TpyAHbIN CAyHali

AvcceMMHALU M B NEerKux
Yy XeHUWMHbI C peAKMM 3a00NeBaHuEM

KOXMHW B dHaMHe3e

M.3. Crenanan, M.H. Kosanesckasa, C.M. Kanyruna,

A.N. NaBnoeckana, U.A. CoxkonnHa

XeHuwwmHa 24 net noctynuna B knuHnky LIHUW Ty6epkyne-
3a PAMH B Hosi6pe 2008 r. B CBSI31 C PEHTTEHONOrMYECKOM
OMCCEMUHALMEN B NETKMX.

3a 3 rofa [0 9TOro y Hee NOSIBUAINCH N3MEHEHNS Ha KOXE
nua, B despane 2006 r. 6bina npoBeaeHa 6uoncus 1 amarHo-
CTUPOBaHA I0BEHW/IbHAS KCaHTOrpaHynema (puc. 1). Jleyenus
HE MPOBOAMN, 1 MO3XE KOXHbIE N3MEHEHUSI UCYE3/IN CaMO-
CTOSITENBHO.

B 2007 r. npv nnaHoBOM 06CNE0BaHNN HA PEHTTEHOrPaMm-
Me rpY[HO KNEeTKM BbISIBNIEHO ABYCTOPOHHEE YCUNEHMNE 1 [ie-
dbopmauys Nero4yHoro pUCyHKa 3a CHET MHTEPCTULMANIBHOTO
KOMMOHEeHTa, paccesiHHble nonmmopdHble ovaru, 6onee rycto
pacronoXeHHble B CPEAHUX 30HAX Nerkmx. XKanob Ha ToT Mo-
MEHT He 6bin1o. MaumeHTka Gbiia rocnuTanMa3npoBaHa no Mec-
Ty XUTENbCTBA C ANArHO30M “BHEGONIbHUYHAS [BYCTOPOHHSIS
MHEeBMOHMS”, mony4yana aHTMOMOTUKN, HO NBMEHEHNS B NIETKMX
COXpaHsnuch. bbin 3anofo3peH GubpPO3MpYIOLLNIA aNbBEONUT,
Ha3Ha4yeH NPEAHN30SI0H Mo 5 Mr B CYTKU, KOTOPLIV NauMeHTKa
npuvHumana He 6onee 2 Heq,

B aHuBape 2008 r. U3BMEHEHUs B NIErKNX HA PEHTreHorpam-
Me coxpaHsanuch (puc. 2). MNpu KoMnboTEPHOI ToMorpadum
(KT) B nerkux 6bln1 BbISBNEHbI ABYCTOPOHHME pacnpocTpa-
HEHHblEe LeHTPUNI0BYNSpHbIE U CyBneBpanbHbe 04aru; yTos-
LeHVe NepubpOHXMANbLHOTO, MEPUBACKYNSPHOMO U CenTab-
HOrO MHTEPCTULLUS; YTOJLLEHUE U flepopMaLs NAeBPabHbIX
nncTkoB (puc. 3). Mpu GpoHXOCKONMN 0BHAPYXEHbI KCaHTO-
XPOMHbIE MATHA HA CAM3NCTON 060104Ke Tpaxen 1 GPOHXOB,
HO AMarHo3 He Obin ycTaHoBneH. B nione 2008 r. npoBeneHa
BME0ACCMCTMPOBAHHas Topakockonuyeckast uoncus ner-
KOro, Ha OCHOBaHWW KOTOPOW ObiN AMArHOCTUPOBAH reHe-

Uropb Amunbesny CtenaHsH — npodeccop, 3as. NySibMO-
Honoruyeckum otaeneHnem LIHUWN ty6epkynesa PAMH.
MapuHa HukonaesHa KoBaneBckasa — kaHf. Me[. Hayk,
HayyHbIi coTpyaHuk LIHUW Ty6epkynesa PAMH.

