin cnyuyaii 1

Kenmuna, 31 roz, obpaTtmwiachk K Bpady ¢ kajgobaMu Ha
nouanIcuio (moTpebeHne BOJIbI COCTABJISIIIO IPUMEPHO
8 J1 B /IeHb) U MOJIUYPHUI0, KOTOPbhIE MOSIBUJIUCH OKOJIO JIBYX

Puc. 1. Ha KT opraHoB rpyaHoI KNneTkun npeacTaBieHbl BYCTOPOHHNE
6pPOHX03KTa3bl, UHTPeCTULMaNbHbIN ¢pnbpo3 1 6ynnésHas smdpusema [42].
Fig. 1. Thoracic CT image showing bilateral bronchiectasis, interstitial fibrosis
and bullous emphysema [42].
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Mecs1neB Haza/. [Ipu ganpHeliIeM paccripoce BbIACHUIIOCH,
YTO MAIMEHTKY C HEJIABHUX II0P TaK)Ke OECIIOKOAT OJIbIIIKA
npu GUBNUIECKON HATPy3Ke W SIMU30AMYECKUIN HEIPOIyK-
THUBHBIN Karesb. [lanueHTKa OTpHUIaIa IPUEM JIeKapCT-
BEHHBIX [IPEIapaToB, IOTEPI0 MACCHI TEJIA U CHIKEHUE all-
IIETUTA, HO MOATBepAuiIa (HaKT aKTUBHOTO KypeHH:. Ilpu
cbope HACJIe/ICTBEHHOTO aHAMHE3a CTaJI0 U3BECTHO, YTO B
ceMbe ObUTH 3aperduCTPUPOBAHbI CJIydyau 00JIe3HU XO/K-
KMHA ¥ MHO>KeCTBeHHOU MmuesnoMbl. [Ipu ¢usmueckom uc-
CJIEZIOBAaHUHN He OBLIO HAMWJIEHO CYIIECTBEHHBIX HAXOJIOK,
KpOMe HEMHOTOYHCJIEHHBIX BJIQKHBIX MEJIKOITY3bIPUAThIX
XPUIIOB, BBISABJIEHHBIX IIPY ayCKYJIbTAIlUHU JIETKHX. B ¢BA3H ¢
STHM Ha aMOyJIATOPHOM 3Talle ObLIN BBIIIOJIHEHBI PEHTTEHO-
rpadus u kommbioTepHas Tomorpadus (KT) opranos rpy/-
HOU kyeTku. Ha peHTreHOrpamMme ObL BBIABJIEH PETHUKYJIO-
HOny ApHEIN matrepH, a KT mokasana Hayiuume JBYCTOPOH-
HUX OPOHXO0IKTA30B, HHTEPCTULINATIBLHBIN (UOPO3 1 UBMEHe-
HUS 110 TUITY ITYEJTUHBIX COT (pHC. 1). BbUI0 IpUHSATO pereHne
0 TOCHHUTAJIHM3AIVH IAIFEHTKH C IeJIbI0 OHOIICUN TKaHU
CpeZHeN JI0JT! JIETKOTO, a TAK»Ke 771 TI0JTHOTO 00CIIeZI0BaHMS,
CBAI3aHHOTO C ee OCHOBHBIMU Jkay100aMu. Bbu1 ipoBeieH psaj
HCCJIEIOBAHUH, B TOM YHCJIE UBMEPEHHE aHTMOTEH3UHIIpe-
Bpamjarmomiero ¢epMeHTa B ChIBOPOTKe KpoBU — 47 En/m,
olpesieJIeHre YPOBHA 3J1eKTposnToB (Na — 137 MMOJIb/JI,
K — 3,8 mmosb/, Ca — 8,8 mr/y1) u ypoBasi CO3, KOTOPBIH
cocraBui 20 MM/ 4. Taxxke ObUIa OrfeHeHa QYHKIHS TIEPe-
Hel 71011 TUIo(u3a — OIpe/iesIeHbl YPOBHU THPEOTPOITHOTO
ropmona (TTT') 1 aApeHOKOPTUKOTPOITHOTO TOPMOHA — IIO-
kazaresnu B HopMe. [ToMuMo 1a60paTOPHBIX HCCIe0BAHUN
IaryeHTKe ObUIH IPOBEJIEHBI TECT € CYXOSA/IeHUEM JJIS UC-
KJIIOYEHHS IEPBUYHON OJIUAUIICHY, a 3aT€M U JIECMOIIPeC-
CHHOBBIA TecT — 1A AuddepeHInasTbHON AUAaTHOCTUKU
MeXK/Iy IeHTPAIbHON U HedporeHHOU (popmMaMu Hecaxap-
HOro auabera.

