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MctnoumnTos X asnseTca cobupaTtenbHbIM TEPMUHOM
(rMcTMounTO3 HEM3BECTHOM NMpupoabl) 1 6bi Npeano-
xeH B 1953 r. ana obo3HadeHusa Tpex 3aboneBaHui,
UMEILUNX CXOAHYI0 KIIMHUYECKYIO KapTUHY WU naToMop-
donornyeckoe onncaHne o4yaroB MOpPaXXeHuss — Mpo-
nudepaumio rMCTUOUNTOB B KOCTAX, KOXE, CIN3UCTbIX
obonoukax M BHYTPeHHUX opraHax. log Ha3BaHweM
«FUCTUOUNTO3 X» 06beAnHAIT TPU KIIMHUYECKUEe pas-
HOBWAHOCTW 3TOro CUCTEMHOro 3abonesaHns: 6onesHb
Xenpa — Wonnepa — KpucueHa, 6onesHb Jletrepepa —

CuBe n 6one3sHb TapaTbiHOBa (303MHOMUIbHAA FpaHy-
nema kocrten). DT 3aboneBaHma obycnoBneHbl Npo-
nudepaumen B pasnnYHbIX TKaHax aAnddepeHumnpo-
BaHHbIX KJI€TOK CUCTEMblI MOHOLMTApPHbIX daroumTos,
M3BECTHbIX N0 Ha3BaHMEM «FUCTUOLNTBI» (KneTkn X),
M3 KOTOpbIX 06pas3yloTcs rpaHynembl, cogepxaiime B
umMTonsasMe 303MHOMPUIIbHbIE KCAaHTOMHbIE BKJIlOYe-
HUA. BykBa «X» yKa3blBaeT Ha HEU3BECTHYI 3TUOJIO-
ruio 3abonesanus [1, 2]. B aTol rpynne 3abonesaHui
303nHOpUNbHas rpaHynema — Haubonee pgobpokauye-
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CTBEHHOE, MU30/IMPOBAHHOE MOpa)KeHMe KOCTHOW TKa-
HW, HO BCTpeYaeTCsl pexe reHepann3oBaHHbIX (QopM,
KOTOpble, MO HEKOTOPbIM AaHHbLIM, COCTaBNAlOT OT 17
00 34% Bcex 3aperucTpuMpoBaHHbIX CllydaeB rmMcTuo-
umTo3a X. XpOHNYECKNI ANCCEMUHUPOBAHHbIA MCTNO-
unto3s X (6onesHb XaHaa — Lwonnepa — KpucudeHa) u
OCTpbIli ANCCEMUHUPOBAHHbBIN rMcTUOLMTO3 X (6onesHb
NeTtTepepa — CunBe) xapakTepum3yrTcs 06WMPHbIM BO-
BJleyeHneM B NaTONOMMUYECKMIN NpOoLECC He TObKO CKe-
neTa, HO 1 Apyrux opraHoB. OnucaHbl cnyyau, SBas-
owmecs kak 6bl nepexoAHbIMK opMaMM yKasaHHbIX
3aboneBaHuin, He mogaatowmecss TOMHOM Kraccnduka-
umn [2, 31.

