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[Ovapen — oaHa u3 Hanbosee pacnpoCTpaHEHHbIX MPUYKH
obpalleHns K neauvatpam. ExerogHo, COrnacHo AaHHbIM
BO3, B mupe peructpupyetcs 1-1,2 munnnapaa anapenHoix
6one3Hen, 5000000 M3 KOTOpbIX 3aKaHYMBAETCS NeTanb-
HbIM mcxogom [1]. B Poccun exkerogHo avapeen 3abone-
BatoT Ao 500000 peten [2]. B 3aBUCMMOCTU OT MPUYUHDI
W ANUTENBHOCTU Anapen MOryT 6biTb pa3aeneHbl Ha UHOEK-
LMOHHbIE U HEUHODEKLMOHHbIE, OCTPble U XPOHUYECKHME.
Mpo6nema ocTpbIX MHOEKLMOHHBIX Anapen 06bIYHO XOPOLLO
M3BecTHa negvaTpaM B CBSA3M C PErynspHbiM CE30HHbLIM
nogbemMom 3a6071eBaeMOCTH OCTPbIMU KULLEYHBIMU MHDEK-
UMMM U 0TpaboTaHHON TAKTUKOW AMArHOCTUKU U BeAeHUs
[JaHHbIX NauueHToB. AKTMBHO 06CyKAaeTcs B HacTosuiee
Bpems npobsema aHTUMOMOTUK-acCoLMMPOBAHHbBIX AUapen
(AALl) B getckom BospacTe. Ocoboe BHMMaHWeE yaenserca
Clostridium difficile — nHPEeKuMn, C KOTOPOM, NO Pa3NYHbIM
OaHHbIM, cBA3aHo A0 10-25% Bcex AAL n no 90-100%
cly4yaeB nceBaoMeM6paHo3HOro Konuta. C KaxablM rogom
ynydlWaeTcs AMarHOCTUKa XPOHUYECKUX BOCMaNUTENbHbIX
605e3Hen KulleyHuKka. Kpome Toro, XxpoHu4yecKkasa anapes
MOXET 6blTb MPOSABAEHUEM PEAKUX FEHETUYECKUX 6ones-
Hen, ManoM3BECTHbIX NPaKTUKYOWKUM rnegmatpam. K coxa-
JIeHU0, A0 HacTosAWEero BpeMeHu B Poccuu HeT eauHo-
ro npoTokona o6cneaoBaHMs NaLMEHTOB C XPOHUYECKOM
HEMHPEKLIMOHHOM Anapeen.

I.N. Zaharova, Y.A. Dmitrieva

MepBbi 06pa3oBaTefibHbIM CEMUHAP AN NeaMaTpoB Obin
nposefeH npu noaaeprke komnaHun NUTRICIA. Ha Hero
6bin npurnaweH npodeccop Mankn NleHy, (fepmanus), oanH
M3 Beayuwmx aKcneptoB EBponelckoro obuiectBa AetT-
CKMX raCTpO3HTEPOSIOroB, renaTtosioroB U HyTPMLMONOroB
(ESPGHAN), 3aHMMatowuxcsa BonpocamMmu NatonorMm Kuliey-
HUKa y aeten. B ero coobuweHun 6binn paccMoTpeHbl 6Ko-
XMMUYECKne n MopdOonornyecKkne 0CHOBbI Pa3BUTUS AMapen
Ha PoHe peaKux, B TOM YMCne HacneacTBEHHO 06YCNOBEH-
HbIX, 60/1€3HEN XKeNyAOo4YHO-KULLEYHOrO TpaKTa, 06CyKAEHbI
CNOXHble AN AMArHOCTUKM KIMHUYECKMUE Clydaun, a TaKkKe
NpeasoXKeH COBPEMEHHbIV anroputMm o6¢cnenoBaHns pebeH-
Ka Npw HalM4yMK y HErO XPOHMYECKON Juapeu.

OcHOBHble BOMpPOCLI, 06CyKOaeMble B paMKax YyKasaH-
HOrO CeMWHapa, MpeAcTaBleHbl B MHTEPBbIO npodecco-
pa Mankna JleHua 1 3aBeaylollen Kabeapown neguaTpuu
PMAIO, a.M.H., npodeccopa, 3acnyKeHHoro Bpaya Poccuun
UpnHbl HUKONaeBHblI 3axapoBoW.