CeetnaHa MuxaiinoBHa KanyruHa — Bpay na6opartopum
natomopdonorun LIHWU Ty6epkynesa PAMH.

Anna UesaHoBHa lNMaBnoBckas — KaHA,. Me[. HaykK, BeayLinn
Hay4HbI COTPYOHVK OTAENEHUS NaTON0rM4eCcKom aHaToMumm
onyxoneii yenoseka POHLL um. H.H. BnoxuHa PAMH.
WpunHa AnekcaHppoBHa COKONMMHA — KaHA. MeA. Hayk,
3aB. OTAEJSIeHMEeM Jly4eBOW OMAarHOCTUKWU KIVHUKW Mnpone-
OEBTUKM BHYTPEHHUX BONIE3HEN, raCTPOSHTEPOIOrN U re-
natonorum MMA nm. .M. CeyeHoBa.

pann30BaHHbIV KaHAMA03 nerkux. NpoeegeHo neveHve bny-
KOHa30J510M, HO B ceHTsi6pe 2008 r. npu KT B nerkux otmeya-
NI0Cb YBENMYEHME Pa3MepPOB rPaHyem, nx cnusHie ¢ Gop-
MUpOBaHUEM Cy6nieBpanbHbIX YHaCTKOB YMIOTHEHUS IEroy-
HOW TKaHW B HUXXHEM S13bI4KOBOM cermenTe u Cg neBoro ner-
KOro, ycununacb WHOUALTPALUUS  MHTEPCTULMANBHBIX

CTPYKTYP (pwnc. 4).

(a)

Puc. 1. Mopdonornyeckas kapTvHa I0BEHWU/IbHOM KCaHTO-
rpaHynemMbl B rMCTONOMMYECKMX Npenapartax buonTaTa Koxm
oT deBpansa 2006 r.: MHOXECTBEHHblE MHOrOSIAEPHbIE TU-
raHTCKME rMCTUOLMTBI C KONbLEBUAHBIMU 94paMN — KNETKN
TyToHa. Okpacka reMaTOKCUIMHOM 1 303MHOM. a — x40, 6 —
x100.
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Puc. 2. PeHTreHorpamma OpraHoB rpyaHOW KNEeTKU (§H-
Bapb 2008 r.): ABYCTOPOHHEE ycuneHne n gedopmaums ne-
rO4YHOI0 PUCYHKa 32 CHET MHTEPCTULMANILHOrO KOMMOHEHTA,
paccesiHHble nonnmop@Hble o4arn, 6onee rycto pacmnono-
XEHHbIE B CPEAHNX 30HAX NIETKMX.

CocTosdHMe Npu MOCTYNAEHUN B KIAMHWUKY YAO0BNETBOPY-
TenbHoe, Xanobbl 0TcyTcTBOBaNM. Koxa 1 BuammMble Cnmsuc-
Tble 060JI04KM YNCTbIE, OOLIYHO BAAXHOCTU 1 OKpacku. Mepu-
depuyeckne numdatnyeckme yanbl He U3MeHeHbl. B nerkux
[bIXaH1e BEe3NKyNApHOE, XpUNoB HeT. ToHbl cepaLa 3By4HbIE,
PUTMMWYHBIE, YacTOTa CEPAEYHbIX COKpaLLeHnii 62 B 1 MUH, ap-

(6)F%

Ve

TepuansbHoe aasnexHne 90/60 Mm pT. CT. XX1BOT Npun nansnaumum
MSIrkuii, 6e360/1e3HEHHbIN. MeyYeHb He yBennyeHa.

