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PaccmaTrpuBaeTca mpob6ieMa pemKHUX OoJsie3HeU U
CHUHIPOMOB Y JleTeli ¢ 3a60IeBaHUAMHY OPraHOB IIUIIeBa-
penus. IlomyepKUBaeTCA UX BaKHOCTh.

Kntouesvle cnosa: demu, kKAuHUuUeckue nposeierus, pedxue
6one3nu U CUHOPOMbL 0peaHo8 nuujesaperus, opdanHoie 3aboe-
8aHu4.

ITlo nrunuatuBe EBpomeiickol opraHuU3anyuy IO
u3yyeHuio penkux Gomesnetrr (EURORDIS) cambrit
penxuyl IeHb B roxy — 29 ¢deBpand — opUITUAIBHO
TIOJIYIWJI CTATyC MeXXyHapOZHOIO JHS PeIKUX 3a60-
sneBaHuil (Rare Disease Day). B He BUCOKOCHBIe TOZBI
3TOT ZleHb OTMe4aloT 28 ¢peBpaiia. OppaHHbIe U pyrue
penkuie 0OJIe3HU OPTAaHOB IUINEBAPEHUS — «HOBAS»
IaBa U JJig IeTCKOW TacTPO3HTEPOJIOTUY.

CUMITOMBI HAaCJIeCTBEHHBIX Op(aHHBIX 3a0oJe-
BaHUM He BCerJa IIPOABJAIOTCA Cpasy IIOCTe DOX-
IeHUus pe6GeHka. OHM MOTYT Pa3BUTHCA depe3 He-
CKOJIBKO MeCSIeB WIN AaKe JIeT, 0OCOOeHHO B ciIy4ae
60JIe3He I HAaKOILIEHUA (MYKOITOJIMICaXapuo3, 60JIe3Hb
Tomre). Hecneruduyeckue mpu3HAKU OOJIe3HU, Ha-
IIpUMep YacThle pecupaTopHble NHGEKIIVH C IepBbIX
HeJleJIb U MeCALEB XU3HU, 3aTAHYBIIAACA JKeJITyXa,
IIOBTOPHBIE I'PbIKH, He II03BOJIAIOT IIOHATH, UTO Y pe-
OeHKa — penKoe 3aboseBanue. OGbIYHBIE CMIITOMBI
MOTYT OBITH CTAapTOBBIMU JJIsI MHOTUX peIKUX 060-
sne3Hel. PacrmosHaBaHue 3TUX GOJe3HeN — CIOMKHBIMN
JVarHOCTUYeCKU Imporecc; BepuduKanma JuartHosa
IIPOUCXOJUT IPU UCKJIIOYeHNY HanboJiiee pacIpocTpa-
HEeHHBIX 3a00JIeBAHUU OPraHOB IIUIIEeBaPEHU .

Jlo cepefuHbl 70-X TOAOB IIPOIIJIOIO CTOJIETUSA
cpeny HeMH(PEKIMOHHBIX 3a00JeBAHUI OPraHOB IU-
IeBapeHus MPUOPUTET (3[4) MIpUHAAIeXaa 60Ie3HAM
OwinapHOro Tpakta. OCHOBHOe MeCTO Cpequ HUX 3a-
HUMaJlu AVCKUHEe3UU >KeJT4eBbIBOAAIIUX IIyTel, aHo-
MaJIMU Pa3BUTUS, PeJIKO — JKeJITYHOKaMeHHasl 60JIe3Hb.
BHespeHMe NPUHIMIINAIBHO HOBBIX METO/OB AMaTrHO-
CTHKHU U IIpexJe Bcero — MeTo0B MeJUITMHCKOMN MH-
Tpackonuu (330daroracrpogyoseHockonuu — SIJIC,
yabpTpacoHorpadusa, KoMIbloTepHasa ToMorpadus, Mar-
HUTHO-Pe30HaHCHasg ToMorpadus, remnaToOHMIUCIIUH-
TUurpaduga U Ap.) CyIeCTBeHHO U3MEHUJIO CTPYKTypy
TaCTPO3HTEPOJIOTUYEeCKUX 3abojeBaHUI. Y meTel

CTalIU BBIABIATHCA 0OJIE3HUM, paHee He BCTPeYaB-
mvecs B HeUaTPUU JUGO0 paccMaTPUBAIOIIMECS KaK
Ka3yHuCTHKa (0T JIAT. Casus — CIyYail, 0ObIYHO CIOKHBIMT,
3aIyTaHHBIN, B MEIUIIMHE — CJIyYail peaKoro 3abose-
BaHUs). DTU <HOBbIe» OOJIE3HU, TaKUe KaK pedUIloKC-
a30(arut, A3BeHHas 60JIe3HD JKeJTYAKA U IBeHaIIaTy-
IIepCTHOM KUMKW, 6osie3Hb KpoHa, XomenuTuas, Xpo-
HUYeCKUU ITaHKPeaTuT U Jp., B Hadasue 70-80-X TO#OB
XX BeKa CYUTABIINECS OTHOCUTENBHO PEIKUMU, IT0-
JIVIUJIN TIpaBa TPaXKJAHCTBA, CTaB IIpeIMeTOM BHU-
MaHUA IeJUaTpPOB.

MHorue penkue 3a60JIeBAHUA MOTL'YT IIPOABIIATHCA
B MJIaZileH4YeCcKOM (o 1 roja), paHHeM (fo 3 JeT), Jo-
IIKOJIBHOM M IIKOJBHOM Bo3pacTe. ENMHBIX KpuTe-
pUeB YaCTOTHI PACIIPOCTPAHEHHOCTH PeIKUX 3aboJte-
BaHU He cymecTByeT. B CIIIA noss pegkux 60Jie3Heln
coctasisgeT 1 : 1500 pogusmuxcs, B EBporme — 1 : 2000,
B P® -1 :10 000.

YMecTHO BhICKa3bIBaHNe OTe4eCTBeHHOI'O XUPypra
B.A.Onmensa: «/lyisg TOro, 4YToOBI AUATHOCTUPOBAThH 3a-
6oseBaHWEe, HAJNO0 O HEM BCIOMHHUTH» (1920).
BoJIBIIMHCTBO pefKux GoJyie3Hell SBJISAIOTCS SIIOHUM-
HBIMH, T.e. Ha3BAaHHBIMM II0 MMeHHU aBTOpa WJIU aB-
TOPOB, BIIEPBbIe UX OMMCABIINX JUOO MOAPOOGHO M3Y-
YUBIIUX; HaITpuMep, 60J1e3Hb MeHeTpue (BM), 60y1e3Hb
BuibcoHa u fp. B TO ke BpeMs peiKue 60JIe3HU UMEIOT
CcOOCTBeHHBIE Ha3BaHUA, B TOM MM MHON Mepe OTpa-
JKalomue OHoOXMMUYecKue, MOpdolorniyecKue JIu6o
JIpyrue U3MeHeHUs (OTKJIOHEHWUs): [JIIOTEHOBAas JHTe-
pomaTus (CUHOHUMBI: IelWakusa, Oone3Hb [u-
TepTHepa-Teii6Hepa).

V3 opaHHBIX 3a60/I€eBaHUI, IIPU KOTOPBIX Pa3BU-
BaeTCA CHHAPOM HeJOCTAaTOYHOrO BCACBIBAHUA, IIO-
MUMO IIeJIMAKUY, HanboJblllee 3HaYeHNEe NMEIOT MY-
KOBHCLIMJI03 U HellepeHOCUMOCTh aucaxapujoB. Eciau
npuobpeTeHHas HeIlepeHOCUMOCTD JIAKTO3bI BCTpeya-
eTcs He CTOJIb PeJIKO, TO Hacjle[[CTBeHHas HepeHOCU-
MOCTB JIAKTO3BI, a TeM GoJlee Hac/IeJ[CTBeHHAs Hellepe-
HOCHMOCTB Caxapasbl ¥ MOHOCAaXapuJOB, paccMaTpu-
BAaIOTCA UCKIIOYUTENBHO KaK peJKue 3a0oJjieBaHUA,
TpeOyolye BHUMAaHUA MEIUITUHCKUX PabOTHUKOB,
0COOBIX YCJIOBU yXOJa U JIeYeHU.

