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Pesiome

McTnountos ns knetok JlaHrepranca (FKJ1) asnaetca pea-
Ko cucTemMHoi natonornein. OcobeHHO pepko Mpuxo-
ONTCA BCTPEYaTbCA C NOPaXKEHUEM NETKNX U KOXMW, JONA
cnyyaeB KOToporo Bapbupyet ot 20 go 40% npwv mynbTu-
cuctemHom KJ1. MpepcTaBneHbl ABa KINMHWYECKUX CllyYas
IKJ1 c nopakeHnem nerkux, Koxku, runodusa n Kocten, oT-
NMYaloLWmnXca Hayanom (MaHudecTaymein) 3aboneBaHns ¢
pPa3nnUHbIMK TEMMaMKU MporpeccupoBanus. MNMoapobHo
pPacCMOTPEHbl Hanbosiee XapakTepHble KIVHUYeCKue,
nyyeBble, GpyHKLUMOHasbHble 1 MOPPONOrnYeckre oco-
6eHHocTU TKJ1. KnuHuyeckme nposiBneHna rmcTmounTo-
3a KOXU HecreunduyHbl, YTo 3aTPyAHAET AMArHOCTUKY
lKJI. B HacToAwWee BpemMAa 4acToTa AaHHOW MaTtonorum
yBENMUMBAETCA, UTO MOBbILLAET OTBETCTBEHHOCTb 3a ee
CBOEBPEMEHHYIO AMArHOCTMKY, OCHOBaHHYI0 Ha MpoBe-
AEeHUN YeTKUX KIMHUKO-MOPPONOrmyecknx cornocrasne-
HUNM. InAa NnpaBunbHOM ANArHOCTMKN U CBOEBPEMEHHOIO
neyeHna HeobxoaMMo NpoBefdeHne GUONCUN NaToNOrn-
YecKkoro oyvara C nNocieayrLWuM rmcToNorMYeckM 1 M-
MYHOTMCTOXUMNYECKUM NCCNefoBaHNEM C aHTUTeaMI K
npotenHy S100, CD1a, CD68, CD207 (naHrepuH).

KnioueBble cnoBa: rmcTmoUnTos 13 KNeTok JlaHrepraH-
Ca; MOPaXKeHMe KOXMK, Nerknx

Summary

Langergans cell histiocytosis (LCH) is a rare orphan pa-
thology. Even rarer the clinicians see histiocytic lesions of
the lungs and skin, the share of cases varies from 20-40%
in case of multisystem LCH. Two clinical cases of LCH with
lesions of the lungs, skin, pituitary gland and bones which
differ in the manifestation and progression speed of the
disease, are presented. The most characteristic clinical,
radiological and functional features of pulmonary LCH
and morphological changes are reviewed in detail. The
clinical manifestations of skin histiocytosis are nonspeci-
fic, making it difficult to diagnose LCH. Currently, the fre-
quency of this pathology is on the grow, which increases
the responsibility for its timely diagnosis, based on clear
clinical and morphological comparisons. For proper dia-
gnosis and timely treatment, a biopsy of the pathological
focus is necessary, followed by histological and immu-
nohistochemical examination with antibodies to protein
$100, CD1a, CD68, CD207 (langerin).
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BBepeHme

Mmctnounto3 M3 Knetok JlaHrepraHca (ructuoum-
TO3 X, NaHrepraHCOKEeTOUHbIN FpaHynemaTos, rmcTuno-
LUUTAPHBIN  peTukynes, 303UHOPUIbHAA rpaHynema
N Op.) — pefakoe cuctemHoe 3aboneBaHue, XxapakTepu-
3ylouleeca nponudepaumen kKneTok JlaHrepraHca, obpa-
3YIOLWMNX MHOXECTBEHHbIE [ABYCTOPOHHME MHOUAbTPAThI
UNK y3enKK, B LEeHTPe KOTOpPbIX, Kak Npasuno, popmumpy-
eTcA NonocTb. B cooTBeTCTBUM C pekomeHZaunamm Mex-
AyHapoZHou rpynnbl 3kcneptoB (1989 r.), Ha3BaHue
«TUCTUOUNTO3 X» 3aMEHEHO TEPMUHOM «TUCTUOLUTO3
13 Knetok JlaHrepraHca» (I'KJ1). CoBpemeHHOe Ha3BaHMe
ABNAETCA ONTUMAJNIbHbIM, TaK Kak OTpakaeT Mpoucxoxae-
HUe KNeToK, NPeanofioXUTENIbHO U3 AEHAPUTHbIX KNEeTOK
nnu makpodaros [1-4]. Bce ructmounTosbl pa3gensatoT Ha
Tpu rpynnbl 3aboneBaHni: | — naHrepraHcoKNeTouHbIl
rmcTnoumnTos; Il — HenaHrepraHCoOKNeTouYHble, MOHOLM-
TapHO-MaKpodarasibHble nponudepupyiole rucTno-
unTo3bl (6onesHb dpareima—Yectepa, 6onesHb Posan-
Jopdmana); Il — 3n0KayecTBeHHble TUCTUOLUTO3bI
(1987). NNaHrepraHCOKNETOYHbIN TMCTUOLUTO3 — efuH-
CTBEHHbIA M3 TMCTUOLMTO30B, NPU KOTOPOM BO3MOXKHO
N30N1poBaHHOEe nopaxeHue nerkux [5]. Jlerounbin MKJ
B3POCIbIX — UHTEPCTMLMANbHOE 3aboNeBaHne, KOTOpoe
BblABNAeTCA, No MHeHuto R. Vassalo n coasT. (2002), Kak
N30/IMPOBaAHHOE CaMOoCToATeNbHOe 3aboneBaHue B 15%
Cly4aeB M MPUMEPHO C TaKOW »Ke YaCTOTON CY>KMT NPOAB-
neHnem MynbTUCUCTEMHOIO 3aboneBaHua [6]. 3abonesa-
emocTb [KJ1y geTeln oT ogHOro fo Tpex ner (8) Bapbupyet
oT 4 no 9 cnyyaes Ha 1 MiH B rof [7], o6bluHO B BO3pacTe
OT ofHOro Ao Tpex net [8]. Y B3pocsbix 3abonieBaHve BO3-
HMKaeT B Bo3pacTte oT 20 go 40 net, npeobnagaot Myx-
4YnHbl. PacnpoctpaHeHHocTb [KJT coctaBnAeT 1 cnyyan Ha
560 TbIC. XuUTenemn, a cpeamn 60MbHbIX MHTEPCTULNANBbHDI-
My 3aboneBaHuamn nerkunx (U3J1) — 4% [6, 9, 10]. Cpean
4596 60nbHbIX 3J1, HabnoAABLWIMXCA B KNUHWKE MYNbMO-
Honorun HAW nHTepcTnumanbHbix 1 opdaHHbIX 3abose-
BaHu nerkux MNCH6rMY unm. akag. V.M. Nasnosa, 60onb-
Hble ¢ neroyHbim MKJT coctaBunm 4,1% [11]. BonblwMHCTBO
nccrepoBaTtenelt oTMeyvatoT npeobnagaHue mL My»CcKo-
ro nona [11-13]. MNaTtoreHes MK/l n3yueH HegoCTaTOUHO.
B passutum IKJT BegyLiyto ponb CBA3bIBAIOT C Hapylue-
HYeM MMYHHOW cucTembl [6, 14, 15]. ObcyxpaeTca ponb
KypeHus, B CBA3U C YeM pAg UccnefoBaTesieil OTHOCAT
KN k rpynne W3J1, accounnpoBaHHbIX C BO3OeNCTBUEM
TabayHoOro ApiMa (OeckBamaTVBHaA WHTEPCTMLMANbHanA
MHEBMOHVSA 11 PECMINPATOPHbIN BPOHXMONNT C UHTEPCTU-
LUnanbHbiM 3aboneBaHnem nerkux) [6]. Mpegnonaratot,
YTO CMrapeTHbIV AblM 3anyCcKaeT Lenb JIoKabHbIX BOCMNa-
NINTENbHbIX PeaKLMI C OCBOOOXAEHNEM PAZia LIUTOKVHOB,
4YTO NPUBOAUT K PEKPYTUPOBaHMIO KNeToK JlaHrepraHca
N HaKOMJIEHWNIO X B TKaHW Nerkmx. Kak n3BectHo, Knet-
K1 JlaHrepraHca yyacTBYIOT B MpoLieccax BOCMNaneHus u
3KCMpeccnn pasfinyHbiXx GpakTopoB, BKIOYAA MeTaso-