3HAYUTEIbHOE IIOBBIIIEHHE OCMOMOJIIPHOCTH MOYH
[I0CJIe MHTPAHA3JIBHOTO BBEIEHUSA 10 MT JIECMOIIPECCHHA
(c 242 o 831 MOcMm/Kr) HOATBEP/IUIIO HATMYYE IEHTPATIb-
HOro HecaxapHoro auabera. Ilpy mpoBeseHUH MarHUTHO-
pesonancuoi Tomorpaduu (MPT) rosoBHOrO Mo3ra ObLI0
0OHAPYKEHO OTCYTCTBHE THUIEPCUTHAIA OT 3aJHEU I0JIu
runodusa B pexkuMme T1 U yTOJIIEHNE HOXKHU THIOMU3A.
PesysibTaThl GHONICHH JIETKOTO ITOKA3aJIH [EHTPUIIO0YIIAD-
HyI0 5Mpusemy, JTUMPONTIA3ZMOINUTAPHYI0 HHPUIbTPA-
[IUI0, & IMMYHOTHCTOXUMUYECKIE UCCIIe/JOBAHN BBIABIIIN
CD1+ kJIeTKu U Hayinure Oeka S100, YTO MOZATBEP/UIIO Y
MAIUEHTKN JWArHO3 «THUCTHOIUTO3 W3 KJIETOK JlaHrep-
ranca». Taxke ObUIa BBIIOJIHEHA ITO3UTPOHHO-3MUCCHOH-
Hasg ToMmorpadus, COBMeI[eHHAsA C PEHTTeHOBCKOU KOM-
nploTepHoi Tomorpadued (II9T/KT), misa uckiIroueHus
JPYTUX BO3MOJKHBIX OYaroB IIOPa)KeHWH, KOTOpas IOJ-
TBEP/INJIA UX HAJIMYHE TOJIBKO B IAPEHXIME JIETKUX U I'HII0-
¢duse. ITo pekoMeH/ja1IUsIM Bpaueli marfueHTKa 6pocua Ky-
puTh, U mnocyie obcsieoBaHus ObLIa HauaTa KOMOWMHUPO-
BaHHAaA Tepalnusd IUTapaOHMHOM U NpesHU30I0HOM. [Tocse
Ha3HaYeHHs 1epOPaJIbHOTO IeCMOIIPECCHHA ITAIEHTKA OT-
MeTHJIA IIOJIHOE FICYE3HOBEHHE IIOJIMYPUU U MOJIUJUIICUN
yKe B TeYeHHEe IIepBOTO MecAla. YJIyJIIeHHEe CaMOYyB-
CTBUSI HACTYIIUJIO Yepe3 6 Mec OT Havasia jiedeHus [42].
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JlaHHBIN CIIyJall yHUKaJIeH TeM, 4To 3a00JieBaHNe MaHU-
(ecTrupoBaio ¢ KIIMHNYECKON KapTUHBI [IEHTPAJILHOTO He-
caxapHoro auabera M3-3a IOpakeHHs runodusa 10 IOo-
SIBJIEHHS PECIIHPATOPHBIX CUMIITOMOB. HecMoTps Ha MyJib-
TUCHCTEMHYI0 (OpMy 3a00JIeBaHUA, OUard MOPaKeHUH B
KOCT#X, KOK€ U JIPYTUX CHCTEMaX OPraHOB He ObLIu 06Ha-

PY?KEHBI.

