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TMCTMOUNTO3 U3 KAETOK AQHIrepraHca B 9HAOKPUHO-
AOrnyeckou npaktuke. KAMHnyeckoe HabAoAeHne
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PE3IOME

B cmamve onucaro knuHudeckoe Habo0eHue peOKo 6CmMpedarowe2ocs 3a601e6aHus — 2ucmuoyumo3sa u3 knemox Jlaneepearica, panee Ha-
3bl8aeMozo eucmuoyumozom X. dmuonozus 3a6onesanus Heussecmuda. OCHOBHVIMU MEXAHUSMAMU PA38UMUS 3a001€8aHUS CHUMAIOMCS KO-
HanbHAA npoaugepayus namoo2udeckux Kaemok Jlaneepeanca u aHOManbHAs pe2ynsayus 63aumoO0elicmeus Kaemox UMMYHHOU cucmembl
6 o4azax nopaxcenus. Knemoureoiii ungunbmpam Hocum nonuMop@Hslil xapakmep u cooepucum, nOMUMO namoJio2u4eckux knremox Jlaneep-
2aHCa, AUMPOYUMBL, 303UHOPUILI, MOHOYUMBL, Makpogazu. licmuoyumos u3 knemox Jlaneepearca — 60.1€3Hb, nAMO2€eHe3 KOMopoli cote-
maem 4epmbl HOBOOOPA306AHUS U PeaKmuUeHo2o npoyecca. ITux 3abonresaemocmu npuxoouUmcs Ha pannui demckuii éospacm. Knunuveckasn
KapmuHa 3a6071€6aHUS 8apbUPYem om JOKANUI08AHHBIX POPM ¢ O0OPOKAHECMBEHHBIM MEHEHUEM U CHOHMAHHBIM 8bI300PO8IEHUEM 00 OUC-
CEMUHUPOBAHHBIX POPM C ObICMPO NPOZPECCUPYIOWUM MEYEHUEM U IEMANbHbIM UCX000M. B namonozudeckuti npoyecc mozym 8061eKkamucs
JH00ble 0P2aHbl U CUCMEMbI 8 PA3IUYHOM COHEMAHUU: CKeAem, KOXCA, MUMPAMUYECKUE Y3/bl, HAPYNCHOE YXO, NEYEHb, CENE3EHKA, KOCMHbIL
M032, ezkue, 3HOOKPUHHbIE HceNe3bl, UeHMPAlbHAs HEPEHAS CUCMEMA, HCENYOOHHO-KULEYHbIL mpakm, mumyc.

OcobeHHOCMbI0 OGHHO20 KNUHUYECKO20 CIYHas A6A5emcs Manugecmayus 3a601e8aHUs 80 83pOCIOM 803pacme ¢ IHOOKpUHONAmuLi: paseu-
muem HecaxapHoz2o ouabema, 2unepnpoaakmuHeMuu, amMeHopeu.

KitoueBble ciioBa: eucmuoyumos u3 knemok Jlaneepeatca, HecaxapHiii Ouabem, 2unepnpoaakmuHeMus, QymoUMMYHHbIL mupeoudum, ame-
Hopes.
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ABSTRACT
Clinical case of Langerhans cell histiocytosis in endocrinological practice
T.Yu. Demidova, Ye.Yu. Gritskevich, Ye.V. Volkova

Pirogov Russian National Research Medical University, Moscow

The article describes a clinical case of a rare disease — Langerhans cells histiocytosis, formerly histiocytosis X, which etiology is unknown.
The main mechanisms of disease progression are a clonal proliferation of pathological Langerhans cells and abnormal requlation of immune
system cells interaction in lesions. Cell infiltration has polymorphic nature and contains lymphocytes, eosinophils, monocytes, macrophages
alongside pathological Langerhans cells. Langerhans cells histiocytosis pathogenesis combines patterns of neoplasm and reactive process.
The peak incidence is in early childhood. The disease clinical picture varies from localized forms with the benign course and spontaneous
recovery to disseminated forms with a rapidly progressive course and fatal outcome. Pathological process can involve any organs and systems
in different combinations: skeleton, skin, lymph nodes, outer ear, liver, spleen, bone marrow, lungs, endocrine glands, central nervous system,
gastrointestinal tract, thymus. The peculiarity of this clinical case is the disease manifestation in adulthood with endocrinopathy: development
of diabetes insipidus, hyperprolactinemia, amenorrhea.
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BBEIEHME
FI/ICTV]O]_IV]TOS 13 KIJETOK HaHreprcha — 3360ﬂeBaHl/Ie,