npoTenHasbl U MeguaTopbl BocnaneHus. B 1o xe Bpems
pa3BuTUE Y feTel (BKIoYasa HOBOPOXKAEHHDIX), HanMune
BHEJNIErOYHbIX MPOABMEHWI MO3BONAIOT MPEAMNONIOKNUTb
pOnb HacNeACTBEHHOCTY B BO3HUKHOBeHUM [KJT. OTKas ot
KypeHus y HebonblIOW YacTu 60MbHbIX NPUBOAUT K 00-
paTHOMY Pa3BUTMIO U3MEHEHUI nerkmx [16-18].

Hanuune cnyyaeB ructmoumTosa y POACTBEHHUKOB
CBUIETENbCTBYET O TEeHeTMYEeCKON [eTEPMUHNPOBAH-
HOCTK 3aboneBaHus. Tak, 13 167 naymMeHToB, HabngaB-
LNXCA B KNVHUKe nynbmoHonoruy MNCM6rMy mm. akag.
W.MN. NaBnoBa, y 6 (4%) 6b11 AMArHOCTUPOBaH CeMENHbIN
KN (B ABYX ceMbAX — y pOfHbIX OpaTbeB, B TpeTbew ce-
Mbe — y oTua 1 cbiHa) [11]. B HacToALEee BpemsA Npu reHe-
TUYECKOM aHanum3e 06pasLioB C NOATBEPKAEHHBIM UMMY-
HOrncToXMmmnuyecknm mnccnegosaHvem (AMX) BbisBneHsbl
pedektbl B 22Q, 9p 17p npyi MUHUMANbHbIX TMCTONOr-
Yyeckmnx nameHeHuax [19]. Xapaktep KnoHanbHOM Nponau-
depaumm KneTok JlaHrepraHca B oyarax nopakeHua gan
OCHOBaHWe NPeAnoNoXnTb OMyXosieByto Npupoay 3abo-
neBaHuA. CnepyeT Takke OTMeTUTb, YTo y 50-60% 60nb-
Hbix [KJT BbIABNAETCA cOMaTMyYeCKas MUCCEHC-MyTauuma B
reHe BRAF, npuBogdALwasa K 3ameHe BajviHa Ha ryTaMuH
B 600 nonoxeHun (o6o3HauaeTca Kak BRAF V600E) [20].
OnuncaHbl TakxKe comaTnyeckue mytaumm B reHax MAP2K1,
MAP3K1 [21, 22]. CornacHo kKnaccudukaumm onyxonem
nerkux (2015), TKJ/1 oTHOCAT K NMMGOrncTMOLUTaPHbIM
onyxonsam (Lymphohistiocytic tumors) [23].

K1 moxeT nopaxaTb Nl06ON opraH uamM cuctemy
OpraHoB, MaHudecTaLuMa He BCerga cBA3aHa C JIETKUMY,
MMEITCA CJlyyan NepPBUYHOIO MOpPaXKeHUsa ApYyrux opra-
HOB. HepeOko Koxka ABNAETCA MepBbiM MPOABNEHMEM
6onesHu. [opakeHre KoXn BaprabenbHo — MesiKue Be-
3UKYIbl, NYCTYJbl C >KENTbIMWU KOPOYKaMW, SpUTEMA, Yalle
Ha BOJIOCUCTOM YacTW roOnoBbl. [epmaTofiorn KOXHO-
BEHepuuyecknx paucnaHcepos (KBL) v Bpaun obuien
NPaKTUKM 0ObIYHO YCTaHaBMBAIOT OLWMOOYHbIN [MarHo3
cebopenHoro gepmatnta unm sksemol [24], n, HecmoTpA
Ha HeaJeKBaTHOCTb Tepannn, CBOEBPEMEHHO He MPOBO-
AUTCA buoncus Koxku 1 guarHo3s MK/, Kak npaBuno, ycra-
HaBMMBAETCS MO3HO.

MaTepuanbl 1 MeTOAbI UCCNIEA0BaHNA

MpoBeaeH pPeTpoCneKTUBHbIN KIMHWUKO-MOpPdOoioru-
Yyeckuin aHanms GMONCUMHOro MaTtepuana, NnosyyeHHo-
ro Npv BMAEOTOPAKOCKOMUN (MM OTKPBITON Guoncum)
Nerknx N Koxm y 67 n3s 167 6onbHbix [KJT (My>KUnHbl/
XKeHwuHbl — 103/64 (62%/38%), cpegHunin Bo3pacT —
34,5+13,1 roga, Kypunbwmkn — 53%), HabnogaBLWNXcA B
KnuHuke nynbmoHonorum MNCHermMy mwm. akag. W.r. Nas-
nosa c 1982 no 2020 r. (MnbkoBny M.M. n gp.) [11]. Y 32
13 67 60MbHbIX (47%) C NOPaKeHVEM NETKNX, COCTaBMB-
LUINX OCHOBY UCCNefoBaHUA, ObinNy BbIABEHbI BHENErou-
Hble M3MeHeHUsA: nopaxeHue runopmsa — 17 (25,3%),
Ko — 8 (11,9%), npuuem y AByX OONbHbBIX NEPBUYHO
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6blina nopaeHa Koxa; koctern — 7 (10,4%). fmctonormye-
CKIMe cpe3bl OKPaLLMBaNNCh reMaTOKCUIIMHOM 1 031HOM,
no BaH [M30Hy, a3yp-203nHOM. VIMMyHOrncroxmmueckoe
nccnefoBaHue NPOBOAUIIOCH C aHTUTENaMU K NPOTENHY
S-100, CD 1a, CD68, CD207 (naHrepuH).