UpnHa HuKosnaeBHa, pacCKaXMTe HeMHoro o Bawe#n
Kagegpe

Mpod. U.H. 3axaposa: Kadenpa negnatpun PoccumncKon
MeAWLUMHCKOM aKageMuu nocneannioMHoro obpaso-
BaHUA Oblna ocHoBaHa B 1932 r. BblgatowuMmcs aeT-
cKkum Bpayom [I.H. CnepaHckum. leoprum HectepoBuy
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6bln1 y6exaeH, YTo BbiCOKas KBanuduKauus Bpaya BO3-
MOXHa AWWb MPW HENPEepbIBHOM COBEPLEHCTBOBAHUU
€ro TEeOpPeTUYECKUX 3HaHWUM M MPaKTUYECKUX HaBbIKOB.
CoTpyaHunKkun Kadeapbl BmecTe co . H. CnepaHcKnm BO Bpe-
M$ 06X040B, NEKLUM U MPAKTUYECKUX 3aHATUN He TONbKO
LWeapo A4eNnanch ¢ Bpadyamu CBOMM KIMHUYECKMUM OMbITOM,
HO M 3HAKOMMUIN UX C CaMbiMW NepPefoBbIMM MeTogaMu ana-
FHOCTUKK, MPOPUNAKTUKM U NevyeHns BOoNe3Hen OeTCKoro
BO3pacTa. YcneuwHas paboTta KonnektuBa Kadeapbl No3BO-
nuMnn en BbICTPO npuobpectn 3HaveHune Bcecow3Horo
y4e6HO-MEeTOAMYECKOrO LIEeHTPa MNOoCcneamnioMHOro obpa-
30BaHunA neaunaTpoB. [LH. CnepaHCKuUi cyuTan, 4to yco-
BEPLUEHCTBOBAHME NpodeccnoHanbHbIX HAaBbIKOB Bpa4vew
LO/MKHO MMETb YEeTKYl0 MPaKTUYECKYID HanpaBneHHOCTb
M NPOXoAnTb Ha 6a3e MHOronpodubHOW 60JbHULbI, rae
Bpayy npenocTaBnsieTcd BO3MOMHOCTb MO3HAKOMMWTbCS
KaK C Haubonee TUMNUYHbIMK Cly4asiMu, Tak M AOBOJIbHO
peakumn 6onesHsamun. MmeHHo noatoMmy Kadegpa, pabo-
TaBlWas B nepBble rogbl Ha 6a3e MHCTUTYTa negnaTpum,
B JaNbHenweM 6bina nepeBedeHa B AETCKYIO FOPOACKYO
60nbHMUY N2 9 . MOCKBbI, KOTOpas B HacToslllee Bpems
HocuT um4 . H. CnepaHckoro. C 1985 r. Kadeapa paboTa-
eT B TyWWMHCKON ropoACKOM AETCKOW 60/ibHULE — OAHOM
M3 KPYNHENWUX MHOronpoduabHbIX AETCKUX 60NbHUL,
MockBbl. CerogHs Kadeapa npofosiKaeT ocTaBaTbCs Bey-
LWMM LLeHTPOM NocneamnaioMHoro o6pasoBaHuns NeanaTpos,
NPOBOAS PerynsapHble Kypcbl Kak o6Wero ycoBepLeHCcTBO-
BaHMWA MO NeguMaTpuu, Tak U NOArOTOBKY AETCKMX raCTPO3H-
Teponoros, Hedponoros, Kapavonoros. BHeapsis HoBble
TEXHONOrMM 0BYHEHUS Bpayen ¢ UICNOIb30BaHUEM MHTEPAK-
TUBHbIX CEMUHAPOB M TENEeMOCTOB, Mbl CTapaemMcsi Coxpa-
HWUTb TpaauuuuK, 3anoxeHHble [eoprnem HectopoBuyeMm,
aKTMBHO y4YacTBYeEM B /le4e6HOM MNpoLecce, KOHCYNbTU-
pyem 60/bHbIX, PErynsapHo npoBoaAnM 06LEBONbHUYHbIE
KOoHdepeHUMn ¢ pa3bopoM MHTEPECHbLIX KITMHUYECKUX CIy-
yaeB. [locne leoprnsa HectopoBuya CrnepaHCKOro, pyko-
BoauBlero Kadeapon B TedeHne 30 neT, ee BO3rnaBnaam
M3BECTHbIE y4eHble U NpeKpacHble negaroru: P.J1. lambypr,
M.T. MatBeesB, I.WN. Knanwesuny, H.A. KopoBuHa. B pas-
Hble rofbl COTpyAHWKamu Kadeapbl 9BASAUCL npodecco-
pa A.C. PoseHTtanb, C.TI. 3BaruHuesa, O.I. ConomaTuHa;
akagemukn B.A. TabonunH mn K. E. BenbTuiies, M3BECTHbIN
netcKkum Hedponor npodpeccop M.C. UrHaTtoBa. B TeueHue
24 netT Kadenpon 3aBefoBana UM3BECTHbIM NeauaTp, nNpo-
deccop, AOKTOP MEAMUMHCKUX HayK, 3acly)XeHHblin Bpau
Poccun HuHa AnekceeBHa KopoBuHa, NpoaoKmBLIas Tpa-
AnunK, co3gaHHble akagemmkom I H. CnepaHcKum.