MHorue, efiBa i He OOJIBIIMHCTBO, PEAKUX 0O-
JIe3Hel MPOTeKaIoT KaK HauboJiee pacIipoCTpaHeHHEIe
racTpO3HTepoJIOTUYeCcKye 3abosieBaHUA, U JIUIIbL He-
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KOTOpPBIE NUMEIOT OTYETINBO BbIPAa’K€HHbIE CUMIITOMBI:
pBOTa, AUapes, 3anop u p. IMeHHO € 3TOro CUMIITOMAa
6epeT CBOe HAYAJIO AUATHOCTUYECKUH IIPOIIeCC, Ipej-
yCMaTpPUBAKINVI He TOJIBKO IIPaBUJIBHYIO UHTepIIpe-
TaIUIO JKaJi06 JTNO0 KAKUX-TO HeOOBIYHBIX, paHee He
Ha6JTIOZIABITMXCS OIYIEHU (CHMIITOMOB), HO U IieJie-
HaIpaBJeHHBbIN IOUCK IIaTOJOTUYEeCKU CBA3aHHBIX
MeXJy co60l PU3HAKOB (CHHAPOMOB).

YMecTHO ITOYe PKHYTB, YTO IO, CHMIITOMOM (I'pey.
symptom — COBIIaficHHe, IPU3HAK) ITO[Pa3yMeBaloT Xa-
PaKTepHOe IpOsBJIeHUE GOJIe3HU, a TMOJ CUHIPOMOM
(rpeu. syndrome — TeueHUe) — coyeTaHUe IIPU3HAKOB
(CMMIITOMOB), UMEIOIIUX OOIIHI MeXaHU3M BO3HUKHO-
BeHHs UM XapaKTepU3YIOIIVX OIlpesesieHHOe 0oJes-
HeHHOe COCTOAHUe opraHmsMa. VIMeHHO CHHJPO-
MaJIbHBIM TIOAXOJ, KaK B JAUArHOCTUKe, TaK U B Jie-
YeHUU ABJAETCA OCHOBOIOJATAIONIUM JJI yCTAHOB-
JIeHUS HO30JIOTUYeCKOIo JMarHo3a U OCylleCcTBIeHUA
TepaleBTUYeCKUX MepPOIPUATHUM.

He6e3bIHTEepeCHBIM SBJSAETCA HAJUIME MHOTHUX
CUHJIPOMOB, KaK IIPAaBUJIO, SITIOHUMHBIX, OTHOCAIMUXCA
K OJJHOMY U TOMY >Ke OpraHy NUINeBapUTeJbHOU CHC-
TeMBL.

B cBoeit monorpadum /[.UM. TamyneBudioTe u
A.M. Butenac (bosie3Hu nuimeBoza U Kapguu. 2-e usf,.,
nepepab. u gom. — M.: MegunuHa, 1986) IPUBOAAT Iie-
pedYeHb CHHJAPOMOB C IOpa)keHueM MHUINeBoJa WJIU
Kapguu. V3 104 CUHAPOMOB, BBIABJIEHHBIX IIPU U3Y-
YeHUU JIUTepaTyphl, IPaKTUUeCKU BCe ABJIAIOTCA peJi-
KMMHU U HEU3BECTHBIMU AJIA JAETCKUX TacTPO3HTEPO-
JIOTOB, XOTA PsAJ, CUHIPOMOB OIMCaHbI U IOCTOAHHO
YIIOMUHAIOTCA B MOHOI'PapuAX, pPyKOBOACTBAX, CIIpa-
BOYHUKAX JJI ITeAUaTPUIeCKON IPaKTUKU:

e cunzapoMm YepHory6oBa—-diepca-/aHIIO — BPOX-
JeHHas Me3eHXMMaJIbHasA JUCILIA3UA; TIOMUMO
XapaKTepHBIX ITOpa>keHNH KOKU, KOCTe! U CycC-
TaBOB, HAGIIOAIOTCA ITOPAKEHUA BHYTPEHHUX
OPTaHOB, B TOM 4MCJe Meras3oaryc, JuBepTH-
KyJIbI IMMUIEBOAA, «PBIXJIOCTb) CJIU3UCTONA 060-
JIOYKU C KPOBOTeUeHUAMH, XHaTajabHble U JHa-
(pparmanbHble TPBIKY;

® cuHApoM MapdaHa - KOMILJIEKC HacJefCT-
BEeHHBIX Me30-, 3KTO-, S3HJO0JlepMaJbHbIX aHO-
Majaui; NpyU HAJIUYUU TIOPOKOB CepAlia BO3-
MOXXHBI CMellleHUe U JedopManyisa IUIeBoa;

e cunppom Ileiitia-Erepca — HacjenCcTBeHHBIN
MOJIMIIO3 KHUINeYHUKA C TUIlepIuTrMeHTanuen
ry0 ¥ JIUIa, MHOTAA — HOJIUIIBI ITUIIEeBOJA;

e cuHjpoM Kponkaita-KaHaza — BpOXIeHHBIN
reHepaJW30BaHHBIN IIOJIUIIO3 IIOJIBIX OPraHOB
JKeJIyJOYHO-KHUIIIEeYHOTO0 TpaKTa: IHUINEeBOZA,
JKeIyJKa, KUIIeYHUKa;

e cuHJpoM Mamnopu-Belicca — kpoBaBas pBoTa
BCJIEAACTBYIE IIPOZOJIBHBIX Pa3PbIBOB CIU3UCTON
000JIOYKY ¥ IIOJCIM3UCTOrO CJIOSA JKeJIYLOIHO-
MIUINEeBOAHOTO IePexofa, Y B3POCIbIX IIPHU 3JI0-

yIOTpe6JIeHUN aJIKOroJieM, y JeTel - IIpu
pe3KOM IIOBBIMIEHUU [AABJIEHUA B KelTyAKe
U HIDKHEM OT/AeJle ITUINeBOJa;

e cuHApoM KepnuHra — ocTpele A3BbI IUIIEBOZA,
JKeJlyIKa ¥ JBeHaJIaTUIIePCTHOM KUIIKY,
HepeJKO COIIPOBOKAAIINECA KPOBOTeYeHUEeM,
y leTel — IpU OOIIMPHBIX OKOTaX TeJia;

e cuHApoM KymuHra — OgWHOYHBIE UJIU MHOXe-
CTBeHHbIe A3BbI IMIEBOJA, >KeJNyAKa, ABeHa-
JUATUIEPCTHOM KHWUIIKM, HepegKO OCJIOX-
HeHHbIe KPOBOTeUYeHNeM y OOIBHEIX C YepeIrHo-
MO3TOBOM TPaBMOM, ITPU OCTPOM WJIU XPOHUYe-
CKOM NOpa)KeHUY TOJIOBHOTO MO3ra;

e cuHppoM Jlaliessla — OCTPbIM TOKCUYeCKUH 311U-
JIepPMOJIN3 CJIU3UCTOM OOOJIOUKU PTa, IMUIIe-
BOJIa, KeJyJKa, KMIIeYHUKa, Pa3BUBAIONUNCA
IIPA IIpUeMe JIeKapCTBEHHBIX CPeJICTB. aHTHU-
OUOTUKOB, CyJbPaHUIAMUIOB, 6APOUTYPATOB
U ap.;

® cuHApoM KBUHKe — OCTPBIN aJlIepTUKO-aHIHO-
HeBPOTUYECKUN OTeK KOXKU, MHOIJAa pacIpo-
CTPAHAIOUIUICA Ha CIU3UCTYIO OGOJIOUKY PTa,
IUIIEBOJA, XeEJNYAKad, KUII€YHUKA BCIeACTBUE
IIpueMa MNHUIIEBBIX NPOAYKTOB, HEKOTOPBIX
JIeKapCTBeHHBIX CPeJICTB U JIP.