Pesyn bTaTbl ncaiefqoBsaHnA

O6pallaet Ha ceba BHUMaHMe HECOOTBETCTBYE CyOb-
€KTUBHbIX *aJlob 1 0OBEKTUBHbIX KIMHUYECKMX AAHHbIX.
Mpu XpOHUYECKOM TeUeHUIN y 60bLIMHCTBA 605bHbIX K/
OTMEYaEeTCs NAaTEHTHbIN — 6eCCMMNTOMHBIN nepuod. Tak,
y 27 60nbHbix (40,2%) 3a6oneBaHme ObII0 BbIABNEHO CITy-
YalHO npu npodunakTnieckom dnooporpadryeckom
nccnegoBaHun. OctanbHble 60bHbIE MPeabABAANMN Xa-
no6bl Ha OfbILLIKY CMeLlaHHOro xapakTepa (43,2%); cyxoi
Kawernb (37,3%); yacTb 605bHbIX (8,9%) — Ha NoBbILEHVe
TemnepaTypsbl Tena, cnabocTb, noxygaHuve. Y 3 nauneHToB
(4,4%) NpyunHO ObpalLeHMA K Bpady Obln »anobbl Ha
6011 B rpyAHON KNeTKe U OAbILKY, BO3HUKLINE B CBA3M
C pa3BUTMEM CMOHTAaHHOrO MHeBMOTOpakKca. Noutn no-
noBuHa 60nbHbIX (47%) NpeabaBnAna xanobbl, 06ycnos-
NeHHble BHeneroyHbiMy nopakeHuamm MKJ1 (17 — nopa-
XeHue rmnodursa, 8 — nopaxkeHune Koxu, 7 — nopakeHve
KocTel). Y 13 60nbHbIx (19,4%) OTMeuancs akpouunaHos, y
6 nauneHToB (8,9%) — «nanbubl [MNNoOKpaTa», Bblpa)eH-
HOCTb 3TUX NPOABJIEHNI 3aBMCENA OT CTEMEHN N ANUTENb-
HOCTW AblXaTeIbHOM HEAOCTAaTOYHOCTI.

Mpn XPOHMYECKOM BapuaHTe TeuyeHWs OoTmevasncs
ANUTENbHBIN 6ECCUMMTOMHbIN NePUoS C MeasIEHHbIM Mo-
ABNEHMEM W HapacCTaHMeM »Kanob Co CTOPOHblI OPraHoB
abixaHua. YeennueHue COD, nenkoumTos, pexe aHemMus,
TpomMbouuToneHna Obi XapaKTepPHbl NPU OCTPOM U Mo-
JIOCTPOM TeueHun 6onesHu. Ha paHHeln ctagun 3abone-
BaHUA Ha peHTreHorpammax OpraHoB FPYAHOWN KNeTKu
onpefenAnicb ABYCTOPOHHME MENKOOYaroBble 3aTeHe-
HMA Ha pOHe YCMIIeHHOr o NeroYHOro PUCyHKa 3a cyeT MH-
TepCTULNanbHOro KoMnoHeHTa. Ha no3gHux ctagmax MNKJ
Ha peHTreHorpammax OpraHoB rpyAHON KNeTK/ NoABNA-
eTcA cpefHe- 1 KpynHosdeuctas gedbopmaums neroyHo-
ro pYcyHKa, 00ycnoBsieHHas KMCTO3HO-0yne3HoN nepe-
CTPOWIKOWM NEeroYyHon TKaHu, BbiABnAemMas y 53 GONbHbIX
(79,1%). Mpwn KomnbloTepHOM TOMorpadpun (KT) nerkux Ha
nosgHewn ctagum 3aboneBaHuns y 605bHbIX onpesensanmnch
TOHKOCTEHHbIE Pa3HOl BeIMUMHbI KACTO3HO-Oyie3Hble
06pa3oBaHNA, pacnpoCTpaHeHHble NPerMYyLLECTBEHHO B
BEPXHMX U cpefHux oTaenax. Mpu nepdy3MoHHON CUMH-
Turpadum nerknx ¢ *°"Tc BbIABAANUCD PasfnyHble MO
BE/IMYMHE 30HbI, BbIK/IIOUEHHbIE N3 KPOBOTOKA Ha poHe
pa3HO CTerneHu BbipaXeHHOCTY HapyLIeHNA MAKPOLMp-
Kynaumm.

Mpw KoMNekcHOM nccnefoBaHUn GYHKLMN BHELLHe-
ro abixanua (OBM) y 32 naumeHToB (48%) c nerouHbim MKJ1
npeobnagan 06CTPYKTUBHbBIA cHAPOM, Y 14 (21%) — pe-
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CTPUKTUBHBIN, 3 (4%) — CMelLaHHbIV BapuaHT. Y 18 6onb-
HbIX (27%) HapylweHnAa BEHTUNALMU OTCYTCTBOBAsIN.
Y 58 nauneHToB (86%) OblNO BbIABIEHO CHUXKEHUe And-
dY3MOHHOWM CMOCOGHOCTY NIEFKUX NPU 3afiep>KKe Ablxa-
HUA. AHanornyHble n3meHeHna GyHKUMK Gbin BbisBe-
Hbl A. Tazi u coaBr. [25].

OcobeHHOCTb KNMHMYeckon KapTuHbl TKJT npupgatoT
NPU3HaKKM, XapaKTepusylowme nopaxeHue Opyrmx op-
raHoB (kocteli, Koxu, runoousa). bonesHb XeHga-Llyn-
nepa-KpucueHa (Hand-Schuller-Christtian disease), xa-
paKTepu3yoLanca TPMaaom NPrU3HaKoB (AeCTPYKTUBHbIN
OCTeoNn3unC, 3k30dpTanbM, HeCaxapHblll AnabeT) oTmeuya-
nacb y 6 naumeHToB (8,9%). Ouarv gecTpykumm TypeLKo-
ro ceffla HepeaKko COYETaTCA C HECaxapHbIM MOYEN3HY-
peHneM. Mo pe3ynbTataM COOGCTBEHHbIX HAGMOAEHNI Y
15 60nbHbIX (22,4%) nopakeHue runodunsa NpPosABIANOCh
npri3HakaMn HecaxapHoro AuabeTta: »Kaxnon (6onbHble
BbinuBanu Ao 10-12 n XUAKOCTU B CyTKM), nonuypuen,
CHUXeHMeM yaenbHoro Beca moun go 1001-1003. Y aByx
MOJIOAbIX »KEHLWWMH NopakeHue runodrsa nNpoABnAnoCh
CTOMKOW ameHopeen. [Tpu peHTreHoNnornyeckom uccne-
[OBaHMM TypeLKoro cefna y 3Tnx 60nbHbIX NPU3HAKOB,
YKa3blBalOLMX Ha YBenMyeHne pa3mepos runodusa, He
6b110 MoNyyeHo.