KnuHnueckuin cnyyam 2

My»c4mHa, 49 JIET, IOCTYIIJI B OOJIBHHUILY C 3Kay06aMu Ha
IIPOIPECCUPYIOLIYIO OJIBIIIKY, YXy/ALIAONLYIOCS pU GU3H-
YECKOW Harpy3Ke U He 3aBHCAILLYIO OT IIOJIOXKEHHS TeJla, a
TaK’Ke Ha HEIPOJYKTUBHBIN Kallesb, 6eCIIOKOALITUH HaIu-
€HTa B TEUEHUE IIOCIIETHUX TpeX MecsAnes. Jlo MomeHTa 06-
pallleHHs ManueHT cyuTal cebs abCOJIOTHO 370POBBIM.
BBIACHUIIOCH, UTO HAIUEHT ABJIAETCA 3JIOCTHBIM KYPHJIb-
IUKOM C MH/IEKCOM KypeHHs ~ 240—480 (OH BBIKypHBaeT
OKOJIO 1—2 IayeK CHUrapeT B JieHb B TeUYeHHE IPHMEPHO
30 Jiet). Bputa mpoBezieHa peHTreHorpadusa OpraHoB rpyz-
HOH KJIETKH, IIPU ITOMOIIM KOTOPOH ObLI 0OGHApY»KeH Ipa-
BOCTOPOHHUH ITHEBMOTOPAKC C IIOJTHBIM aTeJIEKTa30M JIer-
kxoro. Ilpu mpoBeseHWH KOHTPOJIBHOH peHTreHorpaduu
I1ocJIe IPEHUPOBAHNUSA IIPABOH IIJIEBPAJIBHOM II0JIOCTH OBLIO
3a(UKCUPOBAHO IIOJIHOE PACIIpaBJIeHNE IIPABOTO JIETKOTO, a
TaK)Ke BBIABJIEHBI JIBYCTOPOHHHE MHOKECTBEHHBIE Y3€JIKH
u kucro3Hble ndMeHenusa. Ha KT GpIn 0oTMEYeHH! IByCTO-
POHHHE MHOKECTBEHHBIE TOJICTOCTEHHBIE KHUCTBHI ITapeH-
XHMMBI JIETKUX C HHTEPCTUIINAIBHBIM YTOJIIEHHEM U OYaru
«MaTOBOTO cTeksa1a». O/fHaKO THEBMOTOPAKC PEIUUBUPO-
BaJI, I03TOMY OBLIIO BBIITOJIHEHO MUHUMAaJIBHO HHBa3UBHOE
XHPYpPTUYecKoe BMEIIATeJbCTBO € LEJIbI0 IIEBPO/ie3a U
6uorncuu jerkoro. Ilpu npoBesieHNH TOPAKOCKOIIUY HA I10-
BEPXHOCTH JIETKUX OBLIM OOHAPYKEHBI MHOMKECTBEHHBIE
cyOIuIeBpasibHble KUCTO3HO-GUOpO3HbIe mopaskeHud. Ila-
TOMOP(}OJIOTHYECKOe 3aKII0UEeHNEe [TO/ATBEPAMIIO HATIMUne
CKOIUIEHUS THCTHOIIUTOIOZ00HBIX KJIETOK B JIETOYHOH Ia-
peHxuMe U (HOHOBYIO MHOIIBTPAIMIO BOCHAIUTETHHBIMHI
KJIETKaMH, BKJIIOYAsA 303UHOMUIIBI, TUMQOIUTEI, IIJIa3Ma-
THYeCKHe KJIeTKH U HelTpoduis! (puc. 2). MMyHOTHCTO-

Puc. 2. Mpw 60nbLIOM yBeNM4eHUN BUAHbI KNeTKM JlaHrepraHca
¢ GOHOBOI BOCMaNuUTEIbHOW KNEeTOUHOIN NHOUNbTpaumen, BKiovas
303UHOGUNbI, NMMOLUTDI, NNIa3MaTUYeCcKne KNeTku n Hertpodunbi [43].
Fig. 2. Higher magnification showing Langerhans cells with background
inflammation cell infiltration including eosinophils, lymphocytes, plasma cells
and neutrophils; characteristics of folded and convoluted [43].
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XUMHUYECKOe OKpalrBaHue ObU10 mo3utuBHO Ha CD1a(+),
S100(+) u CD68(+). YuuThiBasi KIMHUYECKYI0 KAPTUHY U
JJaHHBbIe MHCTPYMEHTAIBHBIX U JIA00OPATOPHBIX UCCIIEI0BA-
HUH, IaIueHTy ObL1 BRICTABJIEH IMATHO3 «M30JIMPOBAHHBIN
JIETOYHBIN TUCTHOLNTO3 U3 KiIeToK Jlanrepranca». Ilamu-
eHTy ObUIH JIaHBI PEKOMEH/JAIIUU 110 OTKA3y OT KYPEeHUS U
JUHAMUYECKOMY HAOJIIOZIEHUIO, CHUCTEMHAas MeJHKaMeH-
TO3HadA Tepanus He HasHadanack. KourposnabHble KT serkux
yepes 3 U 14 Mec [I0CjIe IPEKPAIleHns KypeHus [T0Ka3aIx
PEHTTEHOJIOTHYECKOe yiIydlleHue 0e3 JaTbHEeHIIero Ipo-
IPECCUPOBaHUA: YMEHbIIEHNE NHDIIBTPAINH, HCYE3HOBE-
HU€ 0YaroB «MaTOBOT'O CTEKJIa» U YMEHBIIIEHHE TOJILIIUHBI
CTEHOK OPOHXOB U KUCT [43].