HexoTopele M3 3TUX CHHJPOMOB NOPa)KeHUA IIU-
I[eBO/Ia Pa3BUBAIOTCA CTPEMUTEJIBHO, B OCHOBE IPYTUX
JIeKUT CUHAPOM Hegud pepeHIMPOBAHHON AUCILIA3U YT
COeVHUTEIbHOU TKaHU. DTOMY CUHIPOMY OTBOIUTCA
HeMaJIOBa)KHOe 3HaueHHe B Pa3BUTHUU NOPAKeHUU
PasJINYHBIX OPTaHOB U CHUCTEM, B YJAaCTHOCTHU OPraHOB
NUINeBapeHusd, B TOM YUCJIe IUIEeBOAA.

Oco60e BHUMAaHUe IIPUBJIeKAeT BO3MOXKXHOCTH Pas-
BuTHUA nuineBoza bappetra (I1B) y AeTelt Kak OCJIOX-
HeHU: TacTpoa3odareabHON pedIIOKCHON 60Jie3HU
(I'SPB). B HacTosAmee Bpema mof [Ib mIpuUHATO MOHU-
MaTh IaTOJIOTUYECKOE COCTOSAHME, IIPU KOTOPOM IIPO-
UCXONUT 3aMellleHVe SIUTeNUs IHIeBoja (MHOIO-
CJIOWHOTO IJIOCKOTO HeOpOrOBeBAaIOIero) nUTenneM
TOHKOKMUIIIEYHOTO H(UJIH) >KeJIyJO0YHOIo TUIIA BCJIeJ-
CTBHE XPOHHMYECKOI'O0 BO3JeMCTBUA IOBPEXJAIOIMINX
(paKTOpPOB IIPH KeJTyZOUHO-IIUINEBOZHOM U IIeJ0IHOM
pedutokce. PeasbHas BepOATHOCTDL ompegeseHusa I1b
y IeTel c 6-IeTHero Bo3pacTa (BpeM:d, KOrja racTpo-
CKOITMI0O MOXHO IIPOBOAUTHL 0e3 HAapKO03a) IIPeACTaB-
JIsieT cO6OU OFHY W3 aKTYyaJIbHBIX HAyYHO-IIPAKTHUe-
CKUX IIPO0JIeM COBPEMEHHOH JeTCKOU racTpO3HTEPO-
JIOTUY, TIOCKOJIBKY B JajbHelIIeM BO3MOXKHA MaJIuTI-
Husanusd I1b y B3poCiIbIX .

Cpefy aHOMaJIMM pasBUTHUA NUILEBOJA CJeLyeT
OTMeTHUTh BpPOXKJEeHHbIe CYKeHHU:A OopraHa, AUBepTU-
KYJIbI, KOTOpBIe IoAYac He PacIo3HAIOTCA B JIeTCKOM
BO3pacTe, HO KIMHWYECKasd MaHUpecTanus KOTOPbIX
IIPOUCXOAUT Y B3pOCibIX. K rpymnme penkux 6ose3Hen
MUINEBO/A OTHOCAT axaja3vio NMUIIEeBO/A, TPBIKY IIH-
meBofHOro oTBepctua auadparmsl (ITIO/). VimeHHO
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ITIO[ aBnAeTCA OGHUM U3 Ba)KHBIX (AaKTOPOB pas-
Butus:A 'OPB, a B fanbHeiimeM — I1B y geteil.

Pacro3HaBaHMe peKuX 6oJie3HeH OpraHOB IIUIIe-
BapeHUdA B JeTCKOM BoO3pacTe, KaK, BIpoYeM,
Uy B3POCJIBIX TpebyeT 3HAUUTENBHO OOIBIINX YCUINH,
4eM AMArHOCTHKA IIMPOKO PacIpOCTPaHEHHBIX IacT-
PO3HTepOJIOrnYecKux 3abosiepanuii. CaMm 1o cebe nu-
arHOCTUYeCKUI IIpolecc MpeACTaBIsaeTCs MHOTOCTY-
IeH4YaThbIM U 3aTPaTHbIM B 5KOHOMMHYECKOM OTHO-
meHUu, TpebyeT KIMHUIECKOTO OCMBICIEHUS Pe3yilb-
TaTOB MHOTOYMCJIEHHBIX MCCIefoBaHUM. VIMeHHO Ipu
IIpoBeieHUY (PYHKITMOHAIBHBIX UCCIeJOBAaHUN BBIAB-
JdeTcA, KaK IpaBHJO, KOMILJIEKC IIapaMeTpoOB,
UMeIoIUX MHOTOMEepPHBIN xapakTep. BodHukaer 1mpo-
6yleMa 06 BeKTUBU3ALMY IIPOLlecca IPUHATUSA JUATHO-
CTUYeCKOTO 3aKJIIOUeHUdA, K KOTOPDOMY IPUXOAAT Ha
OCHOBe MHTepPIIpeTalliii MHOTOMEPHBIX JaHHBIX, (op-
MUPYIOIIUX OJHOMEPHBIA 0O0OOIIeHHBIN ITOKa3aTesb
(nHAEKC) QYHKIIMOHAIBLHOTO COCTOSHUA UCCIelyeMOn
¢dusnonornyeckoi cucremsl (3anpyzgHosa C.H., 1985).

TakuM 06pa3oM, C yIeTOM KINHUKO-MaTeMaTrye-
CKUX TOJXO/IOB (IIapaMeTpOB), «OAHOUW M3 Haubojee
BA)KHBIX 33/1a4 NeAUaTPUU ABJIAeTCI GOPMUPOBAaHUE
U pasBUTHEe KJIMHUYECKOIO MBIIJIEHUA ¥ Bpada, 4To
JIeKUT B OCHOBE COBepIIeHCTBOBAaHUA JMarHOCTUYe-
ckoro nporeccar (lockuH B.A., Makaposa 3.C., 2011).

B03MOXHO, IMEHHO TaK JIM60 C UCIIOIb30BaHUEM
JPYTUX COCTAaBJAIINX II0 OTAECJIBHOCTU (CMMIITOM),
JIN60 X COBOKYITHOCTH (CHHAPOM) BOBHUKAET, a 3aTeM
Ha OCHOBE aHAJM3a JUATHOCTUYECKOTrO IIporecca Jo-
ruYecKu OOOCHOBBIBAeTCS JUATHO3 pegKoro 3aboste-
BaHUA (CM. PUCYHOK).

OTIC, kasasoch Obl, pellaeT MHOrMEe IPOOJIEMBI
3a00IeBaHUI BepXHUX OTHEJIOB IUINEBAPUTEIHHOIO
TpakTa. OfHAKO BHeJpeHHe JAHHOU MeTOAUKU CIIO-
CcOoOCTBOBAJIO BRIABIIEHUIO OOJIe3HEH, paHee MaJIo- WU
COBCEM He M3BECTHBIX IMMPOKOMY KPYIry IeAuaTpOB.
Peun uzget o Gosesuu Menetpue — BM, I1B, 3aBopoTe
KeJIyJKa, OCTPOM ero pacliMpPeHUH, JUBEPTUKYJIAX
MIUINEeBOAA, XKeJyAKa U JJBeHaAaTUIIepCTHON KUIIKY,
XPOHUYECKOU AyoleHaJIbHOU HEeIPOXOAVWMOCTU U JP.
MHorue 13 HUX 3aHUMAaIOT IO PaHUYHOe TI0JIOXKeHe —
MeXy IlefuaTpuel U AeTCKOU xupyprueil. Horpma
penxuve 3a60JeBaHUSA NMIPOTEKAIOT KaK IacTPUT, ract-
POAYOIEeHUT, i3BeHHas 00JIe3Hb, IPOABJIAACH A0JOMU-
HAJIBHBIM OOJIEBBIM CHUHZPOMOM U CUMIITOMaMU 3Ke-
JIYOOYHOM AWCIEINCUM (OTPBhIXKKA, M3KOTa, TOIIHOTA,
PBOTA).