Ha peHTreHorpamme npv nOCTynaeHun (puc. 5) NerovHbIn
pucyHok anddy3Ho aedopMmMpoBaH 3a cyeT GpUOPO3HON
TpaHchOopMaLMM NapeHXMMATO3HO-MHTEPCTULMANBHBIX CTPYK-
Typ. PaccesiHHble TeHM C Npr3HakaMmu nonnMopdrama nokanm-
30Ba/IUCb NPEVMYLLECTBEHHO B aKCUANSPHbBIX 30HAaX U 4-5-m
cermeHTax 06oux nerkmx. KopHu nerkux ynnotHeHsl. Cepaue un
KPYMHble cocyabl 6e3 ocobeHHoCTel. B arHamuke no cpagHe-
HWIO C PEHTreHorpaMmMamMm OT siHBaps 1 ceHTsops 2008 r. oTme-
4anoChb YBENNYEHNE NAPEHXMMATO3HO-UHTEPCTULMANBHON NH-
dunsTpaumn.

KnvHnyeckunii n GnoxnMmnyecknii aHanmabl KPOBW, aHanma
Moun — 6e3 natonorun. YpoBeHb MMMYyHOrNo0OynnHoB G kK Mu-
KobakTepun Ty6epkynesa B kposu cocTtaBun 196 mkr/mn (co-
MHUTENIBHO MOBbILLEH).

BpoHxockonusa He BbiIBUNA WU3MEHEHWIA B [OCTYMHbIX
0CcMOTPY BpoHxax. KneToyHslli cocTaB GpOHX0anbLBE0NSIPHOrO
naBaxa: anbBeonspHble mMakpodarn — 69%, HerTpobunbl —
30%, numdountsl — 1%. MukobakTtepun Tybepkynesa He Bbl-
SBNEHbI.

MokazaTenn cnupometpun: 06beM (GOPCUPOBAHHOMO
Bblooxa 3a 1-10 cekyHay — 90% oT fOoMKHOro, GopcrMpoBaH-
Haa XM3HEHHaa eMKOoCTb nerkux — 97% ot fosixHon. boaun-
nnetuamorpadus: obuias emkoctb nerkmx (OEN) - 123,6%
OT [0/MKHOW, 0CcTaTO4HbIN 06bem (00) — 164,6% 0T [OMKHO-
ro, OO/OENT - 131,9%. BpoHxuanbHOEe CONpPOTVBAEHWNE B
HOpMe. He3HaunTenbHoe CHuxeHne ANGOY3NOHHOM Cho-
CcoBHOCTU nerkunx — 76,8% o1 A0XHON. Ma30BbIV COCTaB ap-
TepuanbHOW KPOBM B HOPME: NapumanbHoe AaBaeHne KUCno-

Puc. 4. ®parmenTbl KT nerkux (ceHTs16pb 2008 I.) Ha ypOBHE A3bI4KOBbLIX OPOHXOB (2), HYXXHUX NIEr04HbIX BEH (6) 1 6a3anbHbIX OT-

LLeNI0B Nerkumx (B).
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poza 83 Mm pT. CT., NapumanbHOe JaBfieHne YrneKncnoro ra-
3a 35,7 MM pT. CT.

Ha OKI' pyTM CUHYCOBbIN, U3MEHEHWSI MUOKapAa nepea-
HEell CTeHKM NEeBOro Xenyaouka. dxokapanorpadusi: nonoctu
cepaLa He pacluMpeHbl, X CTEHKU He M3MeHeHbI. MobanbHas
COKpPaTUMOCTb MMOKapAa NeBOr0 Xenyaoyka HopmalibHas.
AopTa He pacluMpeHa, CTEHKN He U3MeHeHbI. KnanaHbl MHTaKT-
Hbl. [laBneHne B NEro4YHOn apTepun B HOPME.

YnbTpasBykoBOE MCCNen0BaHVe OpPraHoB OPIOLLHON NOI0C-
T 1 NOYEK BbISIBUIO AedopMaLIo 1 MOSINM XENYHOro ny3bIps.