3a00J1€BaHMS CUMTAIOTCS KJIOHANbHAS nponnq)epauvm naToJio-
I'MYeCKuX KJIETOK HaHreprcha 1 aHOMaJIbHas peryndanus B3an-

B OCHOBE KOTOpOro JiexxaT aHOMaJlbHasi nponudepanus
M aKKyMYJISILIMSI B OpPraHax M TKaHSX MaTOJIOTMYeCKUX KJIETOK
JlaHrepraHca, KOTOpble CJIMBAlOTCS BMECTe C 303MHO(WIIb-
HbIMW TPaHyJIOUUTaMN B TMTAaHTCKME MHOTOsIepHble KJIETKH,
00pasyst rMCTMOLMTAPHbIE IPaHyJeMbl, YTO BENET K JIOKasb-
HOMY TOBPEXIEHUIO U HapylleHWio (QYHKLMU MOPaXKeHHbIX
opraHos [1]. Tepmun «rucTHOLMTO3 M3 KieToK JlaHrepraHca»
obbenuHsieT 3a00NeBaHKsl, paHee W3BECTHble KaK 303MHO-
¢bunbHas rpanynema, 6one3nb Xaupa — Llymnepa — Kpucuena
1 6one3Hp A6ta — Jlerrepepa — 3uBe [2]. THonOrUs 3a60-
neBaHus Heus3BeCTHa. OCHOBHbIMM MeXaHM3MaMM Pa3BUTHS

MOJIeACTBHSI KJIETOK IMMYHHO# CUCTEMbI B O4arax nopaeHHsl.
Knetounblit uUHPUIBTPAT HOCUT MONTMMOP(HBII XapakTep U Co-
Jep>KUT, MOMMMO MaTOJIOTMYeCcKKX KieTok JlaHrepraHca, nmMm-
($OoLKTbI, 303MHO(UIIbI, MOHOLIMTBI, MaKpodaru. I'ncrnounTos
U3 KJIeTOK JlaHrepraHca coueTaer uepTbl HOBOOOPa3OBaHMUS
M PeaKTMBHOro npouecca. B uccnenoBaHusix nponeMOHCTPU-
pOBaHbl yuacTre B MaToreHe3e MPOBOCMANUTENIbHBIX LIUTOKU-
HOB («LIMTOKMHOBBIN LITOPM»), 9KCrpeccust paKTOpOB pOCTa
sumotrenus (VEGF), 6enkos curHanbHoro myTu Fas (Fas-nuran
Y pPeLenTop OTHOCATCS K CeMeCTBY (pakTOpa HEKpOo3a OMyX0-
JIeif, yuacCTBYIOT B MexaHu3Max anonto3a) [3]. [luk 3abonea-
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K Kamnndeckue pekomenaaumm v airoputMel

€MOCTU NPUXOAMTCS Ha PaHHMIt aeTckuit Bo3pacT [4]. Knunu-
yeckast KapTHHa 3a00JieBaHKsl BapbUpYeT OT JIOKaIM30BaHHbIX
¢dopM c 106pOKaueCTBEHHbIM TEYEHNEM U CTIOHTAHHBIM BbI3JI0-
PpOBJIEHIEM [0 AMCCEMUHUPOBAHHbIX GpOPM € OBICTPO nporpec-
CHPYIOILMM TeUEeHHeM U JIeTaJIbHbIM UCXOoM. B naTosnornue-
CKHI MPOLIECC MOTYT BOBJIEKATbCSI JIIOObIE OPraHbl U CUCTEMBbI
B Pa3JIMYHOM COUETAHNUU: CKeJleT, KOXkKa, TMM(aTHUeCK1e y3Jibl,
HapY>KHOE yXO, NevYeHb, cesie3eHKa, KOCTHbII MO3T, JIerkue, 9H-
TOKpPHMHHbIE >KeJle3bl, LieHTpasbHast HepBHast cucrteMa (LUHC),
JKeJTyIOYHO-KMIIEYHbIN TPAKT, TUMYC.