DHIOCKONINYeCKON HAXOAKOM ABJIAETCA OIlyXoJie-
BUJHBIN TacTPUT (CHHOHUM: aJieHOIaIlMJIJIOMaTo3,
CTesIoImasACa IoJuajeHoMa MU [Ap.), BIepBble OIIU-
CaHHBIN QPaHIy3CKUM IaTOJIOr0aHATOMOM MeHeTpue
B 1888 r. u Ha3BaHHBIN BM. IIpupoza rumeprpodpuu
CJIM3UCTOA OOOJIOYKM >KeJyJKa He YCTaHOBJIEHA.
Bose3Hb paccMaTpuBaeTCs KaK CBOETO PoJila aHOMAIUA
PasBUTHA XeJIyJKa JUO60 KaK pe3yiabTaT (yHKIUO-

HaJIbHO-MOP(OJIOTUYeCKON IepecTPONKU CIU3UCTOU
000JI09YKH KOMITEHCAaTOPHOI'O XapaKTepa B OTBET Ha
pasau4yHble pasgpakapoimue (akTopel. JomyckaeTca
IIPUYMHHO-3HAYMMas POJIb JLJIePTUH, TaK KaK y JeTel
OIpefieIAI0TCA BBICOKHM YPOBEHb 303WMHODUINU
B KPOBU, HaJIUYMWe KPAaIMBHUIBI, OPOHXUAJIHHOU
aCTMBI.

Knuaudgeckasa kaptuHa BM He HMeeT Xapak-
TePHBIX NPU3HAKOB. YaCTBIMU CHMITOMaMH ABJd-
I0TCS TAXKECTb U GOJIb B SIIUTACTPAJBHOM 06JacTH,
TOIIHOTA, PBOTA, TMIIOPEKCHUsA, IIOHOCBI, CHUKEHUE
MacceI Tesa. ViMeeT MecTo noteps 6ejiKa, B OCHOBHOM
abO0yMUHOBOU ppaKmuu. MOryT OBITH JKeJIyJOYHbIE
KpoBoTeueHUd. Ilo TedeHuro BM HamoMuHaeT fA3-
BeHHYIO 060JIe3Hb.

B snerkux ciydasax BM npuMeHAeTCsa KOHCepBa-
TUBHAA Tepanud. AHTUXOJNHeprudeckue u GuopuHo-
JINTAYECKHE JIeKapCTBeHHBIEe CPeZCTBA CHUKAIOT IIO-
Tepro GesiKa Yepe3 CAU3UCTYIO OBGOJIOUKY >KeNyAKa.
Vicronb3yIoT aHTaI[UIbl, AHTATOHUCTHI H,-perenTopos,
WHTUOUTOPHI IPOTOHHOM IIOMITHI U IPYTHE JIEKapCTBa,
KOTOpbIe HA3HAYAIOT HEeTAM C SI3BeHHOH G60JIe3HBIO.
IIpr KpoBOTeYeHUAX He HCKJIIOYCHO XUPYypPrudeckoe
BMeIIaTeIbCTBO.

Pexxum 3aboJjieBaHUEM JKeJIyJKa U JBeHaAIaTU-
IIepCTHOM KUIIKY ABJAeTCA AVCTONMPOBAaHHAA IIOA-
JKemynovYHas jkeyre3a — [DK (cMiHOHUMBL: abeppaHTHas,
Gy KZaomas, XOpUCToMa U Jp.), paccMaTpuBaeMas
KaK IIOpOK pa3sutus. OtaenbHble yyacTku IIK pacrio-
JIaraloTCA BHE OCHOBHOI'O OpraHa, 4TO ABJIAETCA pe-
3yJIBTaTOM HapyIIeHUs SMOpHOreHe3a HA PAaHHUX CTa-
JUAX PasBUTUA OpraHu3sMa.

KinHudecku Hanaudyue puctonupoBa”HHou IDK
B CTeHKe )XeJIyJKa U JBeHaJIaTUIepCTHON KUIIKU
HU4YeM cebs1 He IPOABIIAET. B psAse ciryyaeB BO3MOXKHEI
CXBaTKOOOpa3HbIe GOJIM B SMMUTACTPUU MOCIe IpueMa
TIUIIA.

’ ®yHKLMOHaNbHbIE ‘ ’ Mopdonoruyeckme ‘

KnnHnyeckune leHeTUYecKmne

MeToabl
uccne-
AOBaHuA

_

’ MHcTpyMeHTabHble ‘

NabopaTopHble

’ DHA0CKONMYecKne ‘ Broxummyeckne
Nyyesas
AMarHOCTVKa ’ MNMMyHoN0OrMYeckmne ‘

Cxema obcnefoBaHus AeTei ¢ peaKumi 3a601eBaHUAMI OPraHoB NiLLeBapeHus

MarHoCTUYeCKnm
A | Avartos
npovecc
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Juarnoctuka aucronupoBanHou DK, HecmoTpsa
Ha HCIOJIb30BaHUE COBPeMeHHBIX MeTOZOB HCCIeJo-
BaHUA, BO3MO>KHA II0CJIe TUCTOJOTMYeCKOro U3yuyeHu s
OUOIITATOB JKeJyJKa WJIN [ABeHaAIaTUIIepPCTHOM
KHMIIKYU. XUpyprudeckoe jedyeHue II0OKa3aHO IIpU BO3-
HUKHOBEHUHU KPOBOTeUeHUA JTUOO Cy>KeHUU ITPUBPAT-
HUKOBOHN YacTU XKeJyAKa U JBeHaJUaTUIIePCTHON
kuwku. CienyeT y4ecTb, 4YTO aucronupoBaHHaa 1K
MOXXeT BBIIIOJIHATh HEMAJIOBaXKHYIO POJIb B HEIPOTOP-
MOHaJIBHOM I'OMeocCTa3e pacTyIlero opraHusMa.
Besoapsl xkemy/iKa U BeHAAIIATUIIEPCTHON KUIIKK
Pa3HOOOPa3HbI U COIOCTABIIAIOTCA C MHOPOJHBIMU Te-
JIaMM, CJIy4allHO IONAaBIIMMM B 3TH ITOJIble OPTaHBbI.
BeigensaoT ¢urobezoapel (3[4 Bcex 6e30apoB).
duTobe30apbl GOPMUPYIOTCI U3 PACTUTENHHON KJIeT-
YaTKU, KOXKUIIBI, CEMAH U KOCTOYeK ILJIONOB U GPYKTOB:
JUKOU XypMBbI, JUKUX CJIMB, NUHXKXUPA, BUHOI'PAaZa, de-
pemyxu u ap. Tpuxo6e3oapbl 00pasyOTCS MIPU IIOMA-
JaHUU B JKEJIYJOK BOJOC, YTO HAab6II0JaeTcA
y «TPYZHBIX» U HeypaBHOBeIIeHHBIX JeTel.
[leytako6e30aphl (MeJIOYHbIe KAMHU) MOTYT BO3-
HUKAaTh y MOAPOCTKOB, a TaK)Ke 6eCIpU30pHBIX U 6e3-
HaJ30pPHBIX JeTell, IPUHUMAIONUX BHYTPb CIUP-
TOBBIE JIAKU, IOJUTYPY U APyrue 3aMeHUTeNIU aJIKo-
ToJISI U AJIKOTOJIbCOAEPKAIUX BellecTB. IIpu 1o6aB-
JIEHUHM K INeJIOYHOMY JaKy BOZBI IIeJoYHas CMoJa
BBINAJlaeT B OCAJOK M CBA3BIBAeTCA C YacTUILAMU
numy. O6pasyeTcsa KOHIJIOMePaT, KOTOPBIN 3aTBepae-
BaeT, a 3aTeM IIpeBpalaeTcsa B KaMeHb. Kpome Toro,
MOT'YT OOHAPYKUBAThCA TeMo6e30aphl, BOZHUKAIOIIHe
npu JJAUTeIbHOM IIPOIJaThIBAHUM KPOBH.
JlakTo6e30apbl GOPMUPYIOTCH, KaK IIPABUIIO, Y HEJO-
HOIIIEHHBIX JIeTell, HAXO[AIMMNXCS Ha BEICOKOGEIKOBOM
nvieTe ¢ GOJIBIIUM KOJIWYEeCTBOM Ka3eMHa U JIAKTO3BI.
SI'IC moMoraeT MIOCTAaBUTH JUATrHO3 U OllpejesdeT
YPOBEHb U XapaKTep Jie4eOHbIX MePOIIPUATHUN.
OmHUM M3 CJIOXKHBIX B JUArHOCTUYECKOM OTHO-
IIeHUU ABJIAeTCA CUHIPOM apTeproMe3eHTepUaIbHON
HeIPpOXOJMMOCTU [ BeHAaAUATUIIePDCTHOM KUIIKU.
BosHuKaeT y feTel, KOTZA YIOJ OTXOX/AeHU BepXHell
OpbIXKeevTHOUN apTePUU OT a0PThI <45°. [Ipu 3TUX yCJIO-
BUAX B ciydae (GUKCALUU JBeHaAIaTUIIEPCTHOU
Kumky Bbiire LIII BO3MOXXHO ee cJlaBjleHUe BepxHel
OpbIKeeuHOU apTepuell WX JUM(DATUYECKUMU Y3-
JIaMU, COeAVHUTENbHOTKAaHHBIMU TAKaMU U Cpalle-
HUAMU, BO3HUKAIOIIUMU B pe3yjbTaTe IIepUOAYOje-
HUTA WIY APYTrOro BOCHAJNTEIbHOTO IIpoliecca B 3TOMU
obiactyu. CHHIPOM, IIO-IPYyrOMy Ha3bIBaeMBIH apTe-
puoMe3eHTepHaJbHON KOMIIpeccuel, 4Jalme BCero
(B 80% ciry4aeB) IPOABIAETCA V AeTel cTapiie 7 JieT
(UcaxoB 0.9. u fp.). CocTogHMe AeTell NPU MOCTYII-
JIeHUU B CTallMOHap KpalHe Tsaxesoe. JleTu He Ha-
XOZAT cebe MeCTa, IPUHUMAIOT KOJIEHHO-IOKTEBOE I10-
JIO)KeHUe, IIPU KOTOPOM ocyiabeBaeT HaTsKeHUe OpbI-
KeMKU M yJaydllaeTcsa IIPOXOJUMOCTH JBeHAAIaTU-
IepCTHOUM KUIIKU. AGZOMUHANbHAA OOJb — CHJIbHAA,