C 1985 r. Kadepnpa paboTaeT B TyLUIMHCKOM rOPOACKOM AETCKOM
60/1IbHULE — OAHOM U3 KPYMHENLLIMX MHOTONPODUIbHBIX CTa-
LiMOHapoB . MOCKBbI, B KOTOPOM 6a3unpytoTca MHOrne Kade-
Apbl negnatpuydeckoro darynsreta PMANO. MNpruopUTeTHBIMU
HanpaBieHUAMU Hay4YHO-UCCNE[0BATENBCKON AEATENbHOCTH
Hawen Kadenpbl ABNAOTCA NPO6JEMbI AETCKON racTPO3HTE-
PONOrMK, HEPPONOTUUN, HYTPULIMONOTUK, aNNEProNormu, Nyb-
MOHOJI0TMK, Kapanonormn. Ha kadeape exxerogHo obyyaeTcs
10-15 KIMHUYECKUX UHTEPHOB, OPAMHATOPOB M acrMpPaHToB,
perynsipHo NpoBoAsATcs y4ebHble LMKIbI AN NPaKTUKYOLLMX
Bpavyen Mo neauvaTtpuu, racTpO3HTEPONOrnn, Hedbponoruu
W Kapanonornumn eTCKOro Bo3pacTa, a TakKe LMKIbl ycoBep-
LWEeHCTBOBaAHUS AN npodeccopcKo-npenogaBaTebCKoro

CoCTaBa y4perKaeHun AoNONHUTENbHOIO NpodeCCUOHaNbHO-
ro o6pa3oBaHus.

UpunHa HukonaeBHa, noyeMy BO3HMK/A MAesi npoBeje-
HUSI MOJO6GHLIX CEMMHApPOB C y4yacTMEM MHOCTPaHHbIX
3KcnepToB?

Mpod. U.H. 3axapoBa: B okta6pe 2011 r. Ha Kadeape
neguatpun PMAIO MwuH3agpaBcoupa3BUTUS Havyato npo-
BeeH1e HOBbIX, «06pa30oBaTeNbHbIX» CEMUHAPOB, KOTOpble
OT/IMYAIOTCA OT MHOMOYUCIEHHbIX KOH)EepEeHUWH, NpoBO-
AWMbIX B MocnegHune rofbl. AT CEMUHapbI «y3KoTemaTuye-
CKMe», MOCBSLEHbl TONbKO OAHOW npobreme. Ha cemuHap
NPUINaLaTCs HalM KOMNern U3 pasHblX CTpaH — Beay-
ume cneuuannuctbl B TOM UAM MHOWM obnactu. locne nek-
UMM M OOKNafjoB neguaTpbl MOryT 3afaTb /ilo6ble BOMPOCHI
no o6cyxaaemon npobneme. Kpome Toro, B paborte cemu-
Hapa y4yacTBYIOT M3BECTHbIE POCCUINCKUE YyYEHbIE, KOTOPbIE
NPeACTaBAAOT MHTEPECHbIE KIMHUYECKUE CyYan U pe3yib-
TaTbl CBOMX Hay4HblX MccnegoBaHui. Elle oaHa BaxkHas
0COBEHHOCTb HallMX HOBbIX «06pa3oBaTe/ibHbIX» CEMUHAPOB
COCTOMT B TOM, 4YTO OHW MpPOXOAsT B cy660Ty, KOraa Bpay
MOXKET MOCBATUTb AE€Hb CBOEMY 06Pa30BaHMUIO, MOCKOJMbKY
[OSIKEH MOCTOSHHO YYUTbCS.

Mpod. U.H. 3axapoBa: lpodeccop JleHu, noyemy Temown
Bawero coobueHns ctanu peakne 60ME3HU KeyaoyHOo-
KMLLIEYHOro TpaKTa, ConpoBoXaatoLineca gnapeen?

