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AnHoranus. IlpencraBnsieM omnucaHue KIMHUYECKOTO - HAOMIOAEHUS - TEUCHHUS
6one3nu ['omie Tuna 1 ¢ npeobnaianueM He XapaKTepHOTO I TaHHOM MaTOJIOTHH
ME3€HXUMAJIBHO — BOCIAJIUTEIBHOIO M JKEJITYIIHOT'O CUHAPOMA B KIMHUYECKON
KapTuHe. J[aHHBIN Cilydail WILTIOCTPUPYET KIMHUYECKUN MoJuMopdu3mM 001e3HU
['ome W BO3HUKAIOUIME BCIEJICTBUE STOLO .~ TPYAHOCTH JIU(DPEepeHIHaTbHOIO
JIMarHo3sa.

KiawueBble ciaoBa: bonesns [Tomie; | rmokornepeOpO3UAHBIA  JTHIUI03;
TJTIOKOIIEpeOpO31103; TenaTOCIIICHOMETANUSI; CUHIPOM JKEIITYXH.

BBenenue

bonesup T'ome (BI') — Haubonee wactas Qopma HaACIEICTBEHHBIX
dbepmeHTONaTHA, OOBESAMHEHHBIX B TPYIITY JU30COMHBIX 00JI€3HEH HAKOTUICHUS, B
OCHOBE KOTOpOH ~JIeKUT nedekT au3ocomHoro ¢epmenta [-D-rimroko3nmnassi
(rmroxorepeOdpo3uaashl), OTBETCTBEHHOTO 3a KaTaOoIM3M JurmuaoB[1].

YacroTa BI' B 06mieit nonysnsmuu 1:40000 — 1:70000. B nonynsituu eBpeeB-
amkeHa3u (BbixoaueB u3 BoctouHoil EBpormbl) yactora BCTPEUAEMOCTH 3TOTO
3a00JIeBaHUs SBIIIeTCs OoJiee BhICOKOM U gocturaer 1:450 — 1:1000 [2]. Haubosee
XapaKTepPHBIMU TpU3HaKaMH O0JIe3HW [omie SBIAIOTCS: YBEIMYCHHE TaKHUX
OpraHOB KaK celie3¢HKa W TIeYeHb. Pa3BUBaeTCs aHEMUs, TPOMOOIUTOIICHUS,
XPOHUYECKHE OOJM B KOCTSIX WJIM KOCTHBIE KpWU3bI, HATIOMHHAIONINE KapTUHY
ocreomuenuta. Pexxe 001€3Hb MOXET 3asgBUTh O cebe TmeperoMaMu KOCTH
BCJIC/ICTBHE HE3HAYMTEILHOM TpaBMbI [3].



Marepuaj 1 MeTOIBI

B KazaxcTtane MOJHOCTBIO OTCYTCTBYET PETHCTpP 3TOH TSDKEIOW OOJIC3HH.
Hukorga He wu3ywanach pacnpoCTpaHEHHOCTh 3a00JeBaHUA, a  TaKkKe
HallMOHAJNbHAS ~ NPUHAJICKHOCT K OTOM  HACJIEACTBEHHOM  IMATOJOTHUH.
AKTyaJbHBIM NPEJCTABISETCS BOIPOC O TOM, I/IE U Y KaKUX JIeTel pa3BUBAIACH
00Je3Hb, Kakue KIMHUYECKHE OCOOCHHOCTH MMeeT B Hamied cTpane. [lomobHoe
uccienoBanne ObuTo TpoBeneHo B IlIBemuu, rae ObUT BBISIBICH OCOOBIN  THIT
3a00JIeBaHUsl C BBIPAKEHHOW HEBPOJIOTMYECKONM CHUMITOMATHKON =W CBOUM
reHOTHUIIOM[4].

Jpyrum BOIIPOCOM  JUISl HW3YYEHUsS SIBJISIETCS CPABHEHHE . OCHOBHBIX
KJIMHUYECKUX U JIAOOPaTOPHBIX MPU3HAKOB 3a00JIeBaHUs Ha IPOTSHKEHUN Psijia JIeT,
YTO MO3BOJINJIO OBl PEIIUTH PsJ BOIIPOCOB O TEPANMH JaHHOIO 3a00JI€BAHNS.

[TpuBoaum KIMHUYECKUH ciy4ait 6ose3nu ['ome y pedbénka 2-X jer.

bonbhoit H. moctynun B nerckyro OonpHUIly T.. Kaparangsl. JKamoObr (co
CJIOB MaMbl): 0011asi c1aboCTh, KEATYIIHOCTh KOXKHU, U3MEHEHHUS B aHAJIU3€ KPOBU
(HB-64 r/n, rpomOonuthl 37*10x9/1).