CXBaTKOOOpa3Has, COIPOBOXKAAeTCs PBOTOM. [Ipu cTH-
XaHUY 60JIeBOr0 IPUCTYIIA HACTYIIAeT «CBETJIBIH» IIPO-
MeXyTOK. JIJI1 AUATHOCTUKY 3a60JeBaHUS UCIIOIb3Y-
oTca DIJIC, peHTreHOJIOTrM4YecKoe HCCaefoBaHUe
C BBeJleHMeM KOHTPAacTHOTO BelllecTBA B JIBeHAAIATU-
IIepCTHYIO KUIIKY (2 He B KeJIYIOK), [yoZeHOMeTpu,
ceJleKTUBHAaA aHIUorpadusa, MeToAbl Ty4eBOM AUarHo-
CTUKU. JledeHUe XUpyprudeckoe.

BakHO OTMeTUTD, YTO IIPU AUATHOCTHKE XPOHUYe-
CKOM [yoJleHa/IbHOUM HeIPOXOAUMOCTHU y JeTell WiIu
HapyIIeHU! Iacca)ka B ABeHAAIaTUIIePCTHOM KUIIKe
BO3HUKAaeT MHOTO OIIMOOK, B pe3yJbTaTe 4Yero JAeTHu
JUINTeIbHOe BpeMs: He MOIyYaloT JOKHOTO JedeHu s,
HapyIIaeTcs KadyeCTBO JKU3HU OOJBHBIX, UX POAU-
Tesiell. DTO OTHOCUTCA U K IPYTUM peaKuM 3abojeBa-
HUAM, 4TO, 6e3yCJIOBHO, IIPeCTABIIIET COO0M OFHY U3
BaXKHBIX MeJIWKO-COITUATBHBIX IIPOOJIeM IeIuaTpU.

Oco60ro BHUMAaHUS 3aCIyKUBAIOT pefikue 3a6ote-
BaHUA JKeJyJKa U JBeHaAUATUIePCTHON KUIIKY,
OJHUM U3 IIPOABJEHUIN KOTODPBIX ABJAETCA KPOBOTe-
yeHUe. IIpuMep Takoro 3aGoJeBaHUSI — CHHIPOM
Mbasutopu-Belicca, IpeACTaBIAIIIANA COG0H OCTPO
BO3HUKIINe JUHEWHBbIe Pa3pbIBbl CIU3UCTON 060-
JIOUKU >KeJIyIKa B O0JACTH KapAWU, COIPOBOXKJIAI0-
muecAd KpOBOTedeHUeM, HepeAKO — INPO(]Y3HBIM.
BrepBrle CHUHZPOM ObLI omumcaH B 1929-1932 rr.
G.K.Mallory u S.Weiss, npefnoIOKUBIIUMH, UYTO
Pa3pbIB CITU3UCTON OGOJIOYKU B 3TOM 30HE BOZHUKAET
B pe3yJibTaTe BHE3aIIHOT'O ITOBBIIIeHN A JaBJIeHUA B JKe-
JIyAKe IIPU HeJOCTATOYHOCTU PACKPBITUA KapAUAJIb-
HOro xoMma. Hambosiee 4acTOW HPUYUHON Pa3BUTHUA
3TOr0 CHUHJAPOMaA y JeTell ABIAeTCA PBOTA IIPU Iiepe-
eJlaHUM JUOO0 MPU TaCTPOIHTEPOJIOTNYECKUX 3aboste-
BaHUAX: OCTPOM IIaHKpeaTUTe, OCTPOM XOJIEIIUCTUTE
u T.1I. KpoBoTeueHUe BO3HUKaeT MpPU HNOJHATUM TH-
’KeCTH, IIPYU TPaBMaX >KMUBOTA, 0COOEHHO ero BepxHelr
TOJIOBUHBI, CHJIBHOM II1apOKCH3MaJbHOM KallJe.
OnucaHbl CIydyay NMPOABJIEHUA CUHJpPOMa Ha BBICOTe
SMUJIeNTUYeCKOr0 MPUCTYIa, aCTMAaTHUYeCKOro CO-
CTOSHUA, ITOCIeHaPKO3HOM MKOTHI U AP. YCTaHOBJIEHO,
4TO IIPU PBOTE BHYTPMXKENIyJOYHOe JaBjeHUe JOCTH-
raet 120-150 MM PT. CT., KOI/ia BO3MOKHBI HaJPbIBbI
CIIU3UCTON OOGOJOYKM KapAuu. BajkHoe 3HaueHUe
“MeeT BO3pacT O0JIBHOrO. JlaBieHre MOXKeT OBbITh Ha-
TIOJIOBMHY MeHBblIIle y JIMI IOXXKMJIOTO BO3pacTa U Ha
TPeTh BBIIIIE ¥ ZieTell, HO BO3MOKHOCTh TPaBMBI OOJIbIIIe
3aBUCUT OT UWHAWBHUJAYAJIBHBIX OCOOGeHHOCTeH
CTPOEHUSA CIU3UCTOM OOOJIOUKU. DTUM, BEPOSITHO,
00'BACHAETCSA MEeHBIAA YaCTOTa CHHPOMa MaJiopu—
Beiicca B meTcKOM BO3pacTe, HECMOTPA Ha CKJIOHHOCTD
JleTell K pPBOTe.

B ominume OT B3pOCJIBIX, ITOJIUIIBI XKeJyJKa B JeT-
CKOM B03pacTe BCTPevaroTcs peko. OHU 0OHApYKeHbI
y 0,3% meTell, KOTOPBIM ITPOBOAWJIOCH 3HJOCKOIIMYe-
ckoe uccienopanue (bopaesa T.T., 1993). Ilosunst
yaile pacloJiaraloTcsa B IMMJIOPOAHTPAJIbHOM OTAeJIe
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(B 70-80% ciaydaeB), pexxe — B TeJse KeJdyJKa U O4eHb
perko — B Kapauu. OZMHAKOBO YacCTO BCTPEYAIOTCA
OJVHOYHbIe ¥ MHO)XeCTBeHHbIe IIOJIMIIbI, BHEeITHUN
BUJI, BeJIMYNHA U CTPOeHNe KOTOPBIX BeChbMa pPasHO00-
pasHBL.