Psaaom aBTOpPOB MPUHATO CuYMTaTb, YTO MTMCTMOLMTO3
X npeacrtasnsieT cobo aHOMasibHbI UMMYHHbIN OTBET
Ha HEeW3BEeCTHbI 3TUONOrnyeckuit ctumyn. B ocHose
rmctmoumTosa X nexuT nponudepauns n nospexae-
HMEe OpraHoB M TKaHeW KneTkamu, umerwmmn deHo-
TUNNYECKMe MapKepbl anuAaepMalibHbIX KeTok JlaH-
repraHca. B HacToswee BpeMs rMCTMOLNTO3 X cUUTaloT
onyxosbk U3 KneTok JlaHrepraHca. Hanbonee obuwe-
npuHaTas Teopus 3aboneBaHWs NOATBEPXAAET, 4TO
KneTku JlaHrepraHca Ha paHHUX CTagusax cesoen and-
bepeHUMpPOBKM MOBpexXaarnTcsa U npunobpeTtalT CBON-
CTBa aKKyMynauuMm B GU3NONOTMYECKNX U aTUMNYHbBIX
MecTax, rae, Npoayumpys UMTOKWUHbI (MHTEpnenknH-4
1 dakTop Hekpo3a onyxonen) u npocTarnaHAanHbl, Bbl-
3bIBalOT JlOKaNbHble MoBpexaeHus. [Mponudepauns
KneTok JlaHrepraHca HabniogaeTcs B Koxe, CIM3UCTbIX
obono4ukax, KOCTSX, Nerkux, NeyeHn n Apyrux opraHax
[1, 4-6].

AOnsa 6one3Hmn XeHpa — Whwonnepa — KpucueHa
XapaKTepHbl 0bHapyXMBaeMble peHreHonorM4yeckn ge-
dekTbl KocTen, ocobeHHO Yepena (J1l0OKU, B BUAE reo-
rpaduyeckon KapTbl), a TaKkxe Apyrux (rpyawvHa, no-
3BOHKM, Ta3) BC/eACTBME rpaHyJ/ieMaTo3HOro paspac-
TaHusa 1 pe3opbuunm kocten, BbinageHne 3yb6os. K da-
KY/bTaTUBHbIM NpuU3HakaM 6011e3HMU OTHOCATCS 3K300-
TanbM (Yawe OAHOCTOPOHHMN) KakK pe3yfbTaT rpaHy-
NIeMaTo3HOro paspacrtaHms B peTpobynbbapHoOn CTeHKe
opbuTbl, HecaxapHbin agnabeT n MHoroo6pasHbie n3me-
HeHUA KOXMK (Mesikonanysie3Has 3K3aHTeMa Ha rosiose
W Ty/n0BULWE; NMONYKPYIr/ble NOCKNE MAOTHbIE Y3eNKu
C WenyweHNeM BenndYnHon c 6ynaBoyHYK TONOBKY,
pacnonarawmwmecss CUMMMETPUYHO; MeNIKONSATHUCTas
nypnypa, a B No3aHen ctagum 60ne3Hn — KcaHTenasMmbl
M KCAHTOMbI; B KPYMHbIX CKiaAKax BCTpeYatoTcs y3/0-
BaTble 3/1IEMEHTbl C U3bSA3BMIEHNEM); ANCTpoduUUeckme
M3MEHEeHUS HOITen B BMAE OHUXONM3Knca, NOAHOITEBO-
ro runepkepartosa n HabyxaHusa C MENKMMK NMyCTylaMu
WA Nypnypor Nog HOrTeBbIMU NNacTMHKamu. Mopaxe-
HMe HOorTen cumMTaeTcs ogHWM u3 Hanbonee Hebnaro-
MPUATHBLIX MPOFrHOCTMYECKUX MPU3HAKOB TMCTUOLMUTO-
3a. NepBble NpuaHakn 601e3HN NOSABASIOTCS B AETCKOM
BO3pacTe, yawe oT 2 Ao 6 neT. Y B3pocbiX 601bHbIX
KJIMHWYeCcKass KapTuHa pa3BepHyTas. [lonHas Aaua-
rHoCTM4eckas Tpuada MNpu3HaKoB (OCTeonuTUdeckue
AedekTbl KocTen yepena, 3Kk30(TanbM WU HecaxapHbIN
AnabeT) BCTpeyalT OTHOCUTENbHO peako. MopaxeHue
KOoCTel oTMevarT npuMepHo y 80% naumeHToOB, AMa-
6etr — y 50% wu ak3odTanbm — y 10%. Kpome kocten
yepena, B npouecc MOryT BoBnekatbcs pebpa, nonat-
KW, KOCTM Ta3a. Dk30dTanbM Bbi3BaH MHMUAbTpaunen
KocTeln opbuTbl, HecaxapHbii anaber — nopaxeHuem
rmnotanaMyca. Y TpeTu nauMeHTOB nopa)kalwTcsa ner-
Kne, BO3MOXHO pa3BuTMe renartocnneHomeranmu. Mo-
paxxeHue Koxun HabnoaaoT npuMepHo B 30% cny4aes,
MOryT MOpa)aTbCs C/IN3UCTble 060/I04KN POTOBOWN MO-
nocTtu 1 npomexHoctu [1, 2, 5].