Mpod. M. JleHu;: Ha mon B3rnsaa, MUMEHHO 3Ta rpynna 6ones-
HEen npeacrtaBnaseT ocoby npobaemMy AN MPaKTUKYHLMX
neanaTpoB M AETCKUX raCcTPOIHTEPOSIONOB B CBA3MU C TEM, YTO
Bpayu 4acTo HeAOoCTaTOYHO OCBEeLOMJIEHbI O JAHHOM MnaTo-
NIOTMK, y4UTbIBas €e Manylo pacrnpoCTPaHEeHHOCTb B Mony-
nauun. Mexay TeM, MMEHHO pefkas NaTofNorms K1WeYHnKa
4acTo MPUBOAMT K 3aTSHKHOMY TE€YEHUIO AMapen, pedpaKrTep-
HOW K alMMeHTapHOW KOpPPEeKUMW U CTaHAapTHOW Tepanuu,
KNMHUYECKME NPOSIBNIEHUS KOTOPOM 4acTo OTMEYaloTCs yrKe
B MepBble AHM MOCNe poXaeHns pebeHKa. HYacTo nonbiTKK
negnaTpa crnpaBUTbCHA C XPOHUYECKOW Anapeen, He BbIICHMB
0O KOHLA ee MpuYMHY, OKasblBaloTcs 6e3ycnelHbiMu. 310
CEPbEe3HO HapyllaeT KavyecTBO MU3HW NaLMEHTOB, HEraTmB-
HO BAMSIET Ha HOpPMafbHble MPOLLECChl POCTa W Pa3BUTHS,
BefeT 3a cobon dopmupoBaHne AeDULMUTHBLIX COCTOSHWUM
M YacTo NPUBOANUT K BO3ZHUMKHOBEHMIO CEPbE3HbIX OCMOXKHE-
HWUI NpPW OTCYTCTBMM CBOEBPEMEHHOIO afeKBaTHOro jeyve-
Hus. B TepmaHuu, Kak n B Poccumn, OTCYTCTBYET CTaHAaPTHbIN
npoToKon o6cneaoBaHUs NoAoGHbLIX MaUMEHTOB, OAHAKO
ANWUTENbHbIM ONbIT HabAOAEHUS 3a AeTbMM, FOCMUTaNU3K-
pPOBaHHbIMW B Hally KAWHUKY, MO3BOANAN MHE BbipaboTaTb
onpefeneHHbii anropuTM, KOTOPbIA MOXET NOMO4Yb nNpa-
BWJIbHO OMNPeAEeNUTb HanpaBAeHNe NOUCKa U U3berkaTb NnL-
HUX ANArHOCTUYECKMUX MaHUNYASLIMNA.

WU.H. 3axapoBa: [Npodeccop JleHu, npocum Bac nogenutbes
OnbITOM 06CnefjoBaHNs U BEAEHMS MaLMEHTOB C XPOHMUYe-
CKOW anapeen.

Mpod. M. JleHu: Anroput™M o6CnefoBaHUs NauueHTa Oof-
YKEH, Mpexkae BCero, BKIOYaTb onpeaeneHne BpeEMEHU BO3-
HWKHOBEHUS M MexaHu3Ma pa3BuTUa anapen. B 3aBucu-
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B nomowb Bpauy

MOCTM OT CPOKa Hayana maHubecTauuu auapesi MOXKeT
ObITb BPOXKAEHHOW, KOrAa CUMMNTOMbI NMOABASIOTCSA C MNEPBbIX
OHEN KWU3HK pebeHKa, Uin NPUoBPETEHHON C OTCPOYEHHbI-
MU KIIMHUYECKMMM NPOSIBAEHUAMU. B OTHOWEHUM XPOHM-
YEeCKOM BPOXKAEHHOW Auapen LenecoobpasHo, B MepByto
oyepeab, ONpeaennTb, ABASETCS I OHa OCMOTUYECKOW MK
ceKpeTopHon. C aTon uenbo cambiM MPOCTbIM AUArHOCTH-
YECKUM TEeCTOM ABASETCS MpeKpalleHe Ha KOPOTKMIM CPOK
KopMmieHns pebeHKa. Ecnn ¢ npekpaweHUeM KOopMIEHUS
anapest ucyesaert, ¢ 60Mbllen BEPOATHOCTbIO MOXHO AymMaTb
0 ee ceKkpeTopHoM Xxapaktepe. OCHOBHOWM rpynnon 6ones-
HEen, MNPoSIBAAIOWMXCH pPa3BUTUEM CEKPETOPHOW aAnapew,
SBASIOTCA pPasnuyHble BapWaHTbl HapyleHus abcopbumu
yrneBoAoB (Manbabcopbums rMOKO3bl-ranakTo3bl, Manbab-
copbuusa GpyKTo3bl, AeDULMT caxapo3bl-M30MasbTO3bl, NakK-
TazHas HepgoctaTovyHOCTb). Cneaywowmm atanom o6cneao-
BaHMA NauMeHTa € NOAO3PEHMEM Ha [AaHHY MaToNorMio
SIBNSIETCA MpoBeLeHNEe BOAOPOAHOro [AbixaTeNbHOro TecTa
Cc npeanonaraemMblM yrnesogom. B cnyyae noatsepxae-
HWS AMarHo3a, BblIBIEHUSI HEMEPEHOCUMOrO YrneBoaa, ero
HEOOX0AMMO WCKIIYUTb M3 MUTaHUsA pebeHKa, 4To byaeT
CNoco6CTBOBATL NPEKPALLEHMIO AMaPEN U YIYYLLIEHUIO COCTO-
AHMA nauuneHTa (puc. 1).

