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FO. /1. DiicMoOHT

XENYHOKAMEHHAS BONIE3Hb Y AETEN A0 FOAA

Jlemckas copoockas kKaunuweckas oonvruya Ne 9
2. Examepunbype

AHHOTAIUA

OTHonorus KeITYHOKaMEHHOW Oosie3HH 00yclOBlIEHA HACJEICTBEHHBIM (DaKTOpOM, HEIOHOIICH-
HOCTBIO, JUIUTEIbHBIM MapeHTepalIbHbIM MUTaHUuEM. B 65% ciydasx mnpencraBieHO O0€CCUMITOMHOE
TedeHue 3aboneBanus. Y3 opraHoB OpIOITHOM MTOJIOCTH SIBJISIETCS OCHOBHBIM METOJIOM BU3YaJTH3AIHH
KOHKPEMCEHTOB B KCJIYHOM IT1Y3bIPE HA 3TAINC CKPUHUHI-AUAIrHOCTUKH 1 OLICHKU B JIUHAMUKC.

KuroueBble cjioBa: XoJenuTuas, €T, paHHUNA BO3PAcCT.

Cpemn  3a0oieBaHMil  TNHUIIEBAPUTEIHLHOM
CUCTEMBbl  yIEIbHBIM BEC  KEIYHOKAMEHHOU
6one3nu (JKKbB) y nereii cocraBnser Gonee 1%.
[locnennue 10 neT xapakTepu3yroTCs HE TOJBKO
pOCTOM YacTOThl O3TOW TMATOJOTMM B JECAThH
pa3, HO W SIBHBIM €€ omoyiokeHuem [1, 3, 5].
Bce wdame xonmemucTonuThas JAMAarHOCTUPYIOT
y zereill mepBbIX 3-X JeT ku3HM [1, 2], oTnens-
HOTO BHUMAaHMsI 3aCIyXKMBAIOT Cllydau y JIeTel
TPYAHOTO BO3pacTa M HOBOPOXKIECHHBIX [2, 5].
KKb Ha cerogHsmHMI JA€Hb pPacCMaTPUBAIOT
Kak OOJIe3Hb IMEYEeHH, JJIsI KOTOPOH XapaKTepHO
Hajauuue aeeKkTa B MeXaHu3Me CHUHTE3a WU [epe-
HOCA JIUMIHUAOB JXKeMuu ¢ (OPMUPOBAHUEM KOH-
KPEMEHTOB B JKETYHOM ITy3bIpe U/MIIN >KETYHBIX
nporokax [3, 4, 5]. IlpuopurerHbIM MeTOAOM
JIeUeHUsl XOJIeNuTHas3a y JeTei n1o0oro Bo3zpacra
SIBJISIETCS JIANIapOCKOMMYECKAasl XOJIEHHUCTIKTOMUS
[2]. YuuThiBasi MHOTOTPaHHOCTbH 3THOJIOTUYECKON
crpykrypsl J)KKbB, B Haeit pabore OynyT 0003Ha-
YeHBI MPUYMHBI 00pa30BaHUs KAMHEU JKEITIHOTO
my3bIps y nereit 1o 1 roaa.

Otnonorus XXKb nmereit no 1 roga:

— HEJOHOIIEHHOCTh B OTEYECTBEHHOMU
U 3apyOexHOW nuTeparype (Gurypupyror
cpoku rectanuu 28-32 Hen.;
Haclle/ICTBeHHAs MIPUHA]JICKHOCTh
(HLA BI12, HLA B18, HLA A9, HLA
All, HLA A26, HLA Cw?, HLA Cw4);
Tonbko mpu HaciaeaoBanuu HLA BI2
puck paszsutus JXKb cocrasmser 30%,
npu Hammuuun HLA B18-40%, B ciyuae
COUYETAaHUs JBYX AaHTUTEHOB Yy OJHOTO
pebeHKa pUCK pa3BUTHS 3a00JI€BaHUS yBe-
ymuuBaeTcs 10 70%;

— JJIUTENBbHOE MapeHTepaIbHOE TUTAHUE;
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— UBII;

— a"THbOaKTepuanbHas Tepanus (1edanocro-
punsl [1I-IV noxonenus);

— maypetuku (pypacemun);

— 3a0oneBaHus (COCTOSIHUSI), COIPOBOXKIA-
€MbI€ JUIUTEIbHBIM F€MOJIH30M;

— BPOXKICHHBIC aHOMAJIMH JKEITYEBBIBOISIINX
Iy TeH;

— MYKOBHMCLIHJIO3.