[lopakenne KOXM NpPOSIBISETCS MSATHUCTO-MAINyJe3HOM
ChINbl0 C OYpbIM OTTEHKOM, KOPOUYKaMH, reMoppariieckim
kommnoHeHToM. [latonorua LJHC MoskeT HOCHUTb OuYaroBblit
JereHepaTHBHbIA XapakTep 1M00 xapakTep 06beMHOro obpa-
30BaHMs. KnmMHMueckas cMMNTOMaTHKa BKIIOYAeT 0OIieMOo3-
roBble CHMITOMbl W OYaroBblii HEBPOJIOTMYECKHil AepULMT,
XapaKTep KOTOPOro OnpezesseTcs J0KanuM3aLuuei nopaskeHunsl.
Cpenu HapylleHMit HOOKPUHHOM CUCTeMbl 4acTO HMHQUIIb-
TPaTHBHbII MPOLECC 3aXBaThlBaeT 3a/IHIO JIOMIO rMnopusa
¢ ¢popMHpOBaHIEM HecaxapHOro aunabera, BO3MOXKHO pa3BH-
THe MaHrunonutyurapusma. Cpeny Ipyrux HapyLleHuit y ma-
LIMEHTOB MOTYT ObITb eNnaToCIIeHOMeErausl, LIUTONEeHNYEeCKHit
CHMHZIPOM B pe3yJibTaTe HapylleHHs! pyHKLUMKA KOCTHOTO MO3ra,
JKeJITyXa, reHepasM3oBaHHast 1MMdaieHonarusl, peluauBupy-
IOLLI1e HapY>KHble OTUTbI (KaK KOMITOHEHT KOXKHOTO CUHIpOMa),
9HTEPOKOJIUT [5].

B cooTBeTcTBMM C UMCTIOM NOPa)kEHHbIX OPraHOB NPUHSTO
BbIJJISITb MOHO- W MYJIbTUCUCTEMHOE MopaskeHHe. YUUTbIBasi,
4TO HanboJiee YaCTO OPraHOM-MHLIEHBIO MPU FUCTHOLMTO3€
SIBJISIETCS KO3Ka, 17151 BeprHKaLMK A1arHo3a HanboJee 4acTo
TMPOBOAST GMOMCHIO KOKM C MOCIIEAYIOLIMM I'MCTOIOTMYECKUM
vccreoBaHKeM, OJHAKO MPU OTCYTCTBUM KOXXHBIX MPOSIBJIe-
HUI BO3MOXKHO MPOBECTH OMOINCHIO APYroro MopaskeHHOro
oprasa [6].

Crparerusi ne4eHust 3aBUCUT OT KOJIMUECTBA MOPAXKEHHbIX
CHCTEM M OpPraHOB ¥ BOBJIEYEHHOCTH B NPOLIECC OPraHOB PUCKa,
K KOTOPbIM OTHOCSIT KOCTHbIi MO3T, CeJle3eHKY, NeyeHb. B ciy-
4ae MOHOCHCTEMHOTO TOPAXKEHUs] KOXKU MPY HETSKEJIOM Teue-
HUM 3200J1eBaHMsl Tepanysi MOKET OrPaHUYMBATbCSI MECTHBIM
JleueHreM TOMMUYECKUMMU [TIIOKOKOpPTHKOCcTeporaaMu. Cucrem-
Hasl KOMOMHMPOBAHHAs XMMUOTEpAnHsl MOKa3aHa NpU MyJlb-
TUCHCTEMHOM MOPaKEHUH M CIyuyasix ORXHOCHCTEMHBIX 3a00-
JIeBaHUii, He MOANAIOILMXCS JIEYEHUIO IPYTMMU METOHAMH.
lpumensieTcss KOMOMHALMS LMTOCTAaTMYECKUX IpernaparoB
Y CUCTEMHBIX IJIIOKOKOPTHUKOCTEPOUIOB [7].