MopaeHune NNOCKNxX KOCTel OblNo BbisiBIEHO Y 7 6011b-
HbiX (10,44%). VI3meHeHNsa NOKann3oBannCb B HUKHEN U
BEpPXHel uenoct — B 4 cyvasnx, B pebpax — B 4 ciiyyasx,
y 3 yesioBekK B KOCTAX MO3rOBOro Yepena 1 o OgHOMY CJ1y-
yalo — B JIOMNaTKe 1 B MO3BOHOYHVIKe. B eIMHNYHbIX cryya-
AX OTMEYanochb NopakeHVe HECKONbKNX KOCTel. [pun peHT-
reHONIOrMYeCcKoM MCCNefoBaHUN B KOCTAX OMpeaensnmcb
Pa3nMYHON BENMYMHBI OYarn AeCTPYKUUM OKPYrIoN unuv
oBasnbHol dopmbl. MopaxkeHne pebep y 3 H60MbHbIX NPO-
ABNANOCb 6€CNPUUNHHBIMUN NATONIOrMYECKMU Nnepenoma-
MU. Y ofIHOro 6051bHOro B aHamHe3e 6blS1 NaToNorMyeckuni
nepesioMm BOCXoAALLEeN BETBU HKHeN Yentocti. CUMnTom
«nnaBaloLmx» 3y60B oTMeuYanca y 4 60MbHbIX MOMOAOro
BO3pacTa.

MopaxeHne KoK OblIO BbISIBEHO Yy 8 0GO/bHbIX
(11,9%), npnyem y 2 nauMeHTOB NOpa)KeHne KON npes-
LIECTBOBANO MOPAXEHWUIO NIerknx. MI3meHeHMA KoOXu oT-
NMYaNUCb B 3aBUCUMOCTM OT UX NoKanm3aumn. Tak, Ha
KOXe N1ba 1 BUCKOB MO rpaHuLe PocTa BOJIOC 3MEHEHUS
npeacTaBnAnm cobon TeCHO PacnoioXKeHHbIE Y3e/Ku, No-
KpbITble KOPKamMy CEPOBATO-KOPUYHEBOIO LIBETA, a TakXe
Y3€/IKOBO-MYCTYe3Hble 3f1eMEeHTbl U MeJsikie pPy6urKu.
B naxoBo-6efpeHHbIX CKnagKax KOXHble U3MEHEeHUs Xa-
paKkTepu3oBanncb 6GONe3HEeHHbIMU YMNOTHEHUAMU CU-
HIOLHO-KPaCHOrO LiBETa C 9PO3MBHOM MNOBEPXHOCTLIO JO-
cTuratowe nHorga 10 cm B guameTpe. Y oiHo 60/1bHON B
NoAMbILIEYHbIX BMaAVHAX UMENIMCb KOHIoMepaTbl ry6o-
KO pacnofioXKeHHbIX CKpodynonofo6HbIX GoKTynpyto-
LLIMX Y3/10B CO CBULLEBbIMY OTBEPCTUAMU HA MOBEPXHOCTH,
13 KOTOPbIX BblAeNANacb CYKPOBUYHO-THOVHAA XKUAKOCTb.
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Puc. 1. PeHTreHorpaMmbl OpraHoB rpyaHOR KNeTku B NpsaMon npoekuun 60nbHon A., 1950 r.p.: @ — ycuneHue u ymepeHHas aedoopmauus ne-

FOYHOrO PUCYHKA; 6 — Ha (DOHe feddopmaLmi NEro4HOro PUCYHKa ONpeaensatoTes eANHUYHbIE 04aroBble TEHW, B — MENKO- W CpeaHesyencras

nechopmaLins neroYHoro pUCyHKa; - — pacnpocTpaHeHHas KpynHosyenctas aedhopmalins nero4Horo pUcyHKa, pacLunpeHine TeHU NeroYHon apTe-

pUN B KOPHSAX NErKuX; 4, @ — pacnpoCcTpaHeHHas KpynHosvencTas gedhopmalinsg Nero4Horo pUCcyHKa, eLle 60bLlee pacLuNpPeHie TEHN NIEro4HON
apTepumn B KOPHSAX NErkux U yBeNN4eHne cepaeyHoi TEHN B NONEPEYHOM pa3mepe
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B KauecTBe feMOHCTpaALMM NPUBOANM COOCTBEHHbIE
HabnoaeHuA.

Knurnuyeckut npumep N° 1

BonbHasa A., 49 net, obpaTunacb B KANHUKY NyabMoO-
Honoruu B ¢eBpane 2000 r. MNpu onpoce npeabABaAna
»anobbl Ha OfbILLIKY CMELIAHHOTO XapakTepa Nnpu M1HW-
ManibHON GU3MYECKON Harpyske, CyXol Kalleb, OTeKM
HWKHUX KOHEYHOCTeN, cepaLiebrieHre, CHUXKeHre Macchl
Tena (Ha 10 kr 3a 1,5 roga), nonnyputo (11-12 n moun B
CYTKWM), »Kaxkay (BbiMvBana 6-7 n BOAbl B CYTKU), M3MeHe-
HUA Ha KOXe (BONOCKCTON YacTU roNoBbl).

BonbHoM cebs cunTana ¢ mapTta 1987 r., Korga npu
KoHTponbHon QOJIT 6biny BbiABNEHbI M3MeHeHWA B ner-
Kux. Ha peHTreHorpammax opraHoB rpyaHON KNeTKun Bbl-
ABMEHbI yCuUeHne n aepopmMalums JIerOYHOro PUCYHKA
(puc. 1, a). HecMoTpa Ha oTcyTCTBYME Xanob, 601bHON 6bin
YCTaHOB/EH ANArHO3 XPOHMYeckoro 6poHxmuTa. Ha peHT-
reHorpammax opraHoB rpygHon knetkm ot 11.03.1991 r.
B NPAMOW NpoeKumnn Ha GoHe yCuneHna NeroyHoro pu-
CyHKa NoABUINCb eAnHUYHbIe oYaroBble TeHu (puc. 1, 6).
bonbHas »anob He NpeabaBnAna, nccnegoanust OB He
BbINOAHANN. B 1997 r. 6onbHaA cTana oTMeYaTb OfbILLKY
npu dunsmyeckom Harpyske, Ho K Bpauy He obpalyanach,
npoposnxana pabotatb. B aekabpe 1999 r. oTmeyanoch Ha-
pacTtaHvie ofbIWKM (Npy 06bIYHON GU3MYECKON HarpysKe).
MosBMANCH X*anobbl Ha nonuyputo (Bbigensana go 10-11n
MOUMN B CYTKM), U3MEHEHMA Ha KOKe BOTIOCUCTON YacTu ro-
NOBbI, CH/XKEHME Maccbl Tena. Ha peHTreHorpammax opra-
HOB FPYLHOW KieTKu Oblna BbisiBJIeHa MENKO- 1 cpefHe-
AvencTan gedopmaLima NeroyHoro pucyHka (puc. 1, 8).

B ¢eBpane 2000 r. oTMeyana HapacTaHve ofblLKM,
NOABUINCH OTEKN HUXKHUX KOHEYHOCTEN, LiMaHo3, cepa-
LebrieHne, ycununach »axaa, yBenmuunacb nonnypus.
MaureHTKa He cMorna paboTaTtb 1 0bpaTuiach B KIUHUKY
nybMOHOJIOrMKN. BonbHasA Mo TAKECTN COCTOsHUSA Obina
roCnuUTanM3npPOBaHa B KIMHUKY NyJIbMOHONOIY C Npea-
BapuTenbHbiM AnarHosom: [KJT ¢ nopaxeHnem nerkmx
(punc. 1, 2), Koxu 1 runodusa.