B xauecTBe HOMONHUTENBHBIX (PAaKTOPOB 00CY-

KIAAFOTCSI:
— PaHHMM [IEpEeBOJ JETEH Ha UCKYCCTBEHHOE
BCKapMJIMBaHUE;
— Y31 mioga B paMKax aHTEHATAJIbHOMN
nuarHoctukd U1 Y3U opraHoB OpromrHon
IIOJIOCTH B NEPBBIE MECSIIBI KU3HU.
Kamuu, oOpasyroimuecs: B KETYHOM Iy3bIpE,
MOAPA3ACTSIOTCS  HA  XOJECTEPUHOBBIE,  IUT-
MEHTHBIE U CMelIaHHbIe. J{1s1 neteii mepBoro roaa
KHU3HU XapakTepHO (QopMHUpoBaHHE OWIHpyOu-
HOBBIX KamMHel. KamHM ipenMy11ieCTBEHHO 00pasy-
IOTCS B JKE€TYHOM ITy3bIpE BCJIEACTBUE MOBBIIICHUS
KOHIIEHTpAIMK B HEM OMIHMpyOuHaTa Kaiblus. ITO
IIPOMCXOIUT B PE3yJbTaTe TMAPOIN3a dHIAOI€HHON
B-TmroKypoHHIa30i  HECBSI3aHHOTO  OMiMpyOHHa,
NPUYMHAMU KOTOPOTO SIBJISIIOTCSI BHYTPUCOCYIM-
CTBIH TEMOJIU3 W BHYTPUIICUEHOUHAS ITHUPKYISLINS
onnupyOuna (mpu 6oneznu Kpona, ¢pudpose xemd-
HOTO ITy3bIps U JIP.).

bonee monoBunbel ciyuaeB JKKb y nereit
(o  65%) mnpuxomuTcs Ha OECCHUMITOMHOE
TEUYEHUE, TaK Ha3blBAEMbIE «MOJIYALIUNE KaMHU»,
KOTOpbIE ClydyallHO IuarHoctupyrorcs Ha Y3U.
B cnyuae 6eccumntomuoro Teuenus JKKb y HoBo-
POXICHHBIX U JIETeil paHHEro BO3pacTa PeKOMEH-
JyeTcsl TMHAMUYeCKoe HaOIoIeH!e ¢ TIepuoanye-
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ckuM Y3-koHTposieM. CIOHTaHHOE pa3peuieHue
KOHKPEMEHTOB JKEIYHOIO MY3bIpS MPOUCXOIUT
B TeueHue 6 mecsueB xu3Hd. [Ipu coxpaneHuu
KaMHe# 1ocie 6 MecsieB HaOIoaeHue Mpoaod-
xaetcs 110 3 set, Tak Kak B 50% cymiecTByeTr BO3-
MOXXHOCTb UHBOJIIOLIMH.

B man obcnenoBaHus MaleHbKUX MAIUEHTOB
BXoauT Y3U OproiHON MONOCTH KpaTHOCThIO 1
pa3 B 3-6 MecsleB; KOHCYJbTAlUsl racTPOIHTE-
poJiora C ULEJIbI0 Ha3HAYEHUS! JIUTOJIUTHUYECKOU
TEpaInu.

AOCOTIOTHBIMU TIOKa3aHUSIMU K OIEpaTHB-
HOMY JICYCHHIO SIBIISIFOTCSI:

— TOPOKU PA3BUTHUSL KEITUEBBIBOASIIMX IPO-

TOKOB M JK€ITYHOTO ITy3bIPS;

— 3HAUYMUTEJIbHBIE HAPYIICHUS WIA OTCYT-

cTBUE (QYHKIIMH KEITYHOTO ITy3bIPS;

— MHOYKECTBEHHbIE  IOJIBH)KHBIE  KOHKpE-
MEHTBHI;

— XOJIEIOXOJINTHA3;

— BOCHAJMUTEIBHBIA MPOLECC B KEITYHOM
Iy3bIpe.