Ecnv ¢ npeKkpalleHnem KopmneHus guapes y pebeHka coxpa-
HsleTCs, HEO6X0ANMMO UCKIIIOYUTb BO3SMOMKHbBIV CEKPETOPHbIN
ee xapakTtep. Cpeau BpOXKAEHHbIX CEKPETOPHbIX Auapen
anbdepeHumanbHbIM AMarH0o3 Yalle NpuxoamMTcs NPoBOAUTb
MEXYy BPOXKAEHHOW HaTPUEBOW U BPOXKAEHHOW XN0PUAHOM
onapeen. 06e 60ME3HU MMEIOT XapaKTepPHbIM U CXOAOHbIM
aHaMHe3. BHyTpnyTpo6GHO YacTo onpeaenseTcs noamruapom-
HWOH, PacTAHYTble NETIN KULLEYHWKa nnoaa. Poabl y maTtepu,
KaK npaBuno, npexaeBpemeHHble. OTCYTCTBUE OTXOXKAEHMUS
MEKOHUS U YBENMYEHHbIN B padMepax XMBOT Y HOBOPOXKAEH-
HOro TPe6YT UCKIIOYEHUS BPOXKAEHHON aHOManuMuM pasBu-

Puc. 1. OcHOBHble BapuaHTbl K 0CO6EHHOCTU BPOXKAEHHOMN
ocmoTuyeckon gnapew (M. JleHu)

BpoxaeHHas ocMoTU4YeCcKan guapes

e  Manbabcopbumns rOKO3bl — ranakTo3bl
e [leduumnT caxapoldbl — U30ManbTo3bl
e [MnonaKkrasus B3pOCAOro Tmna
e BpoxaeHHaa nakTadHas He4OCTaTOYHOCTb (O4YEHb PEAKO)
e Manbabcopbunsa GpyKTo3bl
e Y BCex NauveHTOB: AMapes npekpaliaercs
C NpeKpaleHneM KOPMAEHUS U MPU yaaneHuu
M3 ANETbI NPUYMHHbIX YINEeBOLOB
e [InarHocTuKa: H2-abixaTenbHblM TECT ¢ Npeanonaraembim
yrneBoaoMm

Puc. 2. JuddepeHumanbHas AMarHoCTMKa BPOKAEHHOM
ceKkpeTopHow anapeu (M. JleHu)

BpoaeHHas ceKpeTopHas auapes
Kputnueckune napametpoi: Nat, K* u CI™ B kane

e CI~™ > Nat + Kt = Bpox/aeHHasa xnopavapes
e Na'>Cl™ + Kt = BpoxaeHHasa HaTpueBas anapes

TUS KMWEYHMKA, YTO MPUBOAMT K rocnutanusaumm pebeHka
B XMPYPrMYECKUIN CTaLMOHap WU, B pPsSAe clyvyaes, npoBeje-
HWIO HEOBOCHOBAHHbIX XMPYPrUYECKUX BMmellaTenbcTs. MNpu
3TOM KOHCUCTEHLMSA CTyna y pebeHKa ¢ poxaeHus 6biBaeT
HACTOMbKO XWAKOMW, YTO CTyl MOXET HamomuHaTb MOuY,
ObICTPO BNUTbIBASACL B NENEHKM WAK MOATY3HUK M co3aaBas
WNO3MIO €ro NMOMHOIo OTCYTCTBMSA. B OCHOBE KaK HaTp1eBow,
Tak U X10pPUAHON AMapen NEXUT ayTOCOMHO-PeLEeCCUBHbIN
LedeKT MOHHbIX TpaHcnopTepoBs B KnweyHuke (CI~/HCO; —
npu xnopanapee, Nat/H* npu HaTpueBoi auapee).
BaxHoe 3HauyeHue ana auddepeHumanbHOW AMarHOCTUKK
JaHHbIX COCTOSIHUI UMeeT onpeaenexune anexktponutos (KY,
Na*t u CI7) B Kane. Eciv KOHLEHTpauus xnopa B Kajne
npeBbIlaeT CYMMapHY0 KOHLEHTPALMIO Kanus W HaTpus,
TO y pebeHKa 6osiee BeposiTHA BPOXKAEHHas xiopauvapes,
€C/IN KOHLEeHTpaLus HaTpusl NpeBbIWaeT cyMMapHoe coaep-
aHue B Kafe xnopa W Kanus, To peyb UAET O BPOXKAEHHOM
HaTpueBow anapee (puc. 2).