HacnepctBeHHOCTb No 60Ne3HAM OpPraHOB [bIXaHWsA
He oTAroweHa. lNpodeccnoHanbHble BpefHOCTU OTpwU-
Laet (paboTana sKOHOMUCTOM B TUNorpadun). He kypur,
ankoronem He 3noynoTpebnser.

Ha momeHT ocmoTpa coctosHne 6onbHOW cpepHen
TAXKECTW, ONPeREenanca LMaHo3 KOXN 1 BUAUMbIX CIIN3K-
CTbix 0obonouek. Ha BOnocmcTon yactv ronosbl onpege-
NANUCH Nanyne3Hble MUIMeHTHbIe BbiCbiNaHuA. MNynbc —
110 ypapos B MuHyTy. Al — 100/70 MM pT.CT. TOHbI
cepaua ocnabneHHble, BbiCnywrBanca akueHT Il ToHa
Haj neroyHon aptepuen. YactoTta gbixaHuin 24-26 B Mu-
HyTY. [lbIXxaHre pe3ko ocniabneHHoe. MNeyeHb BbiCTynana
n3-nof pebepHoi AyrM Ha 2 cm, nnotHaa. OTMeyanucb
OTEKM Ha H/XHNX KOHEYHOCTAX. AHaNN3 KPOBU KIMHMYe-
ckuii: Hb — 172 r.n, sputpouuntol — 5,6x10'%/n. Yaenb-
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Pue. 2. TuctnoumnTtos u3 knetok JlaHreprauca. FpaHynema B 6uontate

KOXW, COCTOALLARA M3 CKOMMEHMs MACTUOLMTOB, NUMMOLIMTOB, 303U-

HOCOMNOB, NNa3mMaTU4eCKMX KNeToK. [MOKPOBHbIA MHOIOCNOMHbINA

NAOCKWUIA 3NUTENNIA Pe3KO MCTOHYeH. OKpacka reMaToKCUIIMHOM W
3031HOM; X120

HbIn BeC moun: 1004-1006, guypes 9 n. Ha SKT: cuHyco-
BaA TaxuKappawA, oTknoHeHue 30C BNpaBO, HernosHas
6r0Kafa NpPaBoW HOXKYM Myyka [1ca, BbICOKME MONOXKU-
TesbHble 3y6ubl T V,-V,, Npr3Hakn HarpysKku Ha npasoe
npegcepave. Sxokapauorpadua (IxoKr): cuctonuye-
CKOe JaB/ieHne B fierovyHon aptepun — 50 mm pT.cT. [pn
PEHTFEHONOrNYEeCKOM UCCIe[oBaHMM B KOCTAX Yepena
onpegenAnncb pasfMYHON BENMUYNHbI OYarn [ecTpykuum
KOCTHOW TKaHW OKPYI0/ Ui 0BanbHOMN GopMmbl.

Bblna BbiNonHeHa Groncua KOXu, Npu ructonornye-
CKOM UCC/IefoBaH M BbiABNEHbI CKOMMEHWUS TMCTUOLIUTOB,
NMMOLMTOB, 303UHOPUITOB, MOKPOBHbI MHOTOC/ONHBbIN
NAOCKA SMUTENNIN PE3KO UCTOHYEH, MecTamm OObIYHO-
ro suga (puc. 2). jnarHos: rucTmoLmnTo3 KOXN U3 KneTok
JTaHrepraHca.

KnnHnyecknin amarHo3: CUCTEMHbIN FTMCTUOLNTO3 13
KneTokK JlaHrepraHca ¢ nopaeHnem nerkux, Koxmu, rmrno-
¢du3a (HecaxapHbI AnuabeT), KocTel Yepena, XpoHn4Yeckoe
nporpeccupyollee TeyeHue. [lbixatenbHaa HeJoCTaTou-
HocTb Il cT. XpoHnyeckoe nerovHoe ceppue feKOMMeH-
CMpoBaHHoOe. BTopnyHas neroyHas runepTeH3us.

Ha ¢oHe neueHus cMCTEMHBIMU KOPTMKOCTEPOU-
famn (CKC) — 6epnukopTom (20 Mr/geHb B nepecuete
Ha NPeAHN30JI0H) C MNOCTENEHHbIM CHUXKEHMEM [03bl [0
10 Mr B fieHb, MUHpUHOM 0,1 Mr B ieHb, KOppeKLum cep-
JeYHON HefoCTaTOYHOCTM OTMeYanacb NOSIoXKMTEeNbHaA

MEZNUMHCKN ANBbAHC, Tom 10, N2 4, 2022




mTI/IBI/IanI/Iﬂ, nynbmMmoHonornsa

Puc. 3. TuctmounTo3 u3 Knetok JlaHrepraHca: a — B NEero4YHON TKaHW 3Be344aTON DOPMbI 04aru, COCTOALLME U3 TUCTUOLUTOB, B OKPYXXaIOLLEN

TKaHN y4acTku aMusemsl, x120; 6 — MHGUNLTPAT TUCTUOLMTAPHBIX KIETOK PA3HON CTEMEHN 3PeSIOCTH, MecTamu paspactaHus CoeanHUTENbHON

TKaHn, x140; B — UHMUILTPAT U3 TUCTUOLMTOB, MUMEOLUTOB, 303UHOMUN0B 1 KPYMHbIX Makpodaros, x180; UTX; r — akcnpeccus aHTurexa

$100 B yuTonnasme rucTmounTapHbix knetok, x180; UTX; g4 — akcnpeccns NnaHrepuHa B ructuolnTapHblx knetkax, x140; UTX; e — oTtnoxeHue
CD1a Ha membpaHe kneTok JlaHrepranca, x240