K/IMHWUYECKOE HABJIIOEHUE

Kenwmna, 25 Jner, rocnuMTanu3MpoBaHa 6pnraz[0171 CKO-
POii MEeIMLMHCKOl MOMOLIM B OTZeJIeHHe PeaHMMaluK U HH-
tencusHO# Tepanuu KB mum. B.I1. Jlemuxosa B cBs3M C Bblpa-
KEHHOI TMIOTOHMel, runososemueil. [locne crabunmsaumm
COCTOSIHMSI IepeBeJieHa B OTesleH1 e SHIOKPUHOJIOTMHU C 5Kao-
GamM Ha CyXOCTb BO PTY, KKy, y4allleHHOe MOYenCITyCKaHue,
BbIpaskeHHY0 c1aboCTh (MaLMeHTKa He MOIJIa BCTaTh C MOCTe-
nu), 60JIe3HEHHbIE 3yASLIME KOXKHbIE BbICBINAHKS C CEPO3HBIM
OTZENSIEMbIM B MOIMBILLIEYHBIX 00J1ACTSIX, MAXOBbIX CKJaJKaX.
O6bexTHBHbIE faHHbIe: pocT 158 cMm, Bec 93 kr, UMT 37,2 kr/m>2.
B cosHaHuu, onHako (€3 KPUTHUYECKOrO OTHOLLEHHST K CBOEMY
cocTosiHuio. AHaMHe3 3abonieBaHust cobMpany co CJI0B Mare-
P¥ ¥ 10 JaHHBIM BBIMMCHBIX 3MMKPU30B. [lonoskeHrne 60bHON
B niocrenu aktuBHoe. Temmneparypa tena 36,8 °C. [Ibixanue: ca-
MOCTOSITeNIbHO®, afleKBATHOE, ayCKYJIbTaTUBHO >KECTKOe, Npo-

BOZIMTCS BO BCe OTAeJbl rpyaHoi knetku. Y1 17 B MuHYyTY.
Sa0, 97%. Tonb cepaua sicubie. ALl 100/57 mwm pr. cT. Tlynbe
10 KapAMOMOHMUTOPY: 74 B MUHYTY, PUTMUUHbIi. SI3bIK: MOA-
cylLieH, 00JI0KeH KeITOBAThIM HaJleTOM, Ha CJIM3KUCTOI MOJIO-
CTM pTa MHOXECTBEHHble M3bsI3BJIEHHS], TPELLMHbI Ha rybax,
POT MOCTOSIHHO MPUOTKPBIT. JKUBOT: OKpyroit GopMbl, yBe-
JIMYeH B pa3Mepax 3a CueT MOAKOXHOI KUPOBOit KIIETUaTKU.
B peannmaLioHHOM OTIeNeHn| MalMeHTKe YCTaHOBJIEH ype-
TpasbHbIi KaTeTep. B JoMallHKuX YCTI0BHSIX B CBSI3U C MaJIONOA -
BMKHOCTbIO MCHOJIb3YIOT MOATY3HHUK.

BonbHasi — enMHCTBEHHBIN pEOEHOK B CeMbe, MPOXKH-
BaeT C MaTepblo, aHaMHe3 CO CTOPOHbI OTLA HEU3BECTEH.
Martb cTpanaer MOPOMAHBIM O3KMPEHHUEM C IETCKOro BO3pacTa.
Y nmauueHTKM NMpW POKIEHUM AMarHOCTUpOBaHbl eTonarws,
BPOKIIEHHOE pacxofsiieecst kocornasue. OskupeHue pasBU-
JI0Ch Ha MepBOM rofy kusHu. Pocna 1 pasBuBanach COOTBET-
CTBEHHO BO3PacTy, OIHAKO, CO CJIOB MaTepH, C JAETCKOro BO3-
pacra HabmoaaNach y MCMXUATpa (BBIMUCKY HE MPENCTABIIEHb ).
Briepsble 3yasiiye KOXXHble BbICbIMAHKS NOSIBUIMCH B BO3pacTe
19 7et, 4TO CBSA3BIBAET C YKYCOM COOAKM M MOCIEAYIOLINM Jie-
yeHneM. B Teyenue roga 30Ha nopaskeHus: pacrpoCTpaHusach
Ha BOJIOCMCTYIO YacTb TOJIOBbl, MOAMbILIEUHbIE BMAAMHBI, 3a-
TEM Ha 1axoBble CKJIaZKU. MecTHOe JieueHne aMOyIaTOpHO —
6e3 a¢ppekra. Co c10B MaTepH, MaLMeHTKA YacTo He cobmona-
Jla npaBujIa JIMYHOM ruryeHbl. Brocnencreuu, B TOM Ke rofy,
TMOSIBUIIMCD 3ka/00bl Ha BbIIENIEHHS M3 MOJIOYHbIX KeJle3, ame-
HOpEIO, 3aTeM MPUCOENNHMIINCH KaMoObl HA XKaxkny, CYyXOCTb
BO pTY, yuallieHHOe MoyencnycKaHue. [1py obparuennu B IHm0-
KPMHOJIOTM4eckuit HayuHblit LeHTp (9HL]) Obina BbisiBNEHa ru-
rniepriposiakTrHeMust (nponaktud cocrasun 1374 mEJl/nm), He-
caxapHblii nnabet (ocMosnsbHOCTb Mia3mbl 0,315 mMocm/Kr),
no fanHbIM MPT 6b110 06HapysKeHO cynpacesyisipHoe 00beM-
Hoe 06pa3oBaHie, KUCTO3HOe 00pa3oBaHue 3a1Hell UeperHo
MKM 23x58 MM, OblT MPEANONOKEH AMAarHo3 MCTHOLUTO3a
u3 kinertok Jlanrepranca. KoHcynbTHpOBaHa HelpOXMPYprom,
M0 3aKJIOYEHHI0O KOTOPOro ONepaTMBHOE JieueHHWe He Oblio
nokasaHo. [1py BbImKcKe ObIM peKOMEHIOBaHbI KabeproamH
0,5 mr/Hen. u necmornpeccuH 240 mkr 3 p./cyT. Ha dpone Tepa-
MUK MecsiuHble Y GOTbHOM OblM peryssipHbIMU, MOYEHCITyCKa-
HYie HOPMaJM30BaJOoCh.