OcobeHHOCTD 3TOTO ciIy4ast 3aKkaouaercs B iebrote PLCH
B BHUJI€ CIIOHTAHHOT'O ITHEBMOTOPAKCA y 3aA/JIOT0 KypUJIb-
myKa. OTOT KINHUYECKUH cIydall moaTBepskiaeT sddex-
THUBHOCTb TAKOM PEKOMEH/AINH, KaK OTKa3 OT KypeHU:, B
KauJecTBe IePBOCTEIIEHHOH Mepbl OOPBHOBI ¢ M30JIMPOBAH-
HBIM JIETOYHBIM T'MCTHOIUTO30M 0e3 HeoOXOZMMOCTH Ha-
3HAQUYEHUsI CHCTEMHON MeIMKaMEeHTO3HOU Tepanuu, 4TO
II03BOJIMJIO U30€XKaTh CEPhE3HBIX NOOOYHBIX 3PHEKTOB OT
IIPOBOJIMMOTO JIEUEHUA.

KnuHnueckuin cnyvanm 3

ITanuenT, 16 JieT, TOCIUTAIN3UPOBAH C MPOAYKTUBHBIM
KalllJIeM, OJIbIIIKOH, yTOMJIIEMOCTBIO 1 OTCYTCTBUEM aIllle-
TuTa. CHMIITOMBI IIOSABUJINCh B TeUEHHe IIOCIETHUX JBYX
Hezesb. KpoBoxapkaHnbd U 60Jiel B IpyAu HAIUEHT HE OT-
Mmeuast. [Tpu akTHBHOM paccIipoce BBIACHUIIOCH, UTO TIOZPO-
CTOK sBJII€TCA OBIBIIMM KypPUJIBIIMKOM, Ha IPOTSIKEHUU
TIOCJIEZTHUX 5 JIET OH BBIKYPHBAJI 110 O/THOH ITaYKe CUTapeT B
neHb. Cpenu mepeHeceHHBIX 3a00JIeBaHUN B aHAMHeE3e y
IanueHTa He ObLIO TyOEpKy/jIe3HOW MHQEKIUU, a TaKXKe
IIOJITBEPKJEHHBIX KOHTAKTOB C TYOEpKYJIE3HBIMU 0O0JIb-
HeiMu. [Ipyu ¢usukaspHOM 00CjeJOBaHUU OBLIN BBI-
SIBJIEHBI JTUXOpajiKa (TemiepaTypa tena — 38,5°C), uacrora
JIBIXaHUSA COCTaBJIANA 26 JBIXaTeJbHBIX JIBYDKEHUH B MU-
HyTy. JIumdanenonatuu He Haboa10Ck. [Tpy ayckysibra-
[UU JIETKUX — JIBYCTOPOHHHE XPHIIBL. B obiiem aHanuze
KpOBHU He OBUIO CyIIeCTBEHHBIX OTKJIOHEHHH OT HOpMaJsb-
HBIX 3HAYEHUH, KpOMe [TOHMKEHHOT'0 YPOBHA IeMOIJIOOHHA
(11,2 r/mo). YpoBenb C-peaktuBHoro 6Geska (8 mr/i) oka-
3aJIcAd IOBBIMIEHHBIM. JlabopaTOpHBIE HCCIEOBaHUA Ha
aHTHUA/IEPHBIE AaHTUTEJIA, PEBMATOWU/IHBIN (aKTOP, Al-aHTU-
TPHUIICHH ObUIN OTpULATETbHBIMU. PeHTreHOrpadus opra-
HOB I'DYZIHOH KJIETKH IIOKa3aja KUCTO3HbIe M3MEHEeHHUA U
HeueTKHe KOHTYpbI cocyznoB. Ha KT opramos rpymHO#
kierkn (OT'K) 6bUIH BUIHBI TOHKOCTEHHBIE KHUCTHI JIETKUX,
KOTOpbIe IIPENMYIIeCTBEHHO PACIIOJIarajnuch B BEPXHUX U
cpenHUX oTzesnax. [lanueHT ObUI IEpeBeZieH B IETCKOE HH-
(exnyoHHOE OTZENIEHUE, B KOTOPOM ObLIa Ha3HAYeHA aH-