Mpod. U.H. 3axaposa: B Hawem cTaunoHape Habnwogaer-
CHl AeBOYKa C rEHETUYECKM NMOATBEPKAEHHOW BPOXKAEHHOM
xnopavapeen. [leBoyKa poamnacb HeOHOLWEHHOW Ha CpoKe
30-31 Hep. [NepunHaTanbHbIM aHaMHe3 Obl1 04EHb XapaKTep-
HbIM AN11 BPOXKAEHHON CEKPETOpPHOW Avapen (MoNUrnapom-
HWOH, NOJO3PEHNE Ha HaNn4YMe NOPOKa Pas3BUTUS KULWIEYHU-
Ka nnoja Bo Bpemsi 6epeMeHHOCTH, NoA03peHNe Ha 60N1e3Hb
[MpLWNPYHra, HU3KYK KULLIEYHYI HEMpPOXOoAMMOCTb nocne
POXAEHMS B CBSI3N C OTCYTCTBMEM OTXOXAEHUS MEKOHMS).
[Ouapes y pebeHKa oTMeYanach € poxaeHus. Ha nepBuyHom
obcnegoBaHunn, nposegeHHoMm B TAIE B BO3pacte 6 Mmec,
06paTv BHUMaHWE Ha BblpaxeHHbIE 3N1EKTPOSIUTHbIE HapY-
weHua y pebeHKa B BMAE TMMNOXIIOPEMUYECKOro, TMMoKa-
IMEMUYECKOro aNnkanosa, Kotopble Tpe6oBanu NpoBeaeHUs
WHTEHCMBHOM MHDY3MOHHOW TEpanuu B YCIOBUAX OTAENEHNUS
peaHumauunun. U3HavanbHo andpdepeHumnanbHas AMarHocTu-
Ka npoBoannachk ¢ cMHapoMoM bapTtepa. OgHako B Bo3pacTte
2 neT B CBSA3M CO CTOMKUM COXpaHeHWeM agnapeun, runokanme-
MMWYECKOI0 anKkano3sa, BbiiBIEHMEM BbICOKOM KOHLEHTpaLun
X/0pMA0B B Kane NpoBeAeHO reHeTUYecKoe nuccneaoBaHme,
KOTOpOE NOATBEPANIO BPOXKAEHHYIO Xopanapeto. B HacTos-
wee Bpems AeBo4YKe 5 neT, oHa NOCTOSHHO MoyyYaeT 3ame-
CTUTENbHYIO Tepanuio pPacTBOPaMM 3NEKTPONUTOB, KypcCbl
6uonpenapatoB, depMeHToB, cobntgaeT AWeTy, OAHaKo
avapes y Hee coxpaHsieTcs. Kakue cywecTByOT COBPEMEH-
Hble MOAXOAbl K BEAEHUI0 TaKux aeTten B EBporne, U KakoB
NPOrHO3 Te4YeHUs 60NEe3HN?

Mpod. M. JleHu: OCHOBHbIM CNOCO60M Tepanun BPOXKAEH-
HOWM Xnopanapeun, KOTopbIM MOXKET 06ecnedynTb HopMasbHoe
pa3BuTue pebeHKa 1 NpefoTBPaTUTb Pa3BUTUE CEPbE3HbIX
OCNOXHEHWUI, SBNSETCA ajeKBaTHas opajnbHasa peruvapa-
TauMa pacTBOpaMM 3NEKTPONMUTOB, COAEpKalWMMKU MOHbI
Kanusa n HaTpus. TOYHO paccyuTaTb CYTOYHYIO NMOTPEOHOCTb
pebeHKka B pacTBope OblBAeT C/OHO, OAHAKO TECTOM,
NO3BOJIAOWMM CyanTb 06 aeKBaTHOCTU NPOBOANMON 3aMe-
CTUTENbHOWM Tepanuu, ABASETCs onpegeneHne MOHOB XNo-
pa B Moye. OTcyTCTBME XJlopa B MOYe CBUAETENLCTBYET
0 HeaoCTaTO4YHOM KOMMEHCALMKW 3MEKTPONUTHBIX Hapylue-
HUA KM TpebyeT AOMOJIHUTENbHONO BBEAEHWS PaCTBOPOB.
[MporHo3 TeyeHns 605e3HM NMpKU aleKBaTHOW pernapataumm