[lo moBoay KOKHBIX BbICBINIAHMIT PEKOMEH/JOBAaHA KOHCYJIb-
tauust B ['KB nm. Koponetko, kyna obparunacb B Bo3pacre
21 rozja, HaxOAMJaCch HA CTALMOHAPHOM JleYeHuH U rae Oblia
npoBeneHa OMONCHST KOXH C MOCTIEAYIOLIMM UMMYHOTHCTOXH-
MUYeCKUM HccnenoBaHueM. JluarHo3 npu Bbimmcke: «'uctro-
umto3 X. Bropuunas nuonepmusi». BonbHOI MpoBOOMIOCH
JledeHre MpefHU30JI0HOM 50 Mr/cyT BHYTpb, Lieda3osIMHOM,
METPOHMAA30710M, (PIYKOHA30JIOM, HApYKHO MNpPUMeEHsIach
2% umHKOBas nacra, Masu. [1py BbinMcke ObLI0 PeKOMeH/10Ba-
HO MPOJOJIKUTD TTIIOKOKOPTUKOMIHYIO, aHTMOAKTEepHabHYIO,
MECTHYIO Tepamnuio Moz HabJoIeHHeM NepMaTtosiora, HA0-
KPUHOJIOra M0 MECTY XXUTEINbCTBA.

[laupenTka oTMeTHNa yyyllleHHe CaMOUyBCTBHSI U perpecc
KOKHBIX BBICBINAHUIA, OIHAKO Tepanusi CONpPOBOXAaNach yBe-
JnyeHreM Macchl Tesa Ha 20 KT B TedeHue MecsiLia, YTo MOoCy-
JKMJIO IPUUKHOM CaMOCTOSITENIbHOI OTMEHbI Ipernaparos.