[Monunsel KeyyJKa He AaIOT XapaKTepHON KJIUHU-
YeCKOU! KapTUHBI U YaCcTO IIPOTEKAIOT 6€CCUMIITOMHO.
IloBozmoM 1 obpameHus K Bpady CIYKUT OCTpoe
KpoBOoTeuyeHMe Jub0 aHeMu3anusa peGeHKa. DTO CBA-
3aHO C JIETKOW PAHUMOCTBIO CJIM3UCTOU 00O0JIOUKU JKe-
JIYAKA ¥ BO3MOXKHBIM H3bA3BJIeHNEM CaMUX IIOJIHUIIOB.
KpoBoTeueHve Ipy ITOJMUIIO3e KEIYJKAa MOTYT OBITH
3HAYUTEJIbHBIM, IPOABIAACH KDOBaBOM PBOTOM U Me-
JieHOM. [ToUIIBI ABEHAAIIATUIIEPCTHON KUIIKU BCTpe-
YaloTCA ellle peke, yeM IIOJIUIBI Keldynka. Tem He
MeHee OHU MOTYT OCJOXHATBHCA KPOBOTEUYEHUEM,
a TaK)Xe MHBaruHanyel KUIIKY U cTeHo30M. [Tonibl
OOJIBIIIOTO COCOYKA ABEHAIIATUIIEPCTHON KUIIKU He-
PelKO ABJIAIOTCA MPUYNHON BO3HUKHOBEHUA XPOHU-
YeCKOro penqUJUBUDPYyIOIeEro IMaHKpeaTHTa.
KnuHuyeckasa cUMITOMaTUKA IOJIMIIOB JBeHaAIaTU-
IIepCTHON KUIIKY IIPU HEOCJOXKHeHHOM TeYeHUU
IIPaKTUYeCKU OTCyTCTBYET, YTO OOYCJIOBJIMIBAeT JUar-
HOCTUYeCKUe TPYLHOCTU U CJIOXKHOCTH OIIpefiesleHUA
TepalleBTU4YeCKHUX MepOIpUATHI.

OpHO U3 peIKUX 3a00JIeBaHU, KOTOPOe MOXKeT OC-
JIOXKHATHCA XKeJYIOYHO-KUIIIeYHBIM KPDOBOTEYeHIEeM, —
6ose3Hb PaH10 (1896) — BeGepa (1904) — Ocyepa (1907-
1908). BoJyie3Hb OTHOCUTCS K HaCJIeZCTBEHHBIM 3a00J1e-
BAHUAM U XapaKTePU3yeTCs VIABHBIM 06pa3oM KPOBO-
TeYeHUAMU U3 MHOKeCTBEHHBIX TeJIeaHT'MO3KTa3ui,
KOTOpble, KpOMe 3>KeJyAOYHO-KHIIeYHOIo TpaKTa,
MOTYT OBITH Ha KOXKHBIX IIOKPOBAX TOJIOBBI, CIM3UCTOMN
0060J109Ke HOCa, GPOHXOB, MOYEBOTO IIy3bIPA, BEPXHEN
II0JIOBUHE TyJOBUINA. Key/JoYHO-KUIIeYHble KPOBO-
TedeHUA HaOIIOAAOTCA v 13-20% GONBHBIX. Bosle3Hb
OIUHAKOBO YaCTO BCTPeYaeTCs y JIUI, 060MX IIOJIOB,
HepeJIKO IPOABIAACH B IETCKOM BO3pacTe B BHUE HO-
COBBIX KPOBOTEUYEHM; OHa MOXKeT COYeTaThCA C BPOXK-
JeHHBbIMHU IIOPOKaMU CepAlla U apTepUOBEHO3HBIMU
aHeBpu3MaMu. KpoBoTedeHHA YacTO BO3HUKAIOT
B IIOZPOCTKOBOM BO3pacTe, KOTAA IPOUCXOAUT HeWpo-
ropMOHaJIbHaA IlepecTpoliKa OpraHu3sMa, IIPOBOLMDY-
I0TCA UHTepKYPPeHTHbBIMU UHGEKIUAMU, CTPecco-
BBIMU CUTyallMAMU U Ap. Peliaromee 3sHaYeHUE UMEIOT
SHJIOCKOIIMYecKue McciaefoBaHusa. Heobxomquma mnucd-
(epeHIUanUA ¢ reMOpparuyeCKUMHU JUATE3aMHU, A3-
BEHHO-9PO3UBHBIMHU IOPAXKeHUAMU KeJlyJKa U IBeHa-
JAIaTUIIePCTHOM KUIIKU, IMOPTAJbHOUM TruilepTeH3uen
u f1p. Jleue6Ha A TaKTUKA Ipu 6osie3HU PaH10-BeGepa—
Ocrepa He paspaboTaHa.

B Z109HOCKOIIMYECKYIO 3Py K penKuM 3aboseBa-
HUAM OPraHOB IUIEeBapeHUA y AeTell OTHOCHJIACH A3-
BeHHasA 00JIe3Hb JKeJyAKa U ABEeHaAIaTUIEepPCTHOU
kumky. [Ilupokoe BHeApeHUe B IleMaTPUYECKYIO
npakTuky DI'JIC cymecTBeHHO U3MEHMJIO paHee 0o01ie-

IIPUHATHIE IPeACTABIEHNUA O ee PaClIPOCTPAaHeHHOCTHU
y geteii. Celfyac 4acToOTa A3BeHHOU OOJIe3HU Y JeTel —
1 crygait Ha 700-1000 o6GcefJoBaHHBIX. XapaKTepHOM
0COGEHHOCTBIO 3a00JIeBAaHUA HA COBPEMEHHOM 3JTalle
ABJIAETCA yTAXKeJeHUe U IporpeJUeHTHOe TedyeHUe,
TeHJIeHITUA K PasBUTHUIO OCJIOKHEHUU, B YaCTHOCTU
KpoBoTedeHUI. OHU BCTPeEYATCA y 5-6% /eTel C A3-
BeHHOU 6oJie3HbI0. HeMayloBaXKHO OTMETUTD, YTO Ke-
JIYAOYHO-KUIIIeYHbIe KPOBOTEeUYEeHUA XapaKTePHBI I
JINIL MY>KCKOTO TIoy1a, GU3ndYecKoe pa3BUTHE KOTOPBIX
BBINle cpedHero. MaHu(ecTUPYIOT KeNyJO4HO-KU-
[eyHble KPOBOTEeYEHU A IIPeUMYIeCTBeHHO C HaCcTYII-
JIeHVeM IIOJ[POCTKOBOT'O BO3PaCTa.

ViMeHHO BO BpeMsA BTOPOro (pm3MOJIOTUYECKOro
BBITAKeHUA (10-13 JyreT) IpOUCXOAAT UHTEHCUBHBIN
POCT U pasBuTUe. Heslb3sT UCKIIOUYUTh, YTO OBICTPBIN
POCT MOXKeT CIIOCOGCTBOBATh BOSHUKHOBEHUIO TIATOJIO-
TUYeCKUX COCTOSHUU B NMUINEBAPUTEJIHLHOU CHUCTEMe,
BBI3BIBAA Je3WHTErpaliuio M HapylleHHe CJIOKHBIX
HeWPOryMOpaJIbHBIX HpolieccoB. C APYyroil CTOPOHBI,
BIIEpBBIe YCTAHOBJIEHHBIN HaMU (AKT «COMaTOTPOIU-
HU3aOUuW» y JeTel C racTpoAyofeHaJIbHOM IaToJIo-
rueii, 00yCJIOBIIEHHBIN BBICOKUM YPOBHEM CeKpeIlnu
COMAaTOTPOITHOI'O TOPMOHA, MOJKeT PacCMaTPUBAThCHA
KaK OTMH W3 HeOJarONMPUATHBIX (PaKTOPOB Pa3BUTHUA
3ab0J1eBaHUN OPraHOB NUINeBapeHUs U Jaxe GopMU-
POBaHUSA OCJIOKHeHUU. BO3BHUKHOBEHUE >KeIyO9HO-
KHUIIeYHBIX KPOBOTEYEeHUU cjieJlyeT pacCMaTpUBaTh
KaK pe3yJIbTaT B3aUMOZAENCTBUA COMaTOTPOIIHOTO Top-
MOHA U TACTPUHA U3-32 UX XUMUIECKOU GJIN30CTU IPU
OTHOBPEMEHHOM YCUJIEHUM «arPeCCUBHBIX» KHUCIOT-
HO-TIeNITUYeCKUX (HaKTOPOB.