KNMHUYECKasa OMHaMKKa B BUAE YMEHbLUEHUA OAbIWKWU,
OTEKOB M MPOABNEHUI HecaxapHoro AvabeTa. bonbHas
6blna BbINMcaHa B y0BNETBOPUTENIbHOM COCTOSHUM C pe-
KoMeHAaunamm npogomxkutb npuem CKC. OgHako nocne
BbIMMCKM M3 CTalMOHapa MaumneHTKa npekpaTtuna feve-
Hue. B aHBape 2002 r. cocTosHNe 6ONbHONM Pe3Ko yxya-
LUNNOCh, B TAXENIOM COCTOAHUN MNaumeHTKa bbina rocnu-
Tanu3npoBaHa B peaHMMaLNOHHOe OTAeNEeHME KIUHUKN
nynbmoHonormnu. Ha peHTreHorpammax OpraHoB rpyg-
HOW KNeTKn B NpsAMoN npoekuun (puc. 1, 0, e) onpeaens-
nacb pacnpocTpaHeHHas KpynHoayeuctasa gepopmaums
NEeroYyHoro pMCyHKa, neroyHasa apTepmsa paclimpeHa, cep-
[leyHaa TeHb yBeJiMyeHa B nonepeyHom pasmepe. lNpwu
OxoKrI: CAJTA coctaBunio 70 mm pT.cT. B peBpane 2002 r.
605bHaA ymepna Ha ¢oHe peunanBUPYIOWKX NMHEBMO-
TOPAKCOB U NPOrpeccrpyioLlen Nero4yHo-cepaeyvHon He-
JoctatoyHocTu. [py rmMcTonornyeckom ucciefoBaHum
Cc npumeHeHnem WX c aHTuTenamm K npotenHy S100,
CD1a, CD68, CD207 (naHrepuH) B NEFOYHOWN TKAHW Bbl-
ABNeHbl 3Be3guaTonn Gopmbl MHOUNBTPATbI, COCTOALLMX
N3 FTMCTUOLUTAPHBIX KNETOK Pa3HOW CTeneHn 3penocTu ¢
OBaJIbHbIM MY OKPYTNbIM AAPOM C HEXXHbIM PaBHOMEPHO
pacnpegeneHHbiM xpomaTrHoM. Cpeamn HMX BCTPeYatoT-
CA «MeHWCTbIe» KPYMHble KNeTKM CO CBETNOoN LMTomnnas-
MO, KneTku JlaHrepraHca, numdounTbl, naasmatmye-
CKMe KNeTku, 303nHodusbl. CBeT/ble «NEHNCTbIE» KIeTKM
cofepxanu cyfaHoounbHble BKItoYeHUs. Kpome Toro,
BbIABJIEHbI OYaroBblii GrbPO3, BbipaXKeHHas 3MpU3EeMa,
nognnespanbHble KACTbI (puc. 3).

Oco6eHHOCTbIO MpYBEAEHHOrO HabnoaeHns sB-
nAaetca passutue MKy HekypALlen XeHWwmnHbl B 49 ner.
HeCcOMHEHHbIN MHTEepeC BbI3blBAaET TaKKe AJINTENbHbIN
6eccumnToMHbIN Nnepuop (c 1987 no 1997 r.) c nocneayto-
LWMUM NaBUHOOBOPA3HBbIM MOABAEHUEM KIIMHNUYECKOWN CUM-
NTOMATUKN: MPOrpeccrpytoLien OAbILKK, HecaxapHOro
AvabeTa (B pe3ynbTaTe NOpakeHWA 3afHeln AOAU rUno-
$u3a), NopaXKeHNA KOXKM U KOCTeln. [nnTenbHbIli nepuos
YCTaHOBJEHVA ArarHo3a 6bl1 00YCNIOB/IEH KaK OObEeKTUB-
HbIMV MpPUYMHAMK (6eCCMMNTOMHOE TevyeHne GonesHu,
oTCcyTCTBME Crneundryecknx KNMHNYECKNX, PEHTFEHONO-
rmyecknx n GyHKUMOHanbHbIX npusHakos KJT), cy6bek-
TUBHbIMU BaKTOpPaMM: XapaKTEPONOrMYecKMMN 0COBeH-
HOCTAMU GOJNIbHOW, HEAOCTAaTOUYHOW OCBEAOMIIEHHOCTBIO
Bpayert ambynaTopHOro 3BeHa 06 3TOW NATONOMUN 1 Kak
cnefcTBUe — HefooOCefOBAHHOCTBIO MAUMEHTKU (He
6bIMM NpoBefeHbl KOMMIEKCHOE (QYHKLMOHanbHOe WC-
cnepoBaHve BHelwHero AbixaHuA, KT opraHoB rpygHom
Knetkn). Kak n3BecTHo, He6naronpuATHbIA NPorHo3 MK
yale OTMeYaeTca y NuL, NOXKUIOoro Bo3pacrta C MybTu-
CUCTEMHBIMU NPOABNEHNAMY 3aboneBaHnA, C KPYMHbIMU
KWUCTO3HbIMM MONOCTAMU B NErKnX, Pe3KUM CHUKEHNEM
AN PY3MOHHOM CMOCOBHOCTY NETKKX 1 IEFOYHO runep-
TeH3unen. Mo mHeHunto K.C. BoriTtkoBckon 1 AJl. YepHsaeBa
(2013), Hanbonee pacnpPoCTPaHEHHOW NPUYNHON CMePTK

O'rmsma'rpuu, nyJibMmoHoNorna

y TaKuxX NaLMeHTOB ABAAETCA AbIXaTellbHasA HeLoCTaTou-
HOCTb [26]. B Hawem cnyyae datanbHOMY ucxomy Cno-
cob6cTBOBANM He TOMbKO AbIXaTeslbHasA HeJOCTaTOYHOCTb
C peunanBMpYOLWMA CMOHTaHHBIMKM MHEBMOTOpaKCa-
MW, HO U1, BO3MOXHO, pOpPMMpPOBaHME BbICOKOWN Neroy-
HOW runepTeH3nn, Kotopas MoXeT ObiTb 06ycroBneHa
KaK NposBfieHeM NEroYHOro cepaua, Tak 1 BacKynona-
TUEe — pa3BUTUEM FpaHynieM B CTEHKE JIerOYHbIX apTe-
pUIi, cOCTOALLMX M3 KNneTok JlaHrepraHca, 3031Hobunos,
niasMaTUyecKmx KneTok n numéoounTos [27].

Knuruyveckut npumep N° 2

BonbHon M., 21 rop, yyawumicsa, 6bi1 HanpasreH B
KNUHUKY nynbmoHonoruu MCH6rMy um. akag. W.r. Nas-
nosa B 2006 r. ,epMaTonorom ¢ AMarHo30M: F’MCTUOLNTO3
KOXW 13 KNeToK JlaHrepraHca Ana UCKNiYeHna nopaxe-
HuA nerkux. Cuntan ceba 60nbHbIM ¢ 1998 r., Korga nos-
BUNINCb Xaxpaa v nonuypusa. B 2000 r. 6bin 06cnefoBaH B
JIeHNHrpaackon AeTcKon 06/1acTHOWN KIMHNYECKON 60J1b-
HUUe, rae YyCTaHOBMEH TMMOroHafoOTPOMHbIN FMNOroHa-
AM3M 1 Ha3HayeHa ropMoOHO3amecTUTesbHasA Tepanus.
B 2002 r. nosiBUNMCb N3MEHEHMA KOXKM B NMaxoBol obna-
CTW, K Bpauy He obpatianca. B 2006 r. Habnopanock pac-
NPOCTPaHeHMe U3MEHEHWI B NOAMbILEYHbIX 06/1acTaAX C
N3DbA3BNEHNAMM, Ha BOJIOCUCTOM YacTX rONOBbl CNpPaBa,
B 06/1aCTV YLIHOW PAKOBUHbI U THOMHOE OTAENAEMOe 13
CNyXOBOro xofa crnpasa. B TeyeHne 6 mec neunnca aHTu-
6uoTUKaMu No NoBogy OTWTa B pasnuyHbIxX JIOP-knmHu-
Kax 6e3 3 deKTa, U TONbKO B KINHNKE AEPMATOBEHEPONO-
rum MCM6rMy mnm. akag. V.M. Naenosa, 6bina nposefeHa
61onNCnA KOXM N YCTaHOBNEH ANArHO3 rmcTMoumTo3a n3
KneTok JlaHrepraHca (cm. puc. 2).