[losnHee, B 23 roza, MOBTOPHO rOCMMTANM3UPOBaHa B OT-
JeneHue Tepanuu c rpynnoi oxupenust ®I'bY SHL[ ¢ npex-
HUMM kano0amu, rae BbisiBieHa MaHuecTauus nepBUY-
HOrO TMMOTMpeO3a B MCXOZe ayTOMMMYHHOTO TUPEOMAMTA.
AHTpONOMeTpHUUECKHe AaHHble MaLUeHTKN B 3TOT NepHUo;: BeC
108 «r, poct 159 cm, UMT 42,9 kr/m2 [Ipy 0CMOTpE KOXKHOTO
MOKpOBa OTMeuanach MMOAEepPMHs NMaXOBbIX U MOAMBILEYHbIX
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obnacreii, runotonnst — Al 100/60 mwm pr. ct. [Tpu o6cneno-
BaHuu: nponaktuH 30,8 MEn/n, aHTHUTeENa K THpeonepoKkcuase
731 ME/mn, tpombouuTo3 418 10x9 kn/n, runepypukemus
401,17 MrMonb/n1, ocMonsiinbHOCTb Moun 0,405 mocm/kr (pe-
¢depeHcHble 3Hauenus 0,6—1,2 mocm/kr), pu KT opraHos rpyx-
HOI KJIETKM MHUIIBTPATUBHBIX MOPAsKeHNii He BblsiBIIeHO. [1pn
nosropHoM MPT ronosnoro mosra: «MP-kaptuHa cynpacern-
nspHOro o6beMHoro obpas3oBaHus. ApaxHouzasbHasi KUCTa
3a/iHeli YepernHoi IMKH, KUCTO3HOe oépasosaﬂue MMUHEaJIbHOMN
o6nactu. 30Hbl YMEPEHHO BbIPAKEHHOI MEPUBEHTPUKYJISP-
HOI1 JIefiKoMansLuuy B 0671acTH 3aJHUX POroB OOKOBBIX 3Ke-
JIyZIOYKOB COOTBETCTBYIOT MepPUHATaNbHO! 3HLedanonaTum».
I1pu Y3U opraHoB manoro Tasa BbIsiBJIeHa TMITONJIa3nsi MaTKHU.
113 SHOOKPHHOJIOrMUYECKOr0 Hay4YHOro LieHTpa 60JIbHast BbITH-
caHa ¢ auarHo3oM: «OcHoBHOe 3aboneBanue: ['mcrroumnros X.
CynpacennsgpHoe o0bemMHoe 00pasoBaHue, 00pa3oBaHKe
3anHeil uepenHoil sIMKM. LleHTpasbHbIii HecaxapHbiil auader,
KomreHcauys. CHMHIPOM runeprnposakTiHeMuu. BropuuHas
ameHopest. ['McTroLMTapHOe nopaskeHne Kok, MMKpoOHast
MHOMLMPOBAHHAsE 9K3eMa MPOMEXHOCTH, MaxoBblX 00a-
CTel, MOIMBILIEYHbIX BHAaAWH. AyTOMMMYHHbI THPEOUIMT.
[MepBuuHbIii rUMoTHpeos, cybkommnencauus. Oxupenne 11
crenedn (MMT 42,9 kr/m?). ConyTcrByioiine 3a00JeBaHUS:
KKB. OU — anruonarust ceT4aTku. Muonust cpenHeii crermne-
Hu. Pacxopnsieecs kocornasue. OD — BposkJeHHas rtunepTpo-
¢$usl peTMHANIbHOrO MUIMEHTHOrO SnuTenus». [Ipyu Bbinncke
U3 CTauMoHapa peKoMeHIOoBaHbl: AecMonpeccuH 0,5 mr/cyr,
kabepromuu 0,25 mr 2 p./cyT, 1eBOTUPOKCHH Hatpusi 150 MKr
yTpOM Hatolak 3a 30 MUH [0 eZbl, HabMOeHNe epMarosiora
MO0 MECTY >KUTeJIbCTBa, KOHCYJbTalus OoHKonora. K oHkonory
B JlasibHejilleM G0osbHast He 00pallanach.

B 24 rona nauueHTke Oblia MpoBesieHa AEHCUTOMETPHS MO-
SICHIYHOTO OTZieJla T03BOHOYHMKA, [7le, COMNIACHO Z-KPUTEPHIO,
OTMEUasIoCh CHUKEHNE MUHEPaJIbHOM KOCTHOM MIOTHOCTH.

[Tpu o6cnenosannu B KB nm. Jlemunxosa B 2019 r. Gbuia
BbIsIBJIEHA KeJle30feULMTHAS aHeMHUsI CpefiHeli CTereHu Ts-
skecTu (remornoOuH 74 r/n, sxene3o 4,7 MKMOJIb/J1), TUIIEPTPH-
rnuepuaemus 2,6 Mmonb/s1. HapyiueHuii yrineBonHoro oome-
Ha He BblsIBIEHO. JJaHHbIe UMMYHOXMMUYECKUX UCCIIe0BAHMIA
1 pe3yJIbTaThbl NPOObl 3MMHHULKOrO NPEeJCTaBIeHbl B TabIMLaX
1 1 2. KoskHble MOKPOBbI C BbIPasKEeHHbIMU M3MEHEHHUSIMU: 3J1e-
MEHTbI NarysIe3HON CbIMK, NOpaskeHHe BCeX KOXKHBIX CKIIAL0K
N0 TUITy UHTEPTPUTO WHPUILTPATUBHO-BOCMATIMTENILHOTO Xa-
pakTepa c Malepauueii U OTIessieMbIM C HeMpHUSITHbIM 3ama-
X0M, pOpMHpOBaHKE KOPOK, aTpoduueckue pyous! (puc. 1).