BbonesHb JleTtepepa — CuBe HabnwgaeTcs y AeTen
paHHero Bo3pacta (8o 3-x neT), yawe 6oneT Manb-
UYMKMK, NPOTEKAET C YBEIMYEHMUEM MEYEHU, CeNe3eHKH,
numdaTnYecKmnx ysnos, 3K3eMaTOMAHbIMU M3MEHEeHMU-
AMU Ha KOXe, NeTexmMsiMu, PeHTreHONIOMMYECKUMUN U3-
MeHeHusaMn KocTel. TedeHme 3aboneBaHus ocCTpoe,
nporpeccupyioliee, MHorga C fneTanbHbIM WCXOAOM.
BonesHb JleTtepepa — CuBe ABMASETCH CaMON Tsxe-
non dopmon ructmoumntosa X. B passutum 3abonesa-
HMS MMeEeT 3Ha4YeHne reHeTndeckas npeapacnosioXeH-
HOCTb. ONncaHo BHYTpMYyTpobHOE pa3BnTUE NPpU3HAKOB
6onesHun, cnyyam 3aboneBaHMs 060MX MOHO3UIOTHbIX
61n3Heuo0B, ceMelHble cnydaun 3abonesaHuns. Y MHOMMX
rMauMeHTOB BbISABASAIOTCA MyTauum B nokyce 17pl3 (reH
P53). Koxa nopaxeHa 4acTo, XxapakKTepHbl 06WNpHbIE,
Hepeako 3yAsuiMe 3puTeMaTo-CKBAMO3Hble Y4acTKu
NpeMMyLLeCcCTBEHHO Ha rofloBe M B KPYMHbIX CKIaakax,
HanoMuHawwmne Taxenblh cebopelHbll  aepMaTuT.
C TeyeHMeM BpeMeHW B CKjaAKaX MOXEeT BO3HWKaTb
MOKHYTME W 3pO3UPOBaHME MOBEPXHOCTM, BTOPUYHOE
nHdnumMpoBaHue c obpaszoBaHMeM THOMHUYKOBLIX e~
MEHTOB W KOPOK. B TshKenbiX criy4vasx BbICbiMaHUs Ha
KOXe npuobpeTaloT reHepanM3oBaHHbIN XapakTep,
nopaxalTcs Aaxe NafoHW M NoAOLWBbl. XapaKTepHbl
MefnKkue nanyfiesHble BbICbiNaHUs AnameTpoMm 1-2 Mm,
TesIeCHOro UM KpacHOBATO-KOPUYHEBOrO LIBETA, MHO-
raoa C reMopparmyeckmMm KOMMOHEHTOM. HapyweHue
6apbepHOl (PYHKLUUMN KOXW N CHUXEHHAS PE3UCTEHT-
HOCTb K MH(EKUMAM HepeaKo NpUBOAAT K 6akTepuanb-
HOMY cencucy [2, 6].

K CUCTEMHBIM MPOSABMAEHUAM OTHOCAT JINXOPAAKY,
noTtepto Beca, numdaaeHonaTtuio. MopaxeHue nerkmx
NnposiBASeTCA KaleM WU OAbIWKOMW, BO3MOXHO pa3Bu-
Tne nHeBMoToOpakca. NopaxeHne KOCTHOro Mo3ra npu-
BOAUT K aHeMun. B KOCTSAX BbISBASIOT OCTEOnTUYE-
CKue ouvarwu.