THOAKTepUaIbHAA TePAINsd, HO YJIyYLIEHUA COCTOSHUA He
OTMeYayIoch. B Xojie JaybHEHIero HCcIefoBaHUuA ObUIH
IIPOBEJIEHBl aHAJIN3 MOKPOTHI HA OIpe/iesieHne KHUCJIOTO-
YCTOMYMBBIX OakTepuil U TyOepKy/JIMHOBas JIMarHOCTHKA.
Ob6a TecTa okazanuch oTpunaTebHBIMU. K coxkanenuio, o
KaKOH-TO IPUYMHE HEKOTOPOEe BpeMs IAI[MeHT He I0/[Bep-
rajicsi AUHAMUYeCKOMy HabJro/ieHuIo. TOJIbKO CIyCTS roj
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61712 IpoBesieHa nosropHasa KT, koTopas nposieMOHCTPH-
poBaJIa yxy/IllleHHe PeHTIeHOJIOTHYECKOU KaPTUHBI: KHCThI
YBEJIMYIUINCH B Pa3Mepe, HEKOTOPbIe U3 HUX CJIHJINCh, & BO-
KpYT IPYTHX cTauia HaburroaThess KoHconuaanus. [Tpu npo-
BeJIEHUM OlleHKN (YHKIUU BHelrHero apixanusi (OBJI)
0Ka3aJIoCh, YTO II0Ka3aTesn — 00beM (POPCHPOBAHHOTO BbI-
Jloxa 3a O/IHy CeKyHJly, GOpCHpOBaHHas JKU3HEHHAs eM-
KOCTh JIETKUX W JIPYTUX JIETOYHBIX 00BEMOB OBLIU CHU-
JKEHBI, KaK U pe3ysabTaTsl Ju(PGY3HOHHOH CIIOCOOHOCTH
serkux. B ian guddepernuaabHON JUATHOCTUKY BXOJINIT
TaKOH INArHO3, KaK JUMGAHTHOIEHOMIOMATO3 JIETKUX, a
Takke paccmarpuBacsa sapuant PLCH. buoncus npasoro
JIETKOTO C TIOCJIEAYIOIIMM HMMYyHOIHCTOXUMUYECKUM HC-
cinepoBanreM Ha CD1a u S100 nogrBepauia nuarno3 PLCH
B CBA3H C OTCYTCTBHEM /IDYI'HX 04YaroB IIOpakeHus. bpuio
Ha4yaTo JUINTEIbHOE JIeYeHHe BUHOJIACTHHOM U IIPEJHU30-
JIOHOM, HO 3a00JIeBaHMe IIPO/I0JIPKAJIO IIPOTPECCUPOBAThH —
Ha 11oBTOpHBIX KT OI'K ObLIH 337J0KyMEeHTHPOBaHbI HOBBIE
ouardu IopakeHus. B cBsA3uM ¢ 3TUM Tepanus Obuia mepe-
CMOTpE€Ha U Ha3HAYeHbI JIpyTHe IIperapaTsl: KIaJpuOuH 1
nutapabuH. ITocsie 4 KypcoB KOMOMHHUPOBAHHOM XUMUOTE-
panuu y nanueHTa UCYe3sId CUMIITOMBI, a kKapTuHa Ha KT
ocraBasiach CTaOUJIBHOW — HOBBIX 0YaroB He ObUIO OOHApY-
skeHo. [lokasarenu npu nosropHoit @B/ ysydmuincs mo
CPaBHEHHIO C TEMH IIOKa3aTeJIIMH, KOTOpble OBLIN IOJIy-
4YeHBI ZI0 Havasa JiedeHus. Ilpu HabsofeHuy 3a manueH-
TOM B TeueHHUe 5 JIET pelnuauBa 3a00JieBaHUA HE IIPO-
H30IILI0 [44].