Mpwn nepecmoTpe ructonormyeckmnx npenapartos B8 LIHWN
Ty6epkynesa PAMH u POHL, nm. H.H. BnoxnHa PAMH B 6uo-
ntate koxu ot despans 2006 r. — NPU3HAKK OBEHUNIbHOM
KcaHTorpaHynemsl. B 6uontarte nerkoro ot siHeaps 2008 r. —
NPV3HaKM rmnoaTenekTasa, yToNLLeHNs MNEBPLI C SBNEHUSIMA
aHrromatosa. CybnneBpanbHO U B TKaHW IEFKOr0 OTMEYaloTCs
o4aroBble, NepubpoHXMabHbIE U NEPUBACKYNSPHbLIE pa3pac-
TaHWs! COEANHUTENbHON TKaHWU, MHPUNLTPMPOBAHHOW KeTka-
MV C rMNepXpoMHbIMU 60O0BMAHLIMU SApaMU, MENKUMUN IUM-
dongHbiMK kKneTkamu, GOPMUPYIOLLYMIA OYaroBble CKore-
HUSI, PEAKUMMW NNasMaTUYeCKUMM KNneTkaMm; MectaMmm oTMme-
yaeTcs 06MNIMEe KCaHTOMHbIX KNETOK, BCTPEYAloTCs KNETKM
TyToHa (puc. 6). 3aknoyeHre: Mmopdonormyeckas KapTmHa ns-
MEHEHWIN B KOXE 1 B JIErKOM COOTBETCTBYET Cy6CTpaTy toBe-
HWUNbHOM KCaHTOrpaHyiembl.

[uarHo3 reHepan3oBaHHON OBEHWUBLHOW KCaHTOrpaHy-
NeMbI C NOPaXEHNEM NETKUX U KOXWM Obl1 YCTAHOBJIEH HA OCHO-
BaHUW F’MCTONOMMYECKON KaPTUHLI U3MEHeHUI B GuonTaTax ko-
XN 1 nerkoro. JledyeHns He NpoBoAMNoCk. MaumeHTka Gbina
BbINMCAHA W3 KIMHUKN B YIOBNETBOPUTENIbHOM COCTOSIHWAM C
pekomMeHpaumein ganbHeiwero HadbnoaeHus 8 FHL, PAMH.

06cyxpeHune

lOBeHunbHas kcaHTorpaHynema (KOKI) npeacrtasnser co-
6011 0OBPOKAYECTBEHHbIV FpaHyN1eMaTo3, B OCHOBE KOTOPOro
nexut nponndepauma rmctTnoumTo. Adamson BnepBble Onu-
can aTo 3aboneBanune B 1905 I. kKak HAaCNeLCTBEHHYIO MHOXeE-
CTBEHHYIO KCaHTOMY KOXM Yy HOBOPOXZEHHbIX [1]. CoBpemeH-
Hoe noHsTHe o npupoae tOKI chopmmposanock k 1954 r. [2].
IOKT" OTHOCAT K HENAHrepPraHCOKIETOYHBIM MMCTUOLMTO3aM —
pasHopoaHoi rpynne 3aboneBaHWil, COMPOBOXAANLLMXCS
nponudepaumen rucTMOUMUTOB, HE SBASIOLLMXCS KeTkamu
JNaHrepraHca [3]. MaTtoreHes 601e3HN He YyCTaHOBJEH, MYyCKO-
BbIMM MOMEHTaM ee PasBUTUS MOTYT CTaTb Pa3SINYHBIE WH-
dekumm nnn pmsnyeckmne daktopsbl [4].

[MCTONOrMYEeCKN M3MEHEHUS B MOPAXEHHbIX OpraHax u
TkaHax npu IOKT npencraBneHbl CKOMIEHNSIMM TMCTUOLMTOB,
NALLEHHBIX rpaHyn Brupbeka (KoTopble XapakTepHbl AJis naH-
repraHcoKIETOHHOTO MMCTUOLMTO3a), U CNELMPUYHBIX TUraHT-
CKNX MHOTOSIAEPHbIX KNETOK [5].