S03nHOpUNbHAA rpaHysieMa kocteun (6onesHb
TapatbiHOBa) npoTekaeT 6onee gobpokayvyecTBeHHO,
MHOUNBLTPaTbl NPU KOCTHbLIX MOPaXeHUsX MpoHMU3a-
Hbl 03uMHOGMNaMnN. B npouecc BOBNEKalOTCA MeyeHb,
ceneseHka, nerkve m Mosr («303MHOMUNbHbLIN FpaHy-
nemaTto3»); BCTpedyaeTcs 3K30dTanbM M HecaxapHbIi
Avabet. 3abonesaHne NpPoOABASETCA OAHUM WU He-
CKONbKUMW OCTEOSIMTUYECKUMU OYaramMu B ASIMHHbIX
TpybyaTbiX MM MNOCKUX KOCTAX CKefleTa, Bbi3BaH-
HbIMW FpaHyneMaTo3HbiIMW paspacTtaHmamm. O6biu-
HO 6onelT AeTn M Auua MOMIOAOr0 BO3pacTa, valle
MYX4YMHbI. OnuncaHbl eAWHUYHbIE Cly4Yan WU30UpPO-
BaHHbIX 303MHOMUIbHBLIX FPaHyNeEM B TUMyCE, KOXE,
MOYEBOM MNy3blpe, NapawnToOBUAHbIX Xenesax, rmno-
Tanamyce, nierkmx n XenyaoyHO-KULEYHOM TpakTe.
OcHOBHbIe xanobbl naymeHTa — 6071 B MOPaXeHHbIX
KOCTSIX WU MPUNYXA0CTb NpUiexalinx MArkux TKaHewn.
Bo3MoXHbI naTtonornyeckue nepesombl. B nogasns-
owem 60NbWMHCTBE Clly4YaeB MopaxalTcs BepxXHSs
WIN HUXXHAA YentocTb, Npy 3TOM B POTOBOW MNOJO-
CTW BbISIBASIOT BOCMNaneHne cam3ucton o060n04ku u
oTeK, 60M1e3HEeHHbIN Npu Nanbnauun, HEKPO3 N U3b-
A3BNeHne paeceH. PaspylweHue anbBeONAspHbIX OT-
pOCTKOB NMPWBOAUT K paclliaTbiBaHWIO WU BblNaAeHUIO
3y6oB. Mpu nokanusaummn npouecca B COCLEBUAHOM
OTPOCTKE pasBUBaETCA PeuUnanBUPYIOLMA XPOHU-
YEeCKUWN THOWMHbIM OTUT cpepHero yxa. lpwu apyron
fokanusauuu rpaHyfnem crpagaet @yHKuUuUsa npune-
XKalwmx OopraHoB, HO npu HebonbWKUX YHUDOKaNb-
HbIX o4arax 6one3Hb MOXeT ANnUTeNbHOe BpeMsl Npo-
TekaTb 6eccMMnTOMHO, ee OGHapyXuBakwT Cry4YanHo
Npu peHTreHOoN0rMYecKoM nccnenoBaHumn. MopaxeHns
KOXHbIX MOKPOBOB MOJMMOPdHbIE, MO JloKanmMsauum
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MOryT 6bITb pacnonaratbcs Ha NO6OM yyacTKe KOXW:
MU0, BONIOCUCTAs YacTb rosioBbl, NOAMbIWEYHbIE BMa-
OWHbI, CMWHA, NepuaHanbHas n reHuTanbHas o0bnacTtu.
MopaxeHna Koxu MoryT 6biTb NpeacTaBfieHbl B BuAe
cebopeliHOro aepMaTuTa BOJIOCUCTOM YacTu rosioBbl C
MEeNIKMMK XKeNToBaTbIMU UM KOPUYHEBATbIMWU y3e/Ka-
MW Ha TynoBuwe. HayanbHbIMW BbICbINAHUAMU NPU 30-
3MHOMWABHOW rpaHynemMe SIBASIOTCS NSATHUCTO-Mypny-
pO3Hble 3M1eMEeHTbl WM 3KCCyAaTUBHO-LIeNyLlalmecs
6nawkn. B ganbHenweM pa3BnBaloTCa UHPUNbTPATMB-
Hble 615WKM UNK onyxonesuaHble obpaszoBaHus. KoH-
CUCTEHUMa bnsdwek Msarkosatass WAM MAOTHO3NACTU-
yeckas. Y3/10BaTO-0ONyXONEBUAHbIE O4arn AOCTUralT
BE/IMYMHBI C/IMBbI U 6onee, NNOTHbIE MpY Nanbnauuu,
CMHIOLIHO-6arpoBoro LuBeTa. Y3/abl U ONyX0auM pacno-
JIOXXEHbI B KOXe U NMOAKOXHOW kneTtyaTke. Oyaru 4yacto
U3bA3BNASAIOTCA C 0bpasoBaHMEM MOBEPXHOCTHbIX WK
rnyboKkux $13B, MMEWLUNX HEePOBHble Kpasl, CUHIOLIHO-
6arpoBoro uBeTa. [opaxeHns NoKanusylTca B Noo-
CTW pTa ¥ B reHUTOpeKkTanbHOl obnactn. OTmevatoTcs
TakXe MopaXeHUsi KOXW B BUAE BEPPYKO3HbIX U Be-
reTMpylowmx o4aroB B NepuvaHanbHON U peKkTanbHOMU
obnacrtax [1, 2, 7, 8].