K oTHOocHTEnpbHBIM TMOKa3aHUSM  CJEIyeT
OTHECTH HAJIMYME CAWHHYHBIX IOIBUKHBIX KOH-
KPEMEHTOB B JKEIYHOM ITy3bIpe, a TaKke OecchM-
MITOMHOE TeYCHHE. Y YUThIBAsI BLICOKOE COUETAHUE
y JeTel XoJIeTuTHa3a C aHOMAaJMSIMH WU TIOPO-
KaMH Pa3BUTHs JKCITYCBBIBOMSAIINX TyTEH, MPH-
MEHEHHUE KOMIUIEKCA YIbTPa3ByKOBBIX HCCIIEI0-
BaHUH coYeTaeTcs B MPEAONEPANMOHHOM MIEPUOJIe
¢ MP-xonanruorpadueii. Omnepamnmelr BbIOOpa
SIBIISICTCS JIATIAPOCKOITMYECKAsT XOICIIHCTIKTOMHS.
[IpoTuBonoOKa3aHusIMH K  JIAapOCKONWYECKOU
XOJICLIUCTAKTOMUU SIBISIOTCS:  XOJETOXOJIUTHA3,
CTEHO3 OOJIBIIOTO JYyOACHAIBHOTO COCKa, OIy-
XOJTM OOJIBIIIOTO yOIEHAIEHOTO COCKa, CTPUKTYpa
JUCTAJIbHOTO OT/IeNia TelaTHUKOXoJen0xa, Ipyonie
pyO110BO-CIIa€UHbIe MPOLIECCHI MOCIIE paHee mepe-
HECCHHBIX 3a00JIeBaHMN Ha BEPXHUX JdTaxax
OPIONIHOMN MOJIOCTH.

B KoHCynbTaTUBHO-AMArHOCTHUYECKON MOJH-
kimHuke JIIKB Ne9 nabnromaercs 2 neTeii B BO3-
pacte 7 Mec. u 1 roma ¢ IMarHo30M: KETYHOKA-
MeHHas 00J1e3Hb, 0ECCUMIITOMHOE TCUCHHE.

Knunnueckuii cioydait 1. Ilanuent U. 4 mec.
IpU MPOXOXKIEHUU IutanoBoro Y3U opranos
OpIOIIHO MOJOCTH B 3 MeC. BBISABICH KOHKPEMEHT
xemyHoro my3sips 10,6 x 3,6 mm. M3 anamuesa:
pebeHOK OT 5 OepeMEHHOCTH, 3 OIepPaTUBHBIX
ponoB B cpoke 28 Hen. Macca mpu poKICHUU
990 1, poct 35cm. Amrap 5/6 6. Teuenue Oepe-
MEHHOCTH Ha ()OHE THIIOTHUPE03a, XPOHUYECKOTO

TOKcoIIa3Mo3a, HocutenbctBa IIMB u BIII,
reseruueckas TpomOoduims. HacneacTBeHHOCTS:
oreny — JXKBb.

14 cyroxk wnHaxomwics B OPUTH [I'b
Nel0 ¢ pgwarHo3oM: HEIOHONIEHHOCTb, 28
Hel. OKcTpeMasibHas HH3Kas Macca  Tela
npu  poxaenuu. [IIIIHC  runokcuyecku-
UIIEMUYECKOTO0  TeHe3a  TSDKEJIOW  CTENeHUu
TSOKECTH, PaHHUNH BOCCTAHOBUTENIBHBIN IEPHO.
LepeOpanbuas umemuss 3-1 cremHu ¢ Jekoma-
msiued.  Mopdo-dyHKIMOHAIbHAS —HE3PENoCTh
rosnioBHOTo Mo3ra. BIIC: oTKpeIThII apTepUanbHblii
npoToK (2,6 MM) C Harpy3Kod Ha JIEBBIE OTJIEIIbI
cepaua. POO. buxycnujanbHbI aopTaIbHBIN
kinanad. Kapmuonarust memonomenHoro HK 2A
CTENEeHHU. DHTepalibHas HEAO0CTAaTOYHOCTh (KYIH-
posana). Ilepenecennsrii KPJIIC JIH 3 crenenu
(xynupoBansbl, UBJI 1 cytku, CPAP 3 cyrok). BJI/],
CpelHe-TsKeloe TeueHue. PeTnHonarus HeloHO-
IIEHHOT'O JIETKOM CTENeHU. YIpoXKaem IO Tyro-
yxocTu. PeOeHOK HaxomuTcsi Ha TPyJHOM BCKap-
MIIMBaHUH, 110 TpeboBaHuio. Bec 4kr. Poct 54 cm.
JKusor wmsirkmii, 0Oe300ie3HeHHBIH. CUMIITOMBI
pasapakeHusl TenaTo-OMJIMapHOro TpakTa OTpH-
LaTelbHble. DBHOXMMHMYECKHMH aHajau3 KpPOBU:
ounupyoun odmuii — 49 mMmonb/n, mpsMond —
5,7 mmons/n, Henpsimoir — 43,3 mmons/n. Y3U
OpraHoB OpIOIIHON TMOJIOCTU — KOHKPEMEHT
xemqaoro my3bips 10,6x3,6 Mm. KoHcynbTrpoBaH
racTPO3HTEPOJIOTOM, HA3HAUEHA JIUTOJIUTHYECKAs
Tepanus (ypcocaH).