Yawe Bcero 3abonesaHne nposiBnsieTcs 06pa3oBaHUEM
Ha KOXe eAMNHUYHBIX UM MHOXECTBEHHbIX Y3€/IKOB KPAaCHOBA-
TO-XENToro LBeTa, BO3MOXHO OLHOBPEMEHHOE BOBMEYEHME
MSIFKUX TKQHeW 1 BHYTPEHHKX OpraHoB [6]. MOMUMO KOXHBIX,
OMUCaHbl M30AMPOBAHHBIE Y MYNILTUCUCTEMHBIE MOPAXEHNS C

TpyAHbIN CAyHali

Puc. 5. PeHTreHorpamma OpraHoB rpyaHOW KIeTKu (HO-
a6pb 2008 ).

Puc. 6. Mopdonornyeckas kapTuHa IOBEHUIIbHOW KCaHTO-
rpaHyfieMbl B FTMCTONOMMYECKUX NpenapaTtax buontaTa ner-
koro (sHBapb 2008 r.). Okpacka reMaToKCUINHOM N 303U~
HoM. x40.

BOBJIEYEHNEM KOCTEN, rNa3, Nerkux, XenyLo4Ho-KULWEeYHOro
TpakTa, LeHTpanbHOM HEPBHOM CUCTEMBI, CEPALA, ANYEK, PO-
TornoTku [6-8].

Mo HekoTOpbIM AaHHbIM [8], nerkue npu FOKT nopaxatoTtcs
npumepHo B 1 cnyyae u3 6. Y petelt nopaxeHve Nerkux npu
IOKI™ nposiBnsieTcs BYCTOPOHHUMM MHOXECTBEHHLIMU MENKO-
WA KPYMHOY3M0BbIMU M3MeHeHusamu. Onucansl cnydan FOKT,
KOrza B nerkux onpeaensincb PacnpoCTPaHEHHbIE UHTEPCTU-
umanbHble M3MeHeHNs MMBO NNOTHbIE, KPYIible U30ANPOBaH-
Hble NMaPEHXMMAaTO3HbIE OMyXoneBuaHble 00pa30BaHNS OfHO-
POLHO CTPYKTYpbl 63 KanbLMHALMK 1 PEFMOHAPHOW NnMda-
nenonartum [9, 10].

3aboneBaHne 06bIMHO MaHUGDECTMPYET Kak BPOXAEHHOE
Unu NPOSIBASIETCS B paHHEM Bo3pacTe. Y feTen o nonayroja
IOKT BbipaxaeTcs B 00pa30BaHUM y3eKOB Pa3fMyHOro pas-
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Mepa Ha koxe ronosbl 1 wen. COOTHOLWEHME 3a00neBLIMX
MaJIb4MKOB M AEeBOYEK COCTaBAsSieT npumepHo 12 : 1 [6].

Y B3pocnbix FOKI BCTpeyaeTcs peako, 06bI4HO NPosIBASeT-
€S CONMUTAPHBIMU KOXHbIMY 06Pa30BaHUSAMU 1 UMEET Te Xe
[MarHoCTUYECKME KpUTEPUM, YTO U B PAHHEM JETCKOM BO3pa-
cte [5, 11]