OueHp peAKUU CJIydyaill W30JIMPOBAHHOTO THUCTHOLUTAP-
HOTO NTOPayKeHU JIETKHUX y II0JIPOCTKA C aHAMHE30M aKTHB-
HOTO KypeHH: [O/ITBEPK/1aeT BIUAHNE STOU BpeAHOU IIPHU-
BBIUKM Ha BO3HHUKHOBEHHE JAHHOro 3a00JIeBaHUA He
TOJIBKO y B3POCJIBIX, HO U y ZieTei. Hy:KHO TOMHUTB, 4TO U
IacCUBHOe KypeHHe pebenka moxket Bbr3Bath PLCH. ITpu-
MeYaTeJIbHO, UTO B IIPUBEIEHHOM CJIydae OBLIO 3aperu-
CcTpUpOBaHO pedpaKTepHOe TeueHHe 3a00JIeBaHUA IOCIe
Tepanuy 1-d JINHUY, ABJAIONelcs oOIeNpUHATHIM CTaH-
JlapTOM JIJIs1 JIEUeHUA IeTe.

KnuHnueckuin cnyyai 4

[ManueHT, 52 10/1a, HATIPABJIEH B OOJIBHUILY € KaytobaMu
Ha KallleJib, HE3HAYNUTEIBHYIO O/IBIIKY U 6016 B rpyau. [1a-
[IMEHT UMeJI Bpe/IHbIe IIPUBBIYKU: OH BBIKYpHBaJI IPHUOIH-
3UTEJIBHO 36 IIaUeK CUTapeT B IOJ U YIOTPeOIIsAI aJIKOr0JIb
B 00'beME OKOJIO 50 T B cyTKU. I[Ipu ocMoTpe 0OHApY:KEHO
yBeJIn4eHue rneyeHu. IlopaskeHus KOXKH, yBeJIUIEHU JINM-
¢doysioB, a TaxKe U3MEHEHUU CO CTOPOHBI /IBIXaTeJIbHOU
CHCTEMBI BBIABIEHO He ObuIo. OOIMU aHAIN3 KPOBHU B
HOpMe. B OGHOXMMHYECKOM aHajau3e KPOBU IIOBBIIIEHBI
YPOBHH HEKOTOPBIX I1€YEHOUHBIX (EPMEHTOB: acrapTrar-
amuHoTtpaHcdepasa (ACT) — 9o En/i, aTaHnHAMHHOTpPaHC-
depaza (AJIT) — 89 En/n, ramma-riyramuirpancdepasa —
63 En/n u menounas docdaraza — 128 Ex/in. Ilpu atom
YPOBHHU ayIb0yMUHA ¥ GHMIHPYOHHA OCTABAIKCH B IIpeJiesIax
pedepeHcHBIX 3HaueHNH. bpl1a BBITOSTHEHA PEHTIEHOTpa-
¢usa rpysHOU KIIETKH, JIEMOHCTPUPYIOIIAsA MHOKECTBEH-
Hble y3eJIKH ¢ IpeobiasanueM B BepxHel yactu. KT OT'K
MIOATBEPAIIIA HAJTUYKe MHOKECTBEHHBIX EHTPUIOOYIIAP-