Ha ¢oHe mnpoBeneHHOl Tepanuu cOCTOsSHME OOBHOI
YJIYULIMIIOCh, CTana CaMOCTOSITENIbHO CaJUTbCsl B KPOBATH,
remorno6ux 115 r/n, Al 110/70 mM pr. cT., MaLiepaLmy B na-
XOBbIX CKJIaZiKax Mepecrajay KpOBOTOUMTb, TMIIepeMUst U OTeK
YMEHbLUMIIHUC.

OBCYKIEHUE

OrMcaHHoe KIIMHUYECKOe HAOMIOIEHNE MHTEPECHO PasBu-
THEM TMOJIMOPTraHHON 9HIOKPMHOJIOTMYECKOH MaTOJNIOrHK
Ha (OHe TeueHHs] penKoro 3aboJieBaHHUs] — TMCTHOLMTO3a
u3 knerok Jlanrepranca. IlepBbiMu crneumanucramy, 3anono-
3PUBLUMMU TMCTHOLITAPHOE MOPasKEHHe TUIOTaNaMO-TUIOpHU-
3apHOit 0651acTH, ObUIM MIMEHHO CTIeLMaTUCTbl SHAOKPUHOJIOTH -
yeckoro crauroHapa. [py nsyueHnn anaMHesa 60JIbHOM MOKHO
MPOC/ENTh MPOrpeccpoBaHue 3a00JeBaHus: BHauase Mo-
SBUJIOCH TOPAXKEHUE KOXKM, Jajiee K HEMY MOC/IEI0BATEbHO
MPUCOEAVHUIIMCD THUNEPNPOJIAKTHHEMYS], HeCcaxapHblii naber,

DHAOKPUHOAOTUSI

Puc. 1. SnemeHTbl KOXHOM cbinu (A). COCTOSIHME KOXHbIX
MOKPOBOB NPaBoW BepXHen koHe4HocT (B)

Ta6bnuua 1. Pe3ynstaThl N1abopaTOpPHOro UccrnefoBaHus

Mokasarenb ‘ 3HayeHue ‘ PethepeHTHbIN MHTEPBaAN

TTT 0,46 MKME/mn 0,4-4

T3 cBO6GOAHBIN 4,31 nr/mn 1,8-4,2

T4 cBo6OAHbIN 0,94 Hr/pn 0,89-1,76

ocr 0,24 ME/mn -

nr 0,16 ME/mn -

lMponaktuH <0,50 (1,9-25)
KopTuson 8,41 mkr/an -

Ta6bnuua 2. AHanU3 Mo4u No 3UMHULKOMY

Bpems YnenoHbiit BEC, /N KonuyectBo, Mn
6:00-9:00 1023 37,0
9:00-12:00 1024 40,0
12:00-15:00 1023 80,0
15:00-18:00 1025 100,0
18:00-21:00 1023 48,0
21:00-24:00 1019 60,0
24:00-3:00 1019 100,0
3:00-6:00 1020 45,0

06LLiee Konm4yecTBo Mouu — 510 mn
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OHAOKPUHOAOIUS

@M}K KAnHu4eckmne pekoMeHAALMM U AArOPUTMBI

FUNoroHaansMm, 4to CBUAETEIbCTBYET O MYJIbTUCUCTEMHOM I10-
pakeHUM W MPOrPECCHPYIOLLEM TSIKETIOM TeueHuH 3aboseBa-
HusL. Tak Kak 607bHast He HabJIOANIACh Y FeMaTosIora, OHKOJIO-
ra, MHQUIbTPATUBHBII MPOLIECC MOpaskas Bce 60JIbLLNe Y4aCTKHU
Kkosku 1 LIHC.