Bpo>kAeHHbIA caMopa3spellalWmMnca rMcTmo-
LUMTO3 MHOrMe aBTopbl cuyuTalT (HOPMOK TUCTUOLM-
To3a X. OCHOBHblE CUMNTOMbI — KOXHbl€ BbICbIMaHWS,
KOTOpbl€ BbISIBASIOT Y HOBOPOXAEHHbIX. XapaKTepHbl
MHOXECTBEHHble KpaCHOBATO-KOPWYHEBbIE Nanysnbl W
6onee rnybokne HoAynsipHble 3/€MEeHTbl MA0THO3Ma-
CTUYECKOMN KOHCUCTEHUMKU pa3Mmepamun oT 1 go 10 mm,
C NpeMMyLLeCcTBEHHOM lokanusaumen Ha Koxe nmua um
BOJIOCUCTOM 4acTW rofIoBbl, PEXe Ha KoXe Ty/i0BuLa 1
KoHe4yHocTen [2].

MNaTtomopdonormyeckas KapTMHa 3aBUCUT OT AaBHO-
CTV npouecca. BHauane obHapyxuBaloTCcs paclumpe-
HMe COoCyAoB, yBenM4yeHue KoJn4yecTtBa rmcTMouMTOB,
NOBEPXHOCTHO PacMoOfIOXKEHHbIN B KOXe rmcrmoumtap-
Hbli MHOUNBbTPaT. OH NpOHM3aH AnMdounTamu, nias-
MaTUYECKUMU KNETKAMWN, HENTpodmnamm u 303nHodun-
namu, 4YTOo NMPUBOAMT K FpaHynemMaTo3HOMYy paspacra-
HUIO. XapaKTepHbl CKOMJIEHUS KPYMHbIX MMCTUOLUTOB
anameTpoMm 12-15 MKM C 06UIbHOM 303MHOMUNLHOWN
LMTON/Ia3MON M OBajibHbIM, MOYKOBWUAHLIM WU U3pe-
3a@HHbIM S4POM C HEXHbIM, PpaBHOMEPHO pacrnpeaesneH-
HbIM XPOMAaTWUHOM. DJIeKTPOHHO-MMKPOCKOMUYecKoe
nccnegoBaHue No3BossieT 06HapyXuTb rpaHynbl bup-
6eka [1, 9].