Takum o6pa3oM, sI3BeHHas O0JIe3Hb Y AeTel mepe-
CcTaja CUUTAThCA peAKUM 3abosieBaHMEM. B To ke
BpeMs HEKOTOpbIe ee OCJIOXKHEHUA, B YaCTHOCTU >Ke-
JIYIOYHO-KUIIIeYHOe KPOBOTeYeHUe, MOXKHO CYUTATh
PeIKUMU, OOYCJIOBIMBAIOIIVMY KJIWMHUKO-TIaTOreHe-
TUYeCKYI0 HEOTHOPOAHOCTH WJIU <TeHEeTUYeCKYIO reTe-
POTeHHOCTD» I3BeHHOU GOJIe3HU.

OmHaKO MMEIOTCsA JaHHBbIE O GOJIBIIEM Pa3HOO0O6-
pasuu GopM SA3BeHHOH 00JIe3HU, B YaCTHOCTU O BO3-
HUKHOBEHUU SaGOﬂeBaHHH Yy jun € IIOBBIIIIEHHON Kpo-
BOTOYMBOCTHIO. B M3BeCTHOI Mepe 3TO MHOATBEPKAA-
eTcs COOCTBEeHHBIMU HaOIIOEHUAMU aBTOPOB O Pas-
BUTUU THAXKEJBIX KeJNYIOYHO-KUIIeYHBIX KPOBOTE-
YeHUHN y JeTel C sS3BeHHOW OOJIe3HbIO JBeHAaAIla-
TUNEePCTHOW KUIIKU B COYETAHUU C TaKUMU
reMaTOJOTUYEeCKUMU 3a00JIeBAHUAMU, KaK TreMo-
¢dunusa, 6ose3Hp Buime6paHa, TPOMGACTEHUS.

JaHHas1 3aKOHOMEpPHOCTh MOOYXKZaeT AyMarh
0 CBOEro pojia «reMopparuveckoM AuaTese» KaK KOH-
CTUTYIIMOHAJBHON PasHOBUJHOCTU B JIETCKOM BO3-
pacte (Bembruies lO.E., 1984). Ilpeasiaraetrcsa 6oJiee
IMMUPOKOe TMpeACTaBIeHHEe O «I3BEHHOM JHaTe3ey,
KOTJZIa CJIe[lyeT yYUThIBAaTh IPUYNHHO-3HAaYNMble (ak-
TOPBI KaK dK30T€HHOT0, TAK U SH/IOT€HHOTO XapaKTepa
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(barmypuna T.IO., 2003). He ciy4yaiiHo pasHooGpasue
COCTABJIAIOIIUX S3BEHHOUW O0OJIe3HU, IlepecTaBIlei
CYNTAThCA PeIKUM 3a00JIeBaHUEM Y JeTeH, IojgJyac
obycioBnuBaeT Hed(PGHEeKTUBHOCTD JiedeOHO-IPOdU-
JIAKTUYEeCKUX MePOIIPUATUHN, IIOCKOJIbKY, IIOMUMO ar-
PeCCUBHBIX KHMCJIOTHO-TIEITUYECKUX (HPAaKTOPOB, WH-
dexuu Helicobacter pylori u Ap., He YYUTHIBAIOTCA
Ipyrue, 60Jee peKye IPUIUHEIL.

OnuH U3 NpUMepOB — TOPHUIHOe TeuyeHUe H3-
BeHHOU 60JIe3HU y JleTelt ¢ cuHApoMoM YepHOryGoBa—
Dnepca-J/laHI0, OTHOCAIIUMCA K TpyIIle HacJe[CT-
BEHHBIX 00JIe3HeH COeIMHUTEIbHON TKaH!. BRIIeIaI0T
HECKOJIBKO TUIIOB 3a60jieBaHMsA, U3 KOTOphIX 1V, VIII,
X OpOTeKamT C KPOBOTOYHMBOCThIO. Hamboiee Td-
KeJbIM ABaAeTca IV THUD (apTepualbHBIN, dKXU-
MO3HBIN), KOIZAa MMeeTCA CKJIOHHOCTb K DasphbIBY
KPYIIHBIX COCYZIOB, Tepdopanyuy KAIIeYHUKA.

OmHako HauboJee TAXKEJO IPOTeKaeT A3BeHHAaAd
60JIle3Hb B COYETAHUU C CHUHJPOMOM 30JUIMHTepa—
DJIIMCOHA Y B3POCJBIX, BIIepBble OIIMCAHHBIM B 1955 T.
U TPEeACTAaBJAIIUM COG0H WHCYJIWHIPOLYLIU-
pyomyio onyxons [IXK. CuMmnitomaTosiorua CUHApPoMa
BKJIIOYAET B cebs pelUANBUPYIOIIVe aGIOMUHAIbHbIE
60y, oUapelo, CTeaTopelo, CHIKeHUe MacChl TeJa,
BBIpa)KeHHYIO XKeJIYAOUHYIO0 TUllepceKperuio 1 Tuiep-
aUIHOCTD. fI3Ba pacmosiaraeTca B JKeJyZKe, ABeHa-
JIaTUIIePCTHONM KUINKe, YacTO — B TOIleld KUIIKe.
BeIieIAI0T 2 TUCTOJOTUYECKUX IMOATHUIIA CHHIPOMA.
B 1-M cirydae nMeeT MeCTO 3HaUUTeJIbHOE yYBeJIuyeHue
G-KJIETOK B aHTPAJIBbHOM OTZAeJIe KeJyAKA, IPHA 3TOM
D-kiyietku B IT)K He M3MeHeHBI UM OTCYTCTBYIOT, OILy-
XOJIeBUJHBIX 00pa30BaHUM B Keje3e HeT. [Ipu 2-M Ba-
puanTe B IIK oGHapyKUBaeTCsA TaCTPUHOMA (OILYXOJIb
u3 G-KJIeTOK) WU TullepIiliasuda D-KJIeTok u, Ha-
NIpOTUB, G-KJIETKU B AHTPAJILHOM OTZeJIe JKelyiKa He
u3MeHeHbI. 1- BapuaHT BCTpedaeTCs y MOJIOABIX,
2-i - y HOXWJIBIX IIpu 6ojiee IIUTEIbHOM 3aboJie-
BaHUU. He nckitoyaeTcs, 4To BapuaHThI JAHHOTO CUH-
JpoMa ABJIAKTCA CTaAUAMU €JUHOTO IaTOoJorude-
CKOro IIpolfecca.

TakuM 06pa3oM, COBpeMeHHbIe MeTOAbI JUATHO-
CTUKHY, yIIybjieHHOe NMOHWMMAaHWEe U OO0BbeKTHUBHBIN
AHAJIN3 KJINHUKO-TTAPAaKJINHUYEeCKUX (Ta6OPaTOPHBIX,
HHCTPYMEHTAJbHBIX U [ApP.) pe3yJIbTaToOB MCCIENO0-
BaHUM MO3BOJIAIOT He TOJIBKO YCTAHOBUTDH reTeporeH-
HOCTBb MHOT'UX O0JIe3HeH YesloBeKa, HO U BepUpUIIpo-
BaTb TaK HasbIBaeMble «peJKue 3a00ieBaHUA», O4eHb
JacTo NPOTeKawIIue B BHUAe Hambojee pacIpocTpa-
HEeHHBIX HO30JIOTUU KaK y JeTel, TaK U y B3POCJIBIX.
Bospmioe 3HayeHNe IpUAaeTCA PaHHeEN AUMAarHOCTUKe
penkux 6osie3Hell; 0COOEHHO 3TO KacaeTcsa 3aboie-
BaHUM )KeJyJO0YHO-KUIIIeYHOIo TPaKTa, KOIZla OHU He-
peAKOo He AMarHOCTUPYIOTCA B IlepBble MecAIbl (He-
JleJIVl) >KU3HU U ITPOABJIAIOTCA B COCTOAHUU JIeKOMIIeH-
caiuy y JeTed CTapiiero Bo3pacTa WJIU Jake
V B3pOCJIBbIX. Peub, KOHEUHO, UJIeT U O PeIKUX XUPYP-

ru4yecKux 3aboJieBaHUAX — TpoMbOO3e Me3eHTepu-
aJIbHBIX COCYZOB, aTpe3uy, MHTEePIO3UIUU TOJICTOMN
KUIIKY, JUBEPTUKYIAPHOU 60s1e3HU u ap. ([purosuy
N.H., 1985; CtennanoB 3.A., 2005).