HBIX y3€JIKOB U KHCT, IIPX 5TOM OKPY>KaloIlas JieroyHas na-
peHxuMa ObIa HOPMAaJIbHOU. DTH MATOJIOTUYECKHE HU3Me-
HeHUs Ipeo0sIalayii B BEPXHUX JIOJIAX, PACIIPOCTPAHSAACH
JI0 CaMBbIX HIDKHHX cerMeHTOB Jierkux. Ha KT opranos
OPIOIIHOH HOJIOCTH — TeNaTOMETaIUsA ¢ MHOXKECTBEHHBIMHU
THIIO/IEHCHBIMH y3€JIKaMH Pa3MepoM /10 15 MM, HEKOTOpPbIe
W3 HUX CJIMBAJIUCH MeXAy co0OM. PacIiupeHus JKerIHBIX
IIPOTOKOB U IPYTUX U3MEHEHUH B OpraHax GpIOUIHON 110J10-
CTH BBIABJIEHO He ObLI0. B ¢BA3M ¢ 9THUM ObLIa BBIIIOJIHEHA
Ouoncus nedeHu. IIpu MHKPOCKOIIMU IIOJyYEeHHBIX OHO-
nraTtoB Obp1a OOHapy:keHa JuMorUTapHass WHQUWIBTPA-
OUA TapeHXUMBbI IIeYeHH € MHOTOS/IEPHBIMU KJIETKaMHU.
ITocnenHue OKpAIIMBAINCH MONIOXKUTEIbHO Ha CDi1a, uTo
TIO/ITBEPAWIIO JUATHO3 «THCTUOIIUTO3 U3 KJIeTOK JlaHrep-
ranca». bputa HayaTa cucTeMHAs Tepanusd BHHOJIACTHHOM
U IIPEHU30HOM, KOTOPas IoKasasa xopomwui s¢dexr. Ha
nocsteayiomux KT opraHoB GPIOIITHOM MOJIOCTU TATOJIOTH-
yecKuX 00pa30BaHUl B IIeYeHU He 00HAPYKUIH [46].

IleyeHpb ABIAETCA OPraHOM PHCKA IIPU THCTUOLIUTO3E U3
KieTok JlaHreprasca, ee HopaskeHUE aCCOIIMMPOBAHO C ITOBHI-
IIEHHOU JIETAJIBHOCTHIO. BOBjleueHre B IATOJIOTHYECKHH
IIpollece IeYeHH y B3POCJIbIX HaOJIofaeTcs KpalHe PeiKo,
mosToMy OoJiee paHHee yCTaHOBJIEHHE TOYHOTO JIUarHo3a
II03BOJIAET HA4aTh CBOEBPEMEHHOE JieueHHe, KOTOPOe 3HAYH-
TEeJIBHO YITy4IlIaeT AaJIbHEHINH IPOrHO3 HaIlieHTa.