6naronpUATHbLINA, OAHAKO AMapes y NauMeHTOB COXpaHseTcs,
K COXKaNleHUI0, Ha NPOTSAKEHNMN BCEW KMBHM, YAcTO HapyLias
npouecc couuanbHon aganTtaumun. NMOCKONbKY BcacbiBalo-
was GyHKUMSA U pepmeHTaTUBHAs aKkTUBHOCTb B KULWEYHMNKE
CcoxpaHeHa, pebeHOK MOXET cob6t04aTb OObIYHYHO AMETY,
COOTBETCTBYIOLLYIO BO3PACTy, M HE HYXKAAeTCs B PYTUHHOM
Ha3HavyeHun depMeHToB. B nutepatype paHee onucbiBa-
NIUCb NOMbITKM NPUMEHEHUS MPU BPOXKAEHHON Xnopanapee
Kanuncoéeperawumx AMypeTMKoB, MHAOMETaLUNHA, UHTUOU-
TOPOB NMPOTOHHOW MOMMbl, OAHAKO MOATBEPKAEHUS KIMHMU-
4yeCKon 3bPEKTUBHOCTU MNPU AaNbHEWLIMX HaBNOAEHUAX
OHM He NonyYunn.

Mpod. U.H. 3axaposa: lpodeccop JleHu, moryt nn 6biTb
TaKue BapuaHTbl BPOXKAEHHbIX AMApen, KOTopble He YKNagbl-
BaloTCA NPU NEPBUYHOM 06CNEA0BaHMUM HU B TPYNny Cexkpe-
TOPHBIX, HXU B FPYMMNYy OCMOTUYECKUX?

Mpod. M. JleHu;: be3ycnoBHo, cywecTByeT U TpeTbs rpynna
avapen, npeactasnstowas HanbobLUyo CIOXKHOCTb ANs Ana-
FHOCTUKM U UMetoLLLas CaMblii He6NaronpUATHbIM NPOrHO3 AN
nauuveHTa. B aTy rpynny BPOXKAEHHbIX CMELUaHHbIX (OCMOTH-
YECKMUX/CEKPETOPHbIX) Anapen BXOAAT peaKue, reHETUYECKHU
onocpefoBaHHble 60NE3HU, XapaKTepU3YOLMEC Halnyu-
€M CTPYKTYPHbIX AePEKTOB CN3UCTON 060N0YKN Ha YypOBHE
3HTEPOLIUTOB, MUKPOBOPCHKH. K TakMm 60N1e3HAM OTHOCHATCS,
B 4acCTHOCTW, anuTenuanbHaa aucnnasus, IPEX-cuHapowm,
3HTEpPONaTUYECKUN aKpoaepmaTuT U ap. JuarHocTuka adaH-
HbIX COCTOSIHUI IBNSETCH CNOXKHOW M TpebyeT 06513aTe/ibHOro
npoBefeHnss 6GUONCUN CIIM3UCTON O0BONIOYKM TOHKOM KULLKK
¢ nocnegyowmnm MopdonorMyecknm McciefoBaHnemM ¢ npu-
MEHEHMEM KaK CBETOBOW, TaK M 3JIEKTPOHHOM MUKPOCKOMUH.
OnpepeneHHylo MOMOlWb B AMArHOCTMKE MOXKET OKal3aTb
reHeTMYecKoe UcCcnefoBaHWe, a TaKKe BbIiIBEHWE COonyT-
CTBYWOLMX Avapee JOMNONHUTENbHbLIX KIMHUYECKMX CUMMTO-
MOB (MMMYHOIOTMYECKMUX HaPYLLUEHWI, BbICbIMaHWIM Ha KOxe,
NnaTofIorMmM BHYTPEHHUX OpraHoB) (puc. 3).

Mpod. U.H. 3axaposa: lMpodeccop JleHu, KakoBa Bawa
TaKTUKa Npu NPUOBPETEHHbBIX XPOHMYECKUX AUapesx y AeTen?
C yem Hago anddepeHumnpoBaTb AaHHble 60/1€3HUT?