Mpu ructonornyeckoMm mccnenosaHmmn 6onesHn XeH-
pa — Wwonnepa — KpucueHa B nopaXXeHHbIX opraHax
BbIABNAIOT ANPDY3HYIO UWHOUABTPaUUIO KNeTKaMmu
NaHrepraHca Cc nNpuMecbld HeNTpodmnoB, 303UMHODU-
nose, nuMmdounToB. BcTpevaloT eguMHUYHbIE MWUTO3bI.
Ona vHdunbTpaTa B AepMe XapaKTepeH anuaepMoTpo-
MM3M, KCQHTOMHbIE KNETKMW.

Mpu rucrtonornyeckom mccnenoBaHum 6onesHum Jler-
Tepepa — CuBe B MOpaxeHHbIX OpraHax BbISBASIOT
Anddy3HYI0 MHPUABbTPaUKUIO KeTkaMun JlaHrepraHca c
NpUMeChbio 303MHOMUI0B, HENTPOdWUIOB, NMMOOLNTOB.
BcTpeyaloT eaMHUYHbIE MUTO3bl. Ons vHbunbTpaTa B
JepMe XapaKTepeH 3nMaepMoTpOnu3M.

Mpy rMCTONOMMYECKOM MCCneaoBaHUM 303MHOMUb-
HOM rpaHynembl kocten (6onesHn TapaTbliHOBA) BbisSiB-
NS0T MacCUBHbIE MHPUNBTPATbl U3 KPYMHbIX OBaIbHbIX
KNeTOK C O6UIbHOM UMTOMIAa3MOM M sApaMu Herpa-
BUNbHON (opMbl, 6060BMAHON MAM HanMOMUHaoLWeN
no Bmay KodenHble 3epHa. UMMyHOrMcToxmmmyeckue
MapKepbl MO3BONSAKT NOATBEPAUTb, YTO OCHOBHbIE
nponudepupyolime KNeTku npu AaHHOW naTonorum —
KneTkn JlanrepraHca (aHTurennl CDla, HLA-DR, S100,

\}\f 9
peakumsi C Mapkepamu MOHOUMTapHo-Makpodaranb-
HOro psifa W APYrMX AeHAPUTUYECKUX KIIeTOK OTpu-
uaTtenbHas). BcTpeyalT ruMraHTCKMe MHOrosiiepHble
dopmbl. B MHUNbTpaTax TakXe BbIABASKOT Apyrue
K/1eTOYHbIE 3/IeMEeHTbl — 303MHOMUNbI, NHOTAA B 3Ha-
YMTENBbHOM KOMMYECTBe, NUM@POUNTbI, HENTPODUIbI.
B HacToslwee BpeMsa 303MHODUAbHas rpaHynema ps-
AOM aBTOpPOB pacCMaTpuBaETCs Kak BapuaHT dokanb-
HoM 6onesHn XeHaa — Wonnepa — Kpucuena [2, 10].

Mpn rMCTONOrMyYeckoM MUccnefoBaHUM BPOXAEHHOIO
camMopaspellarLerocs rmcTmoumTosa BbISBASKOT WH-
GunbTpaunio AepMbl KPYMHbIMW FUCTUOLMTAMUK, Cpeaun
HMX — 60/5blIOe KONMYECTBO FMraHTCKMX MHOrosaep-
HbIX KJIETOK, €AMHWYHble NUMMOOLMUTLI, 303MHODUIbI.
3nnaepMoTpONM3M He XapaKTepeH.