Ectm B [UarHocTUKe pegkux Gosie3Hell OpraHOB
NIUINEeBapBeHNs Y leTell UMeIOTCA OIpefieIeHHbIe YC-
IIeXY, TO apCeHAJI JiedeOHBIX MePOIIPUATHN 60JIee yeM
orpaHuyeH. TeM He MeHee CBOeBpeMeHHOe a/IeKBaTHOe
JledeHVIe BO MHOTHX CJIy9asAX II03BOJIAET M36eXaThb OC-
JIOXKHEHUM, CIOCOOCTBYeT YAYYIIeHUIO0 KadecTBa
U yBeJIWYeHUIO IIPOAOIKUTEIbHOCTU >KU3HU IaIu-
eHTOB. JIJIs KaXZoro pebeHKa moAOUpPaeTcs COOTBeT-
CTByIOIIAs MeAUKAMEHTO3HAaA Tepanus. Hepeko npu-
6eraroT K OIlepaTUBHBIM BMeIIaTeJIbCTBaM. BexyTcs
IIOMCKY IPUHIIUIINAILHO HOBBIX METOZOB JIEYeHU,
B YaCTHOCTU TapreTHOMN TepaIluu.

UsyyeHue penkux Oojie3Hel y JeTell HMMeeT He-
Majioe Hay4YHO-IpaKTHYeCKoe 3HaudeHUe, ABJIAACH
CBOEro pofa BepIIMHOU KJIWHUYECKOT'O MBINIJIeHUA
(Apramonos P.I., 2007). [loMuMO COBepIIeHCTBOBAaHUSA
IuddepeHINATBEHO-IUATHOCTUYECKUX KPUTEPUEB, HC-
II0JIb30BAaHUA AJITOPUTMOB U JIOTUYECKUX IIOJXOZOB,
MIPUHIUININAIBHO BAXKHO YCTAHOBUTDH KIMHUYECKUeE
0CO0EHHOCTU peJKuX OoJie3Hell B BO3PACTHOM ac-
IeKTe, HAayWHasg C IIepuoZa HOBOPOXJEHHOCTH.
PeaspHbIe BO3MOXHOCTH JJII 3TOrO B HAacToAlee
BpeMs cymecTBylOT. Heo6xoauMm 060CHOBaHHBIN
BBIGOD JIe4eOHBIX U TPOPUIAKTUIECKUX (TPETUIHBIX)
MepornpuATuil. C APyrom CTOPOHBI, PeIKOCTh TeX UIU
WHBIX OOJIe3Hell, B YAaCTHOCTU 3a60JIeBaHUII OPTaHOB
NuIeBapeHus, ABIAeTCA TPUITePOM HaydHBIX HCCIIe-
JTOBAHU.

Henb3da He OTMeTHUTH TEPMUHOJIOTUYECKYIO HeOX-
HO3HAYHOCTh B 0003HAYEHUHU pPeJKUX 3a00JIeBaHUM.
B ogHOM city4ae 3TO «CUHIPOM», B [PYTOM — «OOJI€3HB.
He BcTynasg B AMCKYCCHIO TI0 TIOBOAY TOTO WMJIM MHOIO
TepMUHA, cefyeT HOAYePKHYTh, YTO «00JIe3Hb» Heco-
MHEHHO IIpeJCTaBJsAeTCs 6oJjiee 3HAUMMOW, IIOJHO-
BECHOUM M MHOTOCTOPOHHe# mpobJieMoii, Korjga Tpeoy-
eTCs IOCTOAHHOe M3ydeHHe 3THOJIOTUH, IIaToreHesa,
KJIVHUYECKOW KapTUHBI, AUATHOCTUKU, JIeYeHUA
U IpodMJIAKTUKU. B mesom «6ose3Hb» Gosiee eMKoe
U JUHAMUYHOe IIOHATUE, YeM «CUHJPOM>.

Penkue 060Jie3HU BepXHUX OTAEJIOB IHINEBapU-
TEeJIPHOTO TPaKTa BCe ellle MaJI0 3HAKOMBI MeIUIIVH-
CKUM paGOTHUKAaM IEePBUYHOTO 3BeHA 37 PaBOOXpa-
HeHusA. Ho 3HaueHMe 1 nHTepeC K opdaHHBIM 3aboste-
BaHUAM pacTeT. B MockBe Ha 6a3e MOpPO30BCKOM JleT-
CKOUM TOPOJICKOM KJIWHUYECKOUW GOJBHUIBI B 2015 T.
OTKPBIT IHepBBIN [opoAckoil IleHTp Op(aHHBIX
U IPYyTUX PeIKUX 3a00JeBaHUN AeTel U IOJPOCTKOB.
B yciaoBuAX MHOronpoduIBHOIO CKOPOIOMOIIHOIO
KPYIVIOCyTOYHOT'O CTAIIOHAPa OPraHMU30BaH KOHCYJIb-
TaTUBHBIM IIpreM TPOQUIbHBIX IAIIeHTOB.

HecMoTpA Ha HU3KYIO PacIpOCTPaHEHHOCTH OT-
JleJIbHBIX HO30JIOTUYeCcKuX GopM, obmee 4YHCIIO
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OOJIBHBIX OpGAaHHBIMU U JIPYTUMU PeIKUMU 3abosie-
BaHUAMU JOCTATOYHO BEJIUKO. [I03TOMY MeJUITMHCKA A
00IIeCTBEHHOCTh JODKHA XOPOIIO OPUEeHTHUPOBAThCHA
B 3TOI HOBOM, HO OYeHb CJIOKHOH pobiieMe — BeJib Op-
(danHbIe 3260JI€BAHUS MOTYT IIPUBOJUTD K MHBAJIU Y-
3aI[U¥ U CMePTH KaK B JIETCTBE, TAK U B O0JIee ITO3gHEM
BO3pacTe.

CerozHs 4acTh MAII€HTOB C PeIKUMY O0Ie3HAMU
MOJIYYaloT IIpemapaTsl 3a c4YeT (elepasbHOrO Or07-
’KeTa B paMKax IporpaMMbl «7 Ho3ojorui». Kpome
TOro, obeciredeHre GOJIBHBIX JIEKAPCTBEHHBIMU CpeJ-
CTBaMU OCYIIECTBJIAETCA C IOMOIIBI0 PerMOHaIbHBIX
OI0’)KeTOB B PaMKax IPOTPAMMBI II0 peIKUM 00-
JIe3HAM. MeXJy TeM CHUTyalusd C JIeKapCTBEHHBIM
obecreyeHEM MAIIUEHTOB C OphaHHBIMU 3a60J€eBa-
HUAMH, B TOM YHCJIe U TacTPOIHTEPOJOTUYECKOro
npouid, AajeKo He pelleHa.

s meTell ¢ peAKUMU GOJIe3HAMU HOZOUPaeTcs
COOTBETCTBYIOIIAA MeJUKAMEHTO3HaA TepaIusd, peKo-
MeHAYeTCA OIpeJle/IeHHBIN KOMILJIeKC (U3MYeCKOU
AKTUBHOCTH, (PU3MOTepameBTUYECKUX IPOLENYD;
C GOJIBHBIM U €r0 POAUTENIMH PaboTaloT Iemaroru
U IICUXOJIOTU. MyJIbTUAVCIUILUIMHAPDHBIA IIOAXO[, IIO-
3BOJIUT 00ECIIeYUTh OJIATONPUATHBIE UCXOABI GOJIb-
IMUHCTBA 0OoJIe3HeH y JeTel.
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The paper considers the problem of rare diseases and
syndromes in children with digestive diseases. It points
to the importance of studying rare digestive diseases.
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