OcmoTpeH mNOBTOpHO ¢ pesyapraroM Y3U
OpraHoB OPIOIIHOW IOJIOCTH B Bo3pacTe 7 Mec.,
TOTOBUTCS HA OIEPATUBHOE JIEYEHHE IO IMOBOLY
BIIC: oTKpbITBIH apTepuanbHbIid MPOTOK (2,6 MM)
C Harpy3kod Ha JneBble oTaensl cepana; POO;
OMKyCNUJANbHBIA AOpTaJbHBIN  KJIamaH; Kap-
muonatus. Ilo pganabiM Y3 — KOHKpEMEHT
xesyHoro my3bipst 10,6x4,6 MM. PexomennoBaHo
[POJOJDKEHUE JUTONIUTHYECKON Tepanuu, Y3U-
KOHTPOJIb OPraHOB OPIOIIHOM MOJIOCTH B 1 TO/I.

Knunnueckuii ciyvait 2. [Tauuent T. 1 roga,
IpU MPOXOXKIEHUM IulaHoBoro Y3M opraHoB
OpIONIHOW TOJOCTH BBISIBICHBI 4 KOHKPEMEHTA
or 2,4 no 4,7MM. AKTHUBHO >Xajo0 He Mpeab-
apnsier. M3 anamHe3a: pebeHok oT 3 OepemeH-
HOCTM 2 CpPOYHBIX CAMOCTOSATEIbHBIX POOB.
C poxaeHus Ha TPYIHOM BCKapMIIMBAHUU.
HacnencTtBennnlii anamMue3 He oTsromieH. JKuBoT
MSTKUi, 0€300/1€3HECHHBIN. PEKOMEHOBAHO BBIIIOJI-
HUTHb Y3 opraHoB OprOIIHON MOJIOCTH MOBTOPHO
yepe3 3 mecsina. KoHcynbTHpoBaH racTposHTepo-
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JIOTOM, Ha3Ha4e€H OMOXMMHUYECKHMH aHajIu3 KPOBU
(OunupyOun oO6muii, npsimoi, Hempsimoii, AJIT,
ACT), Kypc JIUTOIMTHYECKOW Tepamuu (ypco-
(hanbk).

[IpencraBneHHble  KIMHUYECKUE  CIy4yau
JIEMOHCTPUPYIOT KJIMHUYECKYIO KapTUHY OeccuM-
NTOMHOTO TEYEHHUS >KEITYHOKaMEHHOH Oosie3Hn
C JMaMEeTPaJbHO TMPOTHBOIOJIOKHBIM  aHaM-
HE30M JKU3HHU. B mepBoM KIMHHYECKOM IpUMeEpe
BEAYIIyI0 pOJIb 3aHUMAeT HEIOHOIIEHHOCTb
u MOpdo-PyHKIIMOHAIbHAS HE3PEIOCTh C OTATO-
MIEHHOW HACJIEACTBEHHOCTHIO. OH BKIIIOUMII O0JIE-
LIMHCTBO IpeApacloyiaralolux (GpakTopoB K pas-
BUTHUIO KaMHEOOpa30BaHusl.

BeiBOALI:

1. XenunokameHHasi OOJIe3Hb — TIOJIHITHO-
jorugHoe 3a0oneBanre. OCHOBHBIMHU MTPHYUHAMUA
KaMHeoOpa30BaHus y JeTel 10 1 roma sBisoTCS
HeOmaronpusTHasT HACJIEACTBEHHOCTh, HEIOHO-
meHHocTs, VIBJI u mapeHTepanbHOE IHUTaHHE
B [I€PHOJ] HOBOPOXKIECHHOCTH.

2. Knuanueckas KapTHHA XOJIeTUTHa3a
y neteil m0 1 roma ominyaeTcsi CBOMM OeCCHM-
IITOMHBIM TEYEHHUEM.

3. Beaymumu MeTonaMu AMArHOCTHKH SIBIIS-
FOTCS YJIBTPA3BYKOBOE MCCIIEIOBAHUE U IMHAMUYe-
CKasi cCMHTHrpadus renaroOuIMapHoi 00macTy.

4. Benenue manyMeHTOB COBMECTHO C racTpo-
SHTEPOJIOTOM,  HAa3HAYEHWE  JIMTOJIUTUYECKOU
TE€panuu IMO3BOJSIOT OCYIIECTBIATh JUHAMUYeE-
CKO€ HaONIOJeHHE U OMPEHeNUTHCS C TaKTHUKOU
JICYEHUS.
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