KnuHnueckuin cnyvanm 5

My:»kumnHa, 34 rozja, 00paTHICA B IEPMATOJIOTHIECKOE OT-
JleJIeHre ¢ JKao00l Ha HaJWu4due JIByCTOPOHHUX I10JIMBbI-
IIEYHBIX 3B, KOTOPbIE IOABIJINCH OKOJIO OJTHOTO rofia Ha-
3a/1. SI3BBI ITOCTEIIEHHO YBEJINIUBAIKCH B Pa3Mepe, a B I10-
cJIeZiHUE TTONIro/ia cTany O6osie3HeHHBIMU. [lanyienTa Takxe
OecriokomIa 3y/AIIas ChINb, IOSBUBIIASACA HA JIULE U BO-
JIOCHCTOH 4YacTd ToJIoBbL. IIpum pmaspHEHIIeM BBIACHEHUU
3KaJ100 0Ka3aJI0Ch, YTO HA IIPOTSKEHUH Y3Ke TPEeX JIET Ialiy-
eHTa OECIIOKOAT He TOJIBKO KOXKHBIE CHMIITOMBI. Y HETO
OBLIN YyBCTBO 3aJI03KEHHOCTHU B TPY/IHOH KJIETKE, C1abO0CTh,
MIOJINJUIICHA U IIOJIMYPUS, aJIONelus, CEeKCyaylbHas JIHUC-
(yHKIUA, yBETMYEHNE MACChl TeJIa U MaCTOIATHA, COIIPO-
BOXKJamomasaca Oosplo. Hanudne JUXOpasiKl U HOYHOU
IIOTJIMBOCTH ITAIMEHT OTpULaI. Ha NpoTs:KeHUn JITUTe b
HOTO IIepHoJia BPEMEHU IaIFieHT O0paIiayicsi BO MHOIHE
KJIMHUKU CBOEH CTPaHbl, I7ie eMy BBICTABJIAJINCH Pa3HBIE
JINATHO3BI: MHOXKECTBEHHbIe (YPYHKYJIbl; HEyTOUHEHHAsd
MH(EKIUA KOXKU U MATKUX TKaHEW, THAPAJIeHUT, 9K3eMa,
KaH/I1/103, cCe0OPENHBIN JIepPMaTUT U JlaKe [0/I03PEeHne Ha
60s1e3Hpb Xeimn—Xeian. IlanyenTa jgedniyu aHTHOAKTEPH-
aJIbHBIMH CPE/ICTBAME CHCTEMHOTO JIEUCTBHA W IIperapa-
TaMU I MECTHOTO IPUMEHEHHA: TOBUI0H-HO/, Qy3uu-
HOBasi KUCJIOTA, I1edakyIop, a3UTPOMUIIUH, HO JIEYEHNE He
r“Mesio ocoboro nosoxuTesbHOro addexra. Ilpu ocmorpe
5JIEMEHTBI CBIITY B BUZle HEOOIBIINX KPACHOBATHIX IIATEH U
IaITyJI JIOKAJIN30BaJINCh B OCHOBHOM Ha JIMIIE B 00JIACTH HO-
cOryOHOTO TpeyroyibHuKa U Ha Jiby. OZ[HOBpeMEeHHO ObLI
3aI07I03PEH OJJHOCTOPOHHUH 3K30(]TanbsM. Bpuio o6Hapy-
JKE€HO IIOpaKeHUe KOXKU HaPYKHOT'0O CJIyXOBOT'O ITPOX0a I10
Tuiy cebopeiiHoro aepmarurta. B 00enx IOAMBIIIEYHBIX
BITaJITHAX BHU3YAJIHU3UPOBAINCH A3BBI C XOPOILIO BBIPAXKEH-
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HOU TPaHYJIAIMOHHOU TKaHbIO. Kpome 3TOTO, THE3MOBU/A-
HbIe A3BbI 0e3 BblZleJIeHNH ObUIN OOHAPYKEHBI U B IIAXOBOH
obsacty, pasMepoM IPHUMEPHO ¢ coeBbli 606. ITpu ayc-
KYJIBTAI[UU JIETKUX ObUIM OTMEUYEHBI JKECTKOE JIbIXaHHE U
JIBYCTODOHHYE BJIa>KHbIe XpUIIBI. OTMEYaIoCh yBeJIMUeHUe
pPa3MepoB KUBOTA, IIPH IAJIbIAINH KOTOPOro O6buia o6Ha-
py’KeHa yBeJIMYeHHas IeYeHb IIOTHOBATOH KOHCHUCTEH-
nuu. JIabopaTopHbIe HCC/IeOBaHUA IOATBEPANIN HAJH-
4ye CHCTEMHOIO BOCIIAJIMTEIBHOTO OTBeTa: ypoBeHb CO3
ObLT paBeH 23 MM/4, a ypoBeHb C-peakTHBHOTO Gejka co-
cTaBiisI 50 Mr/J1. Bput udmepen yposeHb TTI B cbIBOpOTKe
KpPOBH, KOTOPBII ITOKa3aJI OYeHb HUBKUE 3HaueHus: (0,021
MMe/i1), B 3TO K€ BpeMs ypOBEHb IIPOJIAKTHHA ObLI HOP-
MaJIBHBIM. B GHOXHMIYecKoM aHain3e KPOBU ObLIN IOBHI-
mess! ypoBHU ACT, AJIT u stakraraeruaporesassl. KT OT'K
BBIIBIJIA KHCTO3HbIE 0OPA30BAHUA B JIETKUX U YTOJIIEHUSA
MeK/I0IbKOBBIX neperopofok. Ha MPT ronoBroro mosra
OospIas yacTh TMNO(U3APHONA SMKH IIOKa3aja CUTHAI
CIMHHOMOB3TOBOU JKUJKOCTU, a 0oObeM rumnodwusa ObLI
3HAYUTEIHHO YMeHbIIeH. [Ipu cuuAaTHTpad UM KOCTEH IIpo-
WM30LIUI0 HAKOIUIEHUE IIpeliapara B Ipy/AHHE, 00enx Hoj-
B3/IOIIHBIX KOCTSIX U B 00siacTé Ta300€e/IpeHHOT0 CyCcTaBa.
ITpu nomomu KT rosoBHOro Mosra B cTeHKe OpOUTHI IIpa-
BOTO IJIa3a BBIABJIEHA Y3JI0BasA TEHb, Pa3Mep KOTOPOU CO-
craBu 8 MM. Broncus KoKy B MecTax IaTOJIOTMYECKHIX 00-
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