Mpod. M. NleHy: Cpean aaHHOM rpynnbl 60NE3HEN HaMm
yaluie BCEro MpUXoAMTCA MMETb AEeNl0 C XPOHWYECKUMMU
AVapesiMu, COMPOBOXAAKWMMUCS CcTeaTopeen, WAn Xpo-
HUYECKUMWU KPOBSAHUCTBIMKU Auapesimu. [pu BbiISBNEHUK
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Puc. 3. BpoxaeHHble cMelwaHHble anapeu (M. JleHu)

BpoxaeHHas cMellaHHaaA ceKpeTopHas/ocMoTU4YecKas
Avapesn = CTPYKTYPHbIA AedeKT, NpuBoaaLUiA
K HEJOCTaTOYHOCTU KULLEYHUKA

CuMNTOMbI: AMapes aaxke Ha GpoHe npeKpalleHus
KOPMJIEHUS, YCUNIEHWE AMapen Nocne KOPMIEHHUS,
MeTabonn4yecKnn aunos
e BpoxaeHHas aTpodusi MUKPOBOPCHUHOK (Aeduunt
MUOrnobuHa-2)
° JnuTenuanbHas gucnnasvs
e [PEX-cuHapom — | (MMMYHONOIrMYECKMEe HapyLLEeHNS),
P (nonnangokpuHonatus), E (aHTeponatus), X (cuenneHHas)
[OunarHocTtuka: 6uoncusa COTK, PAS-okpawwnBaHue,
3NEKTPOHHaA MUKpockonus, FOXP3 myTtaunu

y pebeHKa cTeaTopen anddepeHumanbHbiM AMarHo3 npo-
BOAMTCA cpean Takux 60/e3HEN, KaK MyKOBMCLMAO3, CUH-
apom LBaxmaHa, geduumT nunasbl UM Konunasbl, abeTa-
nMnonpoTtenHeMns. B KavecTBe [AMArHOCTUYECKMX TECTOB
Mbl MCMOSIb3yeM MOTOBYIO MPoBy, onpeaeneHne GekanbHon
3f1acTasbl, YpOBHSA NUNa3bl B AYOAEHANbHOM COAEPKUMOM,
6eTa-NMNonpoTeEMHOB B CbiBOPOTKEe. CriekTp obcneaoBaHus
pebeHKa C XPOHMYECKOW KPOBSAHUCTOM AMapeen BKIOYaeT
KIMHUYECKMN aHanu3 KpoBM, BbiaBneHne aHtuten ANCA
(ayToaHTUTENA K KOMMOHEHTaM uuTonaa3mbl HEUTPODUIOB)
n ASCA (aHTutena K Saccharomyces cerevisiae), naktopep-
pUHa MK KannpoTeKTUHa B Kasne, npoBeaeHue Y3WU, aHao-
CKOMWYECKOTrOo UCcneaoBaHns U KOMIMbIOTEPHOM TOMOrpadumn
npu¥ He06XO0AMMOCTH.

Mpod. U.H. 3axapoBa: C Hallen TOYKMU 3peHUs, Noao6HbIEe
KOHdEepeHLUNN aenatT BO3MOXKHbIM aKTUBHbIM OOMEH OMbl-
TOM MEXAY OTEYECTBEHHbIMU U 3apyOEXKHbIMKU KOMIEramu
B BOMPOCax AMArHOCTMKK, MPOdUNAKTMKM U NeYeHUs Kak
pacnpoCTpaHEHHbIX, TaK U pedKo BCTpeyatolmxcs 601e3Hen
[IETCKOro Bo3pacTta. B pamKax akTMBHOW OMCKYCCUM MPaKTK-
YecKue Bpayu MOryT 3ajaTb BCE MHTEpecytoline BOMpochl,
KaK BeAayllMM POCCUMMCKMM crneumanuctam, Tak M eBponen-
CKMM npodeccopam, a TaKKe npeacraBuTb Ha 06CyXKaeHue
ANArHOCTUYECKM HEACHbIE KNMHMYECKMe cnydan. MaTepuansl
KOHdepeHLUNN B HacToslee BpeMs OOCTYMHbl B BuAae 6po-
LtOP, KOTOPblE YYACTHUMKM MOTYT MOAYYUTb MO OKOHYaAHMUM
ceMuHapa, a TaK¥Ke B 9/IEKTPOHHOM BapuaHTe Ha obuLmanb-
HOM caunTe Poccuickon MeguLMHCKON aKagemMuu nocnean-
NIOMHOIro 06pa3oBaHms.

2. bonesHu KuweyHWKa y aetert / nop obuwen pea. A.M. 3anpya-

HoBa.— M.: AHaxapcuc, 2009. — 280 c.
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