N3 anamue3a: Pe6G&Hok ot Il Oepemennoctn, II pomoB Ha dQone
¢dbusznonornyeckoir OepemenHoctu. Bec mpu poxaenuu 3200r poct SS5cwm.
HacneacTBeHHOCTh HE OTATOINEHA. AJUIEprUYEeCKUM aHaMHE3 CHOKoeH. U3
MEepPeHECEHHBIX 3a00JICBAHUMN: OCTpas pecrnupaTopHas BHUpycHas WHDEKIus,
KkpacHyxa (Mapt 2013r).

bonen B Teuenue rojma. B Bo3pacte | rog m 2 mecsdma mama 3ameTuia
yBelIMYeHue B OOBEME KMBOTA, MOSBUIACH JKEJITYIIHOCTh CKJIEp U BUAUMBIX
CIIM3UCTBIX, CHHSIYKOBBIC BBICHITAHUSI HA KOXKE KUBOTA U KOHEYHOCTEH, MPU ITOM
HE OTMEYaloCh MaJCHWN W ynapoB pebEHka. PeOEHOK cTam TIaKCHMBBIM, YacToO
MPOCHINATHCS 110 HOYAM, YXYAIIUIICS anleTuT.

B wutone 2014r. ObUT rocnuTagv3upoBaH B WH(EKIIMOHHYIO OOJILHUILY C
MPEeABaAPUTEITLHBIM JIMarH030M renatut.lIpu oOce0BaHNH:
renatocrieHomeranus, cHmwkenue ypoBHs Hb mo 90 r/n, tpombGouwmtoB g0 114
ThIC, B OWMOXMMHMM KpOBM —  acnapraramuHorpaHcdepaza 68  EJI,
ananuHamuHoTpancdepasza-96 EJI, kpeatunun 44 mxmonw/n, a-amunaza 99 EJI,
OCTaJIbHBbIE MOKAa3aTeJ B HOpME. B CBS3M C HalIMYWEM CHUHIpPOMA >KEITYXH,



renaTocIjIeHOMETraiii M aKTUBHOCTM  TpaHCaMHWHa3  ObUl  BBICTaBJIEH
NpeABapUTENbHBIN  MarHO3 BUPYCHBIM renmaTuT. Ho Mapkepsl oOka3aiuch
OTpPHULIATEIBHBIMH, U JAHHBIN TUAarHO3 ObLI CHSIT.

[Tanupent ObUT HampaBiieH Ha Joo0cienoBaHue K reMarosory. B xone
npoBefeHust AU depeHnnanbHOr0  auarfo3a (€ OCTEOMHUEIUTOM, KOCTHBIM
TyOepKyJIe30M, TPOMOOLIUTONIEHUYECKOM IypITypOH, reMo0J1acTO30M)
ObLTa MpOBEIeHa CTepHAIbHAS MTyHKIUS - 00OHapY>KeHbI kieTku ['ore.

OOBEKTUBHO COCTOSTHUE TPHU TOCTYIUICHUU CPETHEH CTETCHU THKECTH 32
Cc4ET OCHOBHOIO 3a00jeBaHus. HOpMOCTEHMYECKOTO TEIOCIOKEHUS, YMEPECHHOTO
nutanus. KokHble MOKpOBBI OjieiHbIE, CYOMKTEPUUYHOCTH CKJIEP M CIU3UCTHIX.
[TurmeHTaIuMs KOXKH JIMIA, 3aMETHO YCUJICHHBINH COCYAUCTBIA PUCYHOK BEPXHUX U
HWOKHUX KOHEYHOCTEH, Ipyaud M MepeaHed OpIOIIHON CTEHKH, «II€UYECHOYHbBIE)
nagonu. Ha rpyaum u BepxHeW 4YacTW CHHUHBI €IUHUYHBIE ~TEJICAHTUIKTA3MUU.
[TonkorHas )KUpoBasi KJIIETYaTKa pa3BUTa YMEPEHHO, Typrop Tkaneil coxpanés. Co
CTOPOHBI KOCTHO-CYCTaBHOM CHCTEMbl BHJMMBIX Hedopmanuii Her. B nérkux
JbIXaHUE IyIPUIbHOE XPUNOB HET. TOHBI cepalla SCHbIE PUTMUYHBIE. S3BIK
YUCTBIM BJIAXHBIA. BH3yanbHO XUBOT ~yBeNWYeH. lledeHb BBICTYMAeT W3-TOJ
pebeppss Ha +3,5-4,5 cM, IUJIOTHas; CeJIE3€HKa PE3KO yBeIWYeHa (10 JIeBOM
noAB3JA0IMHON obmactn) +20 cM W3-TIoA  Kpas peOepHOM JyrH, TUIOTHOU
KOHCHCTeHIIUU. MouuTcs 6e300ie3HeHH0. CTy HE U3MEHEH

Ananu3 kpoBu: sputporutsl - 3,9-10x12/n, Hb 38 r/n, pomGoumtsr - 37-
10x9/n1, neiikoruts -.10,2-10x9/71, 203uH0dMIEI - 1,5%, cermenTosiaepusie - 32%,
auM@ouuTs - 51%, monouTel - 10%, COD - 8§ MM/u.

buoxumuueckuif ananu3 KpoBu: 001IMii 0erok — 691/, OunupyOuH o0IIHiA —
5,9 MKMOITB/, OrIMpyOrH npsiMoit — 1,25 MKMOJB/1, OnmupyOuH cBsi3aHHBIN — 8,1
MKMOJIb/J, MOYeBUHA — 4,38 MMOJIB/J, KpeaTuHUH — 43 MMOoJIb/J, TIoKo3a — 4,2
MMOJIB/J1, XollecTepuH — 4,5 mmonw/1, AnaT — 1,6mkmons/n, AcaT — 2,8 MKMOJIB/I,
I'Tt— 80 En/n, menounas pocdoraza -300 MMoIIb/I1.