M3 aHamHe3a »u13HU: 6ONbHOW KypuT, CTpagaeT snu-
nencuen. Mpu KT-uccnepoBaHUM NErkUxX Kakux-nmbo
NaToONOrMYeCKNX U3MEHEHWNI He BbIABNEHO, pe3yNbTaTbl
KOWBL He oTnnyanucb OT HOPManbHbIX. bbin HazHaueH
npocneguH (4 r Ha Kypc) ¢ xopownm 3pdeKTom: n3meHe-
HUA KOXW M FHOWMHblE BblAeNeHnsa 13 NPaBoOro ClyxoBo-
ro xoga mncyesnn. Hecmotpa Ha pekomMeHAaumnm NpPonTn
KOHTPOJIbHOE 06cnefoBaHNe Yepes 6 MeC U NPeKpaTUTb
KypeHune, 60/1bHON 0b6paTuica TonbKo Yyepes 1,5 ropa B
CBA3M C Pa3BMTUEM CMOHTAHHOrO MHEBMOTOpPakKca crpa-
Ba 1 MOABNEHVEM OABIWKU Npu Gpr3nUecKolr Harpyske.
Bbin rocnuTanvsnpoBaH B KAUHUKY MYNbMOHOMOMMMN C
NOAO3PEHNEM Ha TUCTUOLMTO3 U3 KNeTok JlaHrepraH-
ca c nopakeHnem nerknx n kKoxku. IH 1 ¢1. CNoHTaHHbIN
NHEBMOTOpPAKC CrnpaBga.

Mpn obcnepoBaHMN B KIVHWKE MyAbMOHOMOMM MO-
KasaTeNn KIMHMYECKOTO U OGUOXMMMYECKOro aHanmsa
KPOBW He OT/IMYANNCb OT HOPMbI. BbiABNeHO NoBblleHre
CyTOUYHOro anypesa (o 5560 M) U CHUXKeHVEe KonebaHui
yaenbHoro Beca mouu (1003-1006). SKI' He oTnnyanacb oT
HopMbl. Mpr 3xoKI npaBble oTAeNbl 6bINM yMEPEHHO yBe-
JIMYeHbI, pa3Mepbl fieroyHon aptepumn — 2,3 cm (1), CAJA
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Puc. 4. KomnbioTepHble TOMOrpamMmmbl 6011bHOrO M. B YCNOBMSX BbICOKOr0 pa3peLleHns. Ha Bcem NpOTsHKeHWUN NeroyHbiX nonei: (a—B) ¢ 06emx
CTOPOH TOHKOCTEHHble BO3AyLUHble nonocti ot 0,2 4o 0,7 cm B AnameTpe, NpeuMyLLeCTBEHHO B BEPXHUX OTAeNax

6bI/10 yMEPEHO MOBbILWEHO — 33 MM PT.CT. BoiABnsAnach He-
pe3Kas gracronmyeckas AMCcGYHKLMA NPaBoro »enyaouka.

MNpoxoAnmocTb AbiXxaTeNbHbIX NyTer Ha HUXKHEN rpa-
HYLle HOPMbI, YMEPEHHOE CHUMXEHNE NIero4YHoro razoob-
MeHa B nokoe. 1o cpaBHeHuto c KOVIB o1 10.06.2006 1. —
oTpuuaTenbHaa AnHamuka (cHuxeHue 013 — 10,8%
ot [, c KoppeKumeli no remornobrHy — 11,9% ot [).

Mpwn mynbTucnnpanbHom KT nerkux ¢ nocnegyowmm
nepecmMoTpOM U3006pakeHUs B YCIIOBMAX BbICOKOFO pas-
peLLEHMS HA BCEM NMPOTSXXEHW NIErOYHbIX NoJen ¢ 0benx
CTOPOH Onpefenannucb TOHKOCTEHHble BO3AyLUHble Mo-
noctn ot 0,2 o 0,7 cm B AnameTpe, NpenmMyLLecTBEHHO
B BepxHWX oTaenax. OpraHbl CPefOCTEHNA HE CMELLEHbI.
B cpepocteHun yBenuueHHble nMMdaTMUecKue Y3Jbl
He BbIABNANNCH. [pocBeTbl Tpaxew, raBHbIX U JONEBbIX
OGPOHXOB He M3MeHeHbI. KNAKOCTb B MyieBpasibHbIX MOJo-
CTAX He onpepfenaAnacb. KOCTHbIX 1 4eCTPYKTUBHbIX N3Me-
HEHWI B 30HE CKAaHNPOBaHWA He BbIABNEHO (puc. 4).

Mpwn peHTreHorpaduy Typeukoro ceana naTtonornm
He BbiABNEHO. KOCTHO-AECTPYKTUBHbIE W3MEHEHUA He
onpegenanucb. Mpn cunHTUrpadum nerkmnx ¢ *"Tc Bbl-
paXeHHble HapyleHMA MUKPOUMPKYNALMN B BEPXHUX
gonsax oboux nerkux. B npaBom fierkom KpoBOTOK Oblsi
CHVXKeEH B npoekunn S, S,, S;, S, B OCTanbHbIX oTAenax
NEerkoro onpepenAanucb He3HauuTeNlbHble HapyLUeHuA
MUKpoUunpKynaumm. B nesom nerkom nepdysua Obina
CHMXeHa B npoekummn S;-S,. KpOBOTOK yMEpPEeHHO CHU-
KeH B S;, Sq. Takasa KapTWHa XapaKkTepHa Ana rucrmouu-
To3a. MNpu cunHTUrpadum Kocten ¢ *"Tc BbiABNAETCA
oyvar naTosiorMYeckoro HaKomIeHNA METKU B NMPOEKLNN
AKpPOMManbHOro oTAena NpaBon KunLbl C FPagueHToOM
HakonneHusa 1:1,9 (nepenom B aHamHe3e). Onpegenanca
TaKXe yyacTok runepoukcaumm npenapata B Npoexkuumn
nonepeuyHbix oTpocTkoB Th-Th, cnpaBsa (rpagueHT 1:1,5),
yTo Hambonee BepOATHO, ABNAETCA CNeACTBMEM MOCT-
TpaBMaTUYECKNX N3MEHEHUN. B npoeKLny neBon TeMeH-
HoW KocTu 1 B obnactu 3aiHero otpeska X pebpa cnpasa
BbIAIBMIEHbI YYACTKM MOBBILIEHHOTO HAKOMIEHUA METKU
POMN 6e3 ueTkom hokanbHOCTU.