OnarHo3 ructunoumTtosa X, OCHOBAHHbBIN TOJbBKO Ha
KJIMHUYECKUX U MOPGONIOrMYECKUX KpUTepusix, pac-
CMaTpuMBaeTCs Kak BeposiTHbIA. CTeneHb [OCTOBEp-
HOCTW AMarHo3a MOoBbIWAEeTCs Npu uaeHTudukaummn B
rmcTtuoumTax m3 o4daros nopaxenms S-100 npoTteunHa,
apaxucoBOro arralTUHUHA uam  a-D-maHHo3MAasbl.
OnarHo3s rucrtmoumtosa X CcumTaeTcs AO0CTOBEPHbIM
TONbKO Npu BbisiBNeHun CD I KOMNAeKCoB Un MAeHTn-
¢pukaumn rpaHyn bupbeka.

[OwnarHo3 6onesnn XeHaa — LWionnepa — KpucueHa un
NeTtTepepa — CuBe CTaBAT Ha OCHOBAHUM KIIMHUYECKOWN
KapTWHbI, AAHHbIX TMCTOIOMMYECKOro MCCnefoBaHuS,
KOTOpOEe UMeeT pelatollee 3HayeHue. PeHTreHonorm-
yeckoe uccnefoBaHue, KOMMblOTepHas ToMorpadus um
YyNbTPa3ByKOBOE CKaHMpOBaHMe MO03BOJISAIOT BbISBUTb
nopa)keHne BHYTPEHHUX OPraHoB WU ckeneTa.

B Hauyane 3aboneBaHus Jlettepepa — CuBe BbICbI-
naHuMs Ha Kkoxe anddepeHumpyloT ¢ ceboperiHbIM
AepMaTMTOM, aToOMMYecKMM JAepMaTUTOM, YeCOTKOMH,
KaHanpo3oMm. Obuwee coctosHue pebeHka TpebyeTt uc-
KNHOYNTb CUCTEMHBLIN MHMEKLMOHHbIM Npouecc, 3/710Ka-
YEeCTBEHHYIO OMyX0J/lb, B NMEPBY oyepeab AnMMdonpo-
nudepaTtuBHble 3aboneBaHuns.

OnarHo3 303MHOMUNBLHOW rpaHyneMbl kocten (60-
nesHn TapaTtbiHOBA) CTaBAT Ha OCHOBAHUW AaHHbIX
pPEHTreHOI0MMYECcKOro U rMcToIorM4YecKoro Mccieno-
BaHU. OduddepeHumnanbHy0 ANArHOCTUKY NpoBOASAT
C OCTEOMWEeNUTOM, OCTEOreHHbIM pakoOM, CapKOMOW,
numcoomon, skcTpamammapHon 6onesHbio [lleaxeTa,
MUeNoMHol 6one3Hblo, cuHapomom [ManuiioHa — Jle-
despa.

[OuarHo3 BpOXAEHHOro camMopa3spellarolerocs rum-
CTMOLMTO3a CTaBAT Ha OCHOBAHMW KIMHWMYECKOWN Kap-
TUHbl M A@HHbIX T[UCTONOrMYECKOro MuccieaoBaHuUS.
OnddepeHumanbHyo AMarHoCTUKY NpoBOAAT C APYrn-
MW TUMaMM FMCTUOLMTO30B. B kneTkax mHbunbTpaTa
BbISIBNSIOT MapKepbl KAEeTOK JlaHrepraHca — aHTure-
Hbl CD la (OKT6) n S100, ogHako npu 31eKTPOHHOM
MWUKPOCKONUW rpaHynbl bupbeka B 3TUX KNeTkax Bbl-
ABNSOT TONbKO B 5-25% cnyuvaes.

