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AxkrtyanbHocTh. Hedpomnatnueckuit nmctuno3 (HL) — peakoe ayTocoMHO-periecCUBHOE
3a00JIeBaHME, XapaKTepU3YIOIIeecs] HAKOIJICHHEM KPHUCTAUIOB IIMCTHHA BHYTPH JIM30COM U
COIIPOBOXAAIOIIEECS IPOTPECCUPYIOLIUM MTOPAKEHNEM HHTEPCTULIMATIBHON TKAHU ITOYEK C UCXOA0M
B xpoHuYeckyr Oone3ns mouek (XbBII) B merckom Bospacte. HI[ — omHa m3 Hambonee 9acThIX
HaclleICTBEHHBIX MpUUKH cuHpoma @ankonu (CD), nposiBiistonierocs TyOyIspHON IPOTEUHYpPHUECH,
rimoko3ypuel, docdarypueit, runodocdaremueii, MeTabONIMUYESCKUMHU AalKI030M, MOIUypUEH H
MOJIUIUTICHEH, PAXUTHYECKUMU J1e(hOpMAIMIMU CKEJIeTa.

Lesas: mpeacTaBuTh TeHETUYECKHE, KIMHUYECKHE U JlaboparopHble ocoOeHHocTn HILI,
KOTOPBIE MOTYT OBITh MCIIOJIB30BAHbI JUIsI CBOEBPEMEHHOM TUarHOCTUKU TaHHOW MAaTOJIOTHH.

Martepuansl u Metroabl. B uccienoBanue BkimodeHsl Bce manueHTsl (n=4) ¢ HII,
Habmopmasmmecs Bo 2-I'JIKb r. Muncka ¢ 2004 rona. IIpoananu3upoBaHbl BO3pacT Ha MOMEHT
nebTa MW yCTAaHOBJICHHS JOWarHo3a, JaHHbIe Owoxumuueckoro aHamm3a kpoBu (BAK),
obmeroananuza Moun (OAM), pacueTHass CKOpOCTh KiyOoukoBoi ¢unbrpanun (pCK®) mo
dopmyne [IBapia, cyrounsiii 6enok (Pt) u riroko3a Mo4H, CyTOYHAsE SKCKPEIUsl dIEKTPOIUTOB,
KHCIOTHO-ocHOBHOe  coctosiHue  (KOC),  pesynbTarhl  ylIbTPa3BYKOBOI'O  MCCIIEIOBAHUSA
MoueBblenuTensHol cucteMsl (Y3 MBC) npu nepsuuHoM oOcienoBannu. OOpaboTka JaHHBIX
BemonHeHa B Statistica 10,0 u Excel. Ilpu onucanuy KOJIMYECTBEHHBIX JAHHBIX HCIOIH30BAIHUCH
Meaunana (Me) u uHTepKBapTUIIbHBIN pazMax (25%—75%), KauecTBEHHBIX [T0OKa3aTele — KOJIM4eCcTBa
(n) u momm (%).

PesyabTraThl M ux o0cyxaeHue. Bce 4 mammenta (3 meBouku u 1 Manmp4mk) 0e3
OTATOIICHHOTO HACJIEACTBEHHOIO aHaMmHe3a wumenu wuHpantwieHyio ¢opmy HIL. IlepBeiMu
posiBIIeHUsIMU 3a0051eBanus B Bo3pacte 7,5 (4,0—13,0) mecsitieB y ¥4 nereii Obutn m3meHenusi B OAM
B BuJe Pt (0,284 (0,115-0,45) r/n) u ritoko3ypuu, y 4 — ONAypuUst U MOJTUAUIICHUS, Y BCEX TAIIUEHTOB
oTMevaach 3ajiepkka TeMnoB ¢uznyeckoro paspurus. [lokazarenu BAK (kpeaTuHHH, MOYEBHHA,
Kajbplui, docdop, menounas ¢ocdarasa, kanuii, Harpuid, xuopuas) 1 pCKD Obun B npeaenax
BO3PaCTHON HOPMBI. Y Bcex mauueHToB 1o pesynbratam KOC ycTanoBieH MeTaboIu4ecKuil aiumo3:
pH 7,35 (7,3-7,41), BE -7,5 (-12,4—3) mmons/n, HCO3" 18 (12,7-21) mmonbe/n. CyTouHas
sKckpenusi Pt, Toko3sl, kaneius, ¢ocdopa, Kamus, HATPHs, XJIOPHIOB C MOYOM HE MpEeBbIIIaNa
pedepentnbie 3Hauenus. Ilpu mepsom Y3 MBC y Y4 manmeHTa yCTaHOBIIEH ABYCTOPOHHHMA
HedpokanbluHO3. M3 comyTcTByomeil natojgorun y s peOeHKa IUarHOCTUpOBaHA IUCTPOduUs
poroBuiisl, y 2/4 — nepopmanmu ckenera (O-oOpa3Hble HUKHIE KOHEUHOCTH, PAXUTHUECKHUE YETKH
Ha peOpax, BopoHKooOpa3Hasi rpyaHas kieTtka). Ha ocHOBaHMU kano0 M KIMHUKO-Tab0PaTOPHBIX
JTaHHBIX ObLI BeICTaBIIeH 1uarno3 C® u Ha3HaYeHOCUMITOMAaTH4YecKoe JieueHue. OpHaKko paHHUN
ne0I0T, MOpaXXeHHE HECKOJBKUX CHCTEM, IPOrPEeCCHpOBaHME HapylmeHHs (YHKIMA I[ouYeKk mpu
JanbHeIeM HaOJI0CHUH TO3BOIMIUIIPEANIONOKUTh HACICICTBEHHBIM XapakTep 3a00JeBaHUs U
PEKOMEHIOBaTh TPOBEJICHHE T'€HETHYECKOTO HCCIeNoBaHusA. Y Y4 MalUMEHTOB OOHapyKeHa
romo3urotHas Mmytauus B rene CTNS, uto noarsepauino auaruno3 HIL, y 1/4 pebenka HII BeicTaBien
B 13 ner mocne oOHapyXeHHMs KpUCTAJUIOB IMCTHHA B porosuile. Takum o0pa3zom, Bo3pact
nocraHoBku HI[ cocraBun 8 (3—15) ner. U3 cneundudeckoil Tepanun 2/4 manueHTOB MOTyYalld
[UCTEaMHUH BHYTPb, 3/4 — ria3Hble KaIumm, coAepxaiue nucreamut. Y 3/4 nereii k 8 (8—12) rogam
yCTaHOBJIEHa TepMHUHanIbHas cragus XbII ¢ nocnenyromeli Tpanciuiantanue nouku B 9 (9—-16) ner.

BuiBoabl. Pannuii 1e0r0T 3a0051€BaHsI, HATMYHE KIMHUYECKUX U JIA0OPATOPHBIX MPU3HAKOB
C®, BO3MOXHOCTb TNPOBEACHHUS TIE€HETUYECKOIO TECTUPOBAHUS IO3BOJIAET CBOEBPEMEHHO
YCTQHOBUTH JMArHO3 HEPPOMATUUYECKOTO IMCTHUHO3a, HA3HAYUTH CHEIU(PHUUECKYIO TEpaIuio, TeM
caMbIM 3aMeUIUTh nporpeccupoBanne XbI1 1 0071er41uTs CUMIITOMBI CO CTOPOHBI OPI'aHOB 3PEHUSI.
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