B cBA3M C noABneHMeM HOBbIX OYaroB MOPaXKEHMUA
npofoskeHa Tepanua KopTuKocTepougaMn U LMTOCTa-

TUKaMK, KOTOpas OKaszanacb HeshPpeKTUBHON — B Jdalb-
Helwem 3aboneBaHue nporpeccmpoBano. OCHOBHbIMU
KpUTEPUAMM NPOrPeCcCUpPOBaHMsA Obv: yXy[LIEHUe K-
HNYECKON CUMMNTOMATUKN (yCUneHne WHTEHCMBHOCTU
OfbILWK/ CMEeLIaHHOro XapakTepa, HapacTaHve K3MeHe-
HWIA Ha KOXKe, MOABMNEHNE N3MEHEHUI KOCTEN), YXYALIeHne
nokasatenenn GpyHKUUN BHELIHEro AblXaHWA (CHWXeHue
ODB,, AndPy3noHHON cNocobHOCTY Nerknx), KT-kapThHbl
nerkux (yBenmyeHvie 4ncnia U pasmepoB KUCT) 1 dopmu-
pOBaHMEe NErOYHOW rMNepPTEH3UN. YUnTbIBasA Nporpeccu-
poBaHue 3aboneBaHNA, COrnacHO MeXXayHapOAHbIM PeKo-
MEeHJALMAM 3KCNepTOB MO AMarHocTuke u neveruio MKJ1
[28], 6051bHO OblN HanNpaBneH 4/1A NPOBEAEHNA XMMNOTE-
panuu (MPOTVMBOOMYXOEBOW TEPANMU KNAZPUOHOM).

MpepcTaBneHHoe KnvHMYyeckoe HabnogeHue mnnio-
cTpupyeT cuctemHbin [KJTy monogoro yenoseka ¢ nopa-
XeHnem runodursa, KoXKu B Hauane 3abonesaHua u no-
cnefyloWUM NporpeccmpoBaHmemM 60ne3Hn (nopaxeHue
NErkux Ha CTagumn pasBUTUA MHEBMOTOpPAKCA, KOCTEN U
HapacTaHMe N3MEHEHUI Ha KOXe).

3aknioueHue

[nctmounTos u3 kKnetok JlaHrepraHca — pefkoe
3aboneBaHve, HO B MoC/iefHee BPeMs CTajo valle Aua-
rHOCTMPOBATbCA B KIMHNYECKON NpaKTuKe. Tak, B oTeye-
CTBEHHOW fepMaTosiormyeckon nepunognke o 1984 r. He
6b110 BbIABNEHO HY OfHON Ny6nmKaumm o6 3Tom 3abone-
BaHWK, Yepe3 7 neT Bblwno Tpu onucanuna MKy 4 naum-
eHTOB. B 1994 r. 6bina ony6nvKkoBaHa COBMECTHasA CTaTbA
LEPMATONOrOB 1 MYSIbMOHOMIOrOB  KnvHuku MNCN6rmMmy
um. akag. V.M. MNaenosa [29]. AnutenbHoe CcOTpyAHMYe-
CTBO pasnuyHbix cneumanuctoB [30], mnayuatowmx K,
HECOMHEHHO, MO3BOMAET YAyuylWnUTb BbIABIIEHNE €ro
MynbTUcucTteMHol dopmbl. Mo gaHHbIM M.M. MnbkoBrya
1N COaBT., MIMEHHO HannuymMe KOXHbIX U3MEeHeHUn y 7 13
167 60nbHbIX neroyHbiM MKJ1, pe3rcTeHTHbIM K NPoBOAN-
MOW MeCTHOW Tepanuu, NOCy>Knno NOBOAOM A4J1A NpoBe-
LeHnA 61Uoncumn Koxu 1 yctaHoBneHus auarHosa MK [11].

[lBa NpuBeAeHHbIX HaMU HabnoAEHVA Pa3INYAOTCA
no BpemMeHU, B TeYeHre KOToporo npomnsowsnu 6onbLive
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nepemeHbl B npefctasneHumn o npupoge MKJ1, a umeHHO
npu3HaHue ero NUMQOrncTNOLUTAPHON OMNYXONblo, YTO
MO3BOJINIO NPUMEHATb TapreTHyto Tepanuio. Kpome Toro,
COrNacHO HOBbIM MeXAYHapOAHbIM PeKOMeHAALMNAM IKC-
nepToB cenyac He BbigensatoT [KJ1 c nopaxeHnem opraHoB
pVICKa B OTAENbHYIO KaTeropuio 13-3a OTCYTCTBUA AAaHHbIX
0 MPOrHo3e 1 TepaneBTUYECKNX NOCNeACTBUAX Ha GOHe
TapreTHon Tepanuu [28]. Hoeaa knaccudukauma KN
npojosiKaeT pasnuuatb ofHOoPOKanbHoe (oAMHOYHOE
nopaeHue), 0OQHOCUCTEMHOE MyNbTUdOKanbHoe (6onee
O[HOro NopakeHus) U MynbTUCUCTEMHOE 3aboneBaHue,
Korga 3aeliCTBOBAHO AiBa opraHa 1 6ornee. Takxe npeg-
naraeTca NpPoAomKMTb paccmatpumeatb [KJT Kak oTgenb-
HYI0O KaTeropuio N30JIMPOBAHHOIO MOPAXKEHUA NErkux.
Jlerounbin [KJ1 ¢ BHENeroYHbIMM NPOABAEHUAMMN KNaccu-
duympyeTca Kak cuctemHoe 3aboneaHue. Kak n3BecTHo,
OTCYTCTBUE KIUHMYECKN BbIPAXKEHHOW CUMNTOMATUKM
nopakeHnsa BHYTPEHHNX OPraHOB He MCKoYaeT UX BOB-

0TIII3IIIaTPIIIil, nyJibMmoHoNorna

NeyeHus], YTo NOATBEPKLAAETCA pesysibTaTamui ayTOMNChu.
HoBble MexpyHapofHble peKoMeHAauMn 3SKCNepToB
npegnaratoT 6onee wWMpoko npumeHaTb MIT/KT Bcero
Tena c BBefeHunem '8F-proppaesokcurniokosbl (SF-OAIN)
Kak [/ CBOEBPEMEHHOIO BbISIBNIEHNA CUCTEMHbIX W3-
MEHEHWI, TaK AN1A 1 OUEHKN 3PPEKTUBHOCTU fleUYeHUs
[28]. Mopdonormueckoe nccnepoBaHne No3BoNsAeT AaTb
O0OBEKTUBHYIO XapaKTEPUCTUKY CTPYKTYPHbIX U3MEHEHWI
NPV IEFOYHbBIX Y BHEIEFrOYHbIX MOPAXKEHNAX YXKe Ha paH-
HUX (0O MOABNEHMUA KIUHUYECKMX CUMMATOMOB) CTaguAaX
3aboneBaHus, T.e. 33J0Nro Ao pa3suTra Grbposa (go Ku-
CTO3HO-PUOPO3HON TPaHCHOPMALM NETKUX).

AononHutenbHas nHopmauua

UctouHnk ¢uHaHcMpoBaHUA. MccnefoBaHue He
MNMENo CMOHCOPCKON NOAAEPKKN.

KoHdnukT nHtepecoB. ABTOpbI 3asBMAOT 06 OTCYT-
CTBUW KOHGNNKTA MHTEPECOB.
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