[lo nanHbiM «@PenepanbHbIX KIMHAYECKUX PEKOMeH[a-
LMit O IMAarHOCTMKE M JIeUEHMIO TMCTHUOLIMTO3a W3 KIJIETOK
Jlanrepranca» 2015 . OCHOBHbIMM NpenapaTamu IJist Jiede-
HUS THCTMOLMTO3a SIBJISIOTCS BMHONACTHMH, NPENHU30JIOH,
6-mepkanTonypud. K Tepanuu BTOpOil JIMHMM OTHOCHTCS
KOMOMHMPOBAHHasl XMMUOTepanusi npenaparamu 2-xjuopze-
30KCHaZIeHO3MHA M LuTapabWHA M ajjloreHHas TPaHCIIaH-
TalMsl reMONO3TUYECKUX CTBOJIOBbIX KjeTok. [lyisi ompene-
JIeHUsl TAaKTMKW JieYeHusl BbIIeNSIOT 3 TpyMNbl MalKUeHTOB,
B 3aBMCHMOCTH OT KOJIMYECTBA MOPaskeHHbIX CHCTEM OpPraHoB
¥ BOBJIEYEHHOCTH B MATOJIOMMUECKUI1 MPOLIeCC MeveHu, cene-
3€HKH, KOCTHOro mosra. K rpymnmne HU3KOro pucka OTHOCSTCS
TaLMeHTBI C JIOKAJIbHBIM MOPakeHNeM OJJHOTO OpraHa/cucTe-
Mbl. K rpyrnne npoMesxxyToOuHOro pucka OTHOCSITCS MALMeHTb
C MopaskeH!eM HECKOJIbKMX OpraHoB/crcTeM 6e3 BOBJIeUEHHUS]
OpraHoB pPHCK4d, a TdKXe MaluueHTbl C MHTPAaKpaHWaJbHbIM
00beMHbIM 00pa3oBaHKeM, CHaBJIE€HHEM CIHHHOTO MO3ra,
C JIMTMYECKMMM OYaraMy OCHOBAHMS uepera, BUCOUHOM KO-
CTH, OCHOBHOI KOCTH, COCLEBUJHOTO OTPOCTKA, OPOMUTbI.
K rpymnne BbICOKOro pucka OTHOCSTCSI NaLKeHTbI C TOpaskeHN-
€M HECKOJIbKMX OPT'aHOB/CHUCTEM C BOBJIEUEHHEM OPraHOB PU-
cka [1]. CnegoBaTenbHO, MOXKHO NPEANONOKUTD, UTO JaHHAS
naL1eHTKa OTHOCUJIACh K TpyIe MPOMEXYTOYHOTO PHCKa,
T.K. MMeJa HHTpaKpaHualbHOe O0ObeMHOe 00pa3oBaHMe.
CornacHO KJIMHUYECKMM PEeKOMeHAALMSIM TaKUM MaLueHTaM

HEoOX0IMMa CUCTEMHAs XMMMOTEpanus Mpenaparamu BUH-
671aCTUH M MPenHU307I0H. Kak Mbl BUAMM, HECMOTpS Ha T10-
CTaBJIEHHbII 6 JIET HAa3aj AMArHo3, MalMeHTKa He Mojyyasa
JIeYeHHs MO MOBOAY MMCTHOLMTO3a U3 KJIeTOK JlaHrepraHca,
KPOMeE KPaTKOCPOYHOTO JIeYEHHs! IPEAHNU30JIOHOM B BO3PACTE
21 roza, He Oblyla KOHCYJITUPOBAHA OHKOTEMATOJIOrOM, MOJTy-
yaza TOJIbKO TEeparnuio, HaNPaBJIEHHYIO Ha KOPPEKLMIO QYHK-
LM TOPaskeHHBIX OPraHoB.

Bpaan-aHﬂOKpI/IHOHOFaM CTOUT UMETb B BI/IIly BO3MOJK-
HOCTb Pa3BUTHsI BTOPUYHOI IATOJIOTMM OPraHOB SHJOKPUHHOIA
CcUCTeMbl Ha (pOHE CHCTEMHOTO rpaHyJeMaTo3HOro 3a00eBa-
HUS M HaMPaBJISTh TAKKMX NALMEHTOB K CIELMaIiCTaM 1 Jie-
YyeHus] OCHOBHOTO 3a00JIeBaHUSL.
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