JleyeHne npoBOAMTCH B COOTBETCTBMU C JSlOKanum3sa-
uMen n cTeneHblo pacnpoCcTpaHeHHOCTU naTtosornye-
CKOro npouecca, a Takxe C y4eToM yHKLMOHAIbHOMN
HeAOCTAaTOYHOCTU MOpaXeHHbIX opraHos. pu uso-
JIMPOBAHHOM MOpaXeHUn KOCTEW AMAarHOCTUYECKUN
KlopeTa)X oOkKa3biBaeT ne4yebHoe pencrteme. Obuwe-
NPUHATON TAaKTUKON aBnsetrca obnydeHue B HU3KUX
Aosax. Mpun nopaxeHunm KOXM M Cnm3ncTbix o6ono-
yek addekTnBHaA Tepanus npocnnanHoMm (Kypcosas
nosa — 4,0 r). Npn MyAbTUCUCTEMHOM MOPAXEHUU C
npusaHakamm AMchYHKUUM BHYTPEHHUX OpraHoB pe-
KOMeHAYyeTCs KypCoBOe jsiedeHne npocnuauHom (no
100 Mr BHYTPUMbILWEYHO eXefHEBHO, KypcoBas A03a
2-2,5 r) B coyeTaHMM CcO CpeaHUMU A03aMU TOKO-
KopTukonaos (npeaHnsonoH 30-40 Mr B CyTKu).
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Ons neyenuns 6onesHn Xenga — Wionnepa — Kpuc-
YyeHa WCNOoMb3YIOT TFIIOKOKOPTUKOMABI B COYeTaHuu
C umToCcTaTMkamu (BMHOGNACTMH, MeToTpekcaT). Ans
KOppeKLUMn HecaxapHoro anaberta MCNonb3ylT Baso-
npeccuH. Bo3moxxHa nydeBas Tepanusa HU3KUMWU [O-
3aMn (B OCHOBHOM OCTEO/IMTMYECKMX o4aros). [Ans
nedeHus 6onesHn Jlettepepa — CuBE NPUMEHSIOT
nonuxmmuoTtepanuto. [lpoBoasaT cuMnTOMaTM4yeckoe
neyeHne B 3aBUCUMOCTUN OT HapylleHns PyHKLUUKN Nno-
paXkeHHbIX opraHoB. EcTb coobuweHna o npoBeaeHumn
XMMMoTepanum B BbICOKMX [03ax C Mocieayrowen
TpaHcnaaHTaumen KocTHoro mosra. Npu 303nHodunIb-
HOl rpaHyneme kocten (6onesHu TapaTblHOBa) Noka-
3aHO XMpypruyeckoe nevyeHue, npn HebonbWNxX ocre-
O/INTUYECKMX o4arax — KropeTtax. Npun nokanusaunm
rpaHyneM B 30HaxX pocTa KocTelh (Hanpumep, B LIen-
Ke 6eApeHHON KOCTM) MPUMEHSIIOT JTY4EBYIO TEpaANuto
HU3KMMKU A03aMU uan xmmuoTtepanuio (BuUH6NacTuH B
KoMbuHauuu ¢ NpeaHN300HOM, MeToTpeKkcaT). Jleye-
HMe BPOXAEHHOr0 caMopa3pellarLwerocs rucTmoum-
To3a He pa3paboTtaHo. Heobxoanmo anutenbHoe Anc-
naHcepHoe HabnwaeHune [2].

MporHo3 6onesnn XeHaa — LWionnepa — KpucuyeHa un
NetTepepa — Cuse HebnaronpuaTHbln. 3abonesaHune
XeHpa — lWwonnepa — KpucueHa nmeeTt XpoHudeckoe
TeyeHne, BO3MOXHbI CMOHTaHHble peMUCCuM C nocre-
NMeHHbIM MporpeccuposaHneM. JleTanbHOCTb npu 60-
nesHu Jlettepepa — Cue coctasngeT He MeHee 50%
(3aBUCUT OT TAXKECTM NOPAKEHU BHYTPEHHNX OpraHoB
n Bo3pacta 60nbHbIX). Hanbonee HebnaronpusaTHbIN
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