Y3U: nedyeHb ¢ poBHBIM YETKUM KOHTYpOM, Kpaii 3akpyrieH; KBP npaBoii
noiau 168 MM, ieBoit qonm - 122 MM, XBocTaToi aoiau - 78 MM, BOopoTHasi BeHa 10
MM, XOJIEIOX 5 MM, CTPyKTypa nedyeHu Aud@dy3HO HEOIHOPOJHAs, C MHOXe-
CTBEHHBIMH MEJIKOOYAarOoBbIMU Y4acCTKaMHU TMOBBIIIEHHON 3XOI€HHOCTH OT 3 710 5
MM B JIMAMETPE, PACCESIHHBIMH IO BCEW MEUEHH, KETUHBIA My3bIPb PACIOJIOKEH
aHOMAJIbHO HaJ TPaBOM MOYKOM, pa3Mepbl 66X32 MM, CTEHKa yTOJIeHa 10 4 MM, B



COJIEP>KMMOM ITy3bIpsl MPUCTEHOYHBIM OCAJ0K; MOJKEITYJ0UHAs Kejle3a C POBHBIM
YETKUM KOHTYpPOM, pazMepbl 22x19x20 MM, CTpyKTypa OJHOPOAHAS, SXOT€HHOCTD
CpellHeld HMHTEHCHUBHOCTH. 3aKJIIOYeHHe: TrenaTociuieHoMeranus, auddys3Hbie
M3MEHEHHUS TAaPEHXUMBbI [IEYEHU; aHOMAJIBHOE PACIIOI0KEHHUE )KEITUHOTO ITY3BIPS

PentrenorpaMmmMa  KocTe  HUKHUX  KOHEUHOCTEH:  O€IpeHHbIE - U
OonbieOeplioBbIe  KOCTM €  MpHU3HAKaMHU  OCTEONopo3a C  HCTOHYCHHEM
KOPTUKAJIBHOTO CJIOS M 0YaraMu JASCTPYKIIMH OKPYTIION B OBAJIbHOM (DOPMBI.

[lo pe3ynbraTam KIMHAYECKOTO M J1aOOPATOPHO-MHCTPYMEHTAJIbHOIO
oOcrenoBaHus OOJLHOMY MOCTABIICH KIMHUYECKUH quarnos: bosnesns Lome, Tum I
(HeHelpornaTu4eckuil), cueruduueckast OCTeonaTusl.

B Hacrodmmii MOMEHT MAlMEHT MOJYy4YaeT CHMITOMATHYECKOE JICUCHHUE,
peraeTcss BOMPOC O MPUMEHEHUU TMOXKU3HEHHON (hEPMEHTHOM 3aMEeCTUTEIbHON
tepaun  (P3T) pexkoMOMHAHTHOW TIIOKOUEpPEOpo3uAa3on  (MMeErlepasa,
BeJariroiepasa aiabda).

3aKII0OUYEHUE

B cuny penkoit pacmpocCTpaHEHHOCTH M IOJIUMOpP¢H3Ma CHMIITOMOB
JIMarHOCTUKA W JiedeHue Oosie3Hu ['omie ocTaloTcs 3aTpPyJHUTEIIBHBIMU U Ha
CEeroAHsAIIHNN AeHb. Kak mpaBuio, y MamyeHTa, HE MOJyYarollero aJeKBaTHOU
Tepanuy, TOJUOPTAHHBIC TOPAXEHUS YCIOXKHSIOT KIMHUYECKYI0 KapTHUHY
3abosneBanus. Takoro MmamueHTa MOKHO Ha MPOTSHKCHHH MHOTHX JIET JICUUTHh OT
Pa3JIMUHBIX TATOJIOTUH, TMOJ MAaCKOW KOTOPBIX CKpPBIBACTCS WMCTUHHAsT 0O0JIC3Hb.
Tem OoJsiee 4TO, MpU paHHEM BBISIBIICHUU Oosie3HM ['ollle U aieKBaTHOUW Tepanuu
MOXHO JTIOOUTHCS CTOMKOM pPEMHUCCHM TEUCHHS 3a00JieBaHUs, a B JaJbHEHIIEM,
MOJIHON (hYHKITMOHATHHOM U COIMATBHOM peabmInTalluy STOW TPYIIbl OOJBHBIX.
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