Ouarno3s IOKI nogTBepxaaloT Ha OCHOBAHUW MMCTONOMM-
4eCKOro MCCnegoBaHUs GUONTATOB MOPAXEHHbIX OPraHoB, B
KOTOPbIX 0OHAPYXMBAIOT YETKO OYepUeHHbIe y3enku, 06pa3o-
BaHHblE CKOMMeHusaMu ructmounToB. B 85% cnyyaeB B 6ro-
nTaTax NpMcyTCTBYIOT TUNUYHble ans KOKI kneTtkn TyToHa — ru-
raHTCKMe MHOTrOSIAEPHbIE KNETKM, B KOTOPLIX Apa pacnoso-
XEHbI B BUAE KOJbLIA N0 Nepudepnmn 1 OKPyXatoT rOMOreHHYO
903UHOMUNbBHYIO UMTONa3My B LLeHTpe kneTku [6]. fuctmoum-
Tbl U ruraHTckue knetku npu IOKI HecyT makpodaranbHble
mapkepbl CD68, HO B 0TNIMYME OT KNETOK NP TAHrePraHcokIe-
TOYHOM TUCTMOUMTO3E NuLEHbl NpoTenHa S-100 [12]. Oud-
depeHLmanbHyo AnarHOCTUKY MeXAy PasfnyHbIMY BapnaHTa-
MW HENaHrepraHCOKNETOYHbIX MCTUOUMTO30B MPOBOASAT HA
OCHOBaHMN Pe3yNbTaTOB MMMYHOTMCTOXMMUYECKMX UCCNENO-
BaHWIA 1 3NEKTPOHHOM MUKPOCKOMUM C YH4ETOM KIMHUYECKMX
NPOSIBNEHUIA.

IOKI B GONbLIMHCTBE C/y4aeB PErpeccupyeT CroHTaHHO.
MN3meHeHns Ha KOXe MOryT ncyesatb NMOSHOCTBIO MM OCTaB-
NaTb nocne ceds y4acTku atpodum 1 pybLbl C rMnepnmurMeH-
Taumweit. Mimetotcs coobLueHns 06 ycnewwHoM NPUMEHEHUN XU~
MuoTepanuu, Ty4eBovi Tepanum U XMPypruvyeckoro neYeHms —
pagvKanbHOro B Cy4asix NOPaXeHWst BHYTPEHHUX OPraHoB U
ONs YyCTPaHEHMs! KOCMETUYECKMX AedEKTOB NpU NOpaKeHUsX
Koxu [3,7, 8, 13].

MpuBeneHHOE HabMOAEHNE MHTEPECHO C TOYKU 3PEHUS
penkocTn caMoro 3aboneBannst y B3poCabiX. Mbl HE MOXEM
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ceiyac yCTaHOBUTb, BO3HUKIM NN MOPAXEHNUS KOXM U NErkmnx
OOHOBPEMEHHO, UM AUCCEMMHALMS B IErKUX NOSBUIACh Y na-
LMEHTKN CNyCTS HEKOTOPOE BPEMS MOCNEe CMOHTAHHOW per-
peccun nopaxeHus Koxu. JleroyHas amcceMmHaums y B3poc-
Nol naumeHnTkn, obycnoeneHHas KOKT, B cuny cBoein peakocTyu
He MOrfa He BbI3BaTb AMArHOCTUYECKMX CIIOXKHOCTEN.

Hawa naupeHTka nsbexana y4actvt ANMTENLHOrO NeYeHns
oT TybGepkynesa, KoTopast 4HaCcTo BbiNaAaeT NaunMeHTam C pea-
KMMW NIErOYHbIMU OMCCEMUHALMSAMMU, @ TakxKe MIOKOKOPTUKO-
CTepovaHoi Tepanuu (bnarofaps MHULMATBE CaMOI naum-
€HTKM, HAaCTOSIBLLEN HA NMPOBEAEHNN XMPYPrUYecKoi Groncum
Nerkoro). Ho faxe Ha OCHOBaHWM rMCTONOMMY4ECKOro nccneno-
BaHusl GuonTaTa Serkoro nNpaBubHbIA AMarHo3 He Obln ycTa-
HOBNeH cpasy. MoHanobuncs NoUcK BbICOKOKBAIMMULMPOBAH-
HbIX CMELMANNCTOB-MOPGONOroB, KOTOPbIE MOMOIMN YCTaHO-
BUTb OKOHYaTeNbHbIA AnarHo3. MHpopmaumsa o KOKT, Hakon-
JIEHHas K HaCTOsILLLEeMy BPEMEHW, NO3BONISET Npeanonaratb y
Hallen naumeHTkM 6aaronpusTHLIA NPOrHo3 3abonesaHus.
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