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AHHOTALUA

B nanHoM yuebHOM mocoOMM MPHUBEACHBI PacIIMPEHHBIC CBEACHUS O 3a00JIEBAHUAX
KHUILIEYHUKA y JIeTed, BKIIOYAIOIIME MOPOKH Pa3BUTHs KHUIIEYHHKA, 3a00J€BaHUs,
NpOTEKAoNe C CHHAPOMOM MalbaOCopOIMM, Kak BpOXKACHHOTO, Tak U
NpPUOOPETEHHOIO T€HE3a, XPOHMYECKHE BOCHAINUTEIbHBIE 3a00JI€BaHUS KHUIIECYHUKA,
UMMYHO-TIposii(epaTiBHasi 00J€3Hb TOHKOM KUIIKH, aHTHOMOTHUK-aCCOLMUPOBAaHHAs
nuapes. IlpencraBineHbl COBpPEMEHHBIE AaCHEKThl 3THONATOreHe3a 3a0oJieBaHuS,
KJIMHUYECKHE BAPUAHTHI, METObI IUATHOCTUKH, JIEUECHUS U NMPOPUIAKTUKU. YdeOHOoe
nocobue mpeaHa3HaYeHO NSl MearoroB, CTy/IEHTOB OakajgaBpuaTa U MarucTparypbl
BBICIIIUX MEIUIIUHCKUX YUEOHBIX 3aBEICHUI.

BBenenue

Cormacno nmanHbiM  Bceemupnoit  Opranuzanuu — 3apaBooxpanenus (BO3) wu
nyOJUKYEeMbIM JIMTEPaTypHBIM J@HHBIM JlaJbHETO W OJMKHEro 3apy0exbs dacToTa
JIMarHOCTUKM  XPOHUYECKUX 3a00JIeBaHUM OpraHOB MHINEBApEHUS Yy JeTel
yBenuuuiaachk B 2,5-3 pasza. B rpynmy XpoHUUYECKUX BOCHAIUTENIbHBIX 3a00J€BaHUI
BXOJUT 00JIe3Hb KpoHa, HecneuupuuecKkuit S3BCHHBIN KOJIAT 151
Heauddepenupyemblii konuT. PacripoctpaneHHOCTs Ooisie3Hu KpoHa, Mo JaHHBIM
pa3HbIX aBTOpOB, cocTaBmsieT 9-200 Ha 100 ThICc. Hacenenus, HAK — 20-270 na 100
ThIC HacenieHus. Exxeroaneiii npupoct: HAK-ot 5-20 mo 117 ciywyae na 100 ThIC.
HaceneHus, OonesHb Kpona 5-15 wa 100 Thic. CMEpPTHOCTH OT XPOHHYECKHX
BOCHAJIMTENIbHBIX 3a00JICBAaHUN KHUIIIEUHUKA COCTABJISET B Mupe 6 ciydaeB Ha |MIIH.
Hacenenuss, B Poccum 17 mwa 1 wmiun Hacenenus. Ilo JaHHBIM OTEUYECTBEHHBIX
racCTPOdHTEPOJIOTOB B HaIllell pecrnyO/iMKe TakKe OTMEYAeTCsl POCT YaCTOTHI
BCTPEYAEMOCTH U JUATHOCTUKU XPOHUYECKUX 3a00JIEBaHUI OPraHOB MUINEBAPCHUS Y
nereii. XpoOHMUYECKHE 3a00JIeBaHUS KHIICUYHHMKA SBIISIOTCS OJHOM M3 KpPaeBBIX
MaTOJIOTUM HAIIETO peruoHa. JoCTHKEeHUs MEOUUMHCKOM HAyKW NO3BOJISIIOT B
HACTOSIIIIEEe BPEMS TUAarHOCTUPOBATH PEAKO BCTpEYAroIrecs 3a00JeBaHNs KUIIICYHUKA
y nereil. PaspaboTaHHble B TMOCHeIHEE BpEMsS COBPEMEHHBIC METOMAbl JICUCHUS
XPOHUUYECKUX 3a00JI€BaHUI OPraHOB MHUIIEBAPECHUS TTO3BOJISIOT YIJIMHUTh PEMUCCHIO,
YIYYIIUTh Ka4eCTBO J>KU3HU OOJBHBIX JieTe. boiee BaXHBIM MPEACTaBISCTCS
npoduIakTHKa XPOHM3ALUKM 3a00JICBaHUM OPraHOB muIeBapeHus. B 3ToMm miaHe
OoJpIIast poJib, HAPALY C TPATUITMOHHBIMUA METOJIAMHU JICUEHUS, OTBOJUTCS METOIaM
HETPaJULIUOHHOW MeAauluHbl. Kpome TOro, B JIeUEHMM JaHHOTO KOHTHHIE€HTA
OONBHBIX KpailHE CYIECTBEHHBI COBPEMEHHBIE PEKOMEHIAIMH TO PalMOHATHBHOMY
MUTAHUIO JIETeH, CTHIIIO KU3HU, B3aUMOIIOHUMAHUIO Bpadya M POJUTENICH MalueHTa u



CaHATOPHO-KYpPOPTHOMY JIEYEHHUIO. ABTOpPBHI y4yeOHOro mocodust OyayT HCKpEHHE
0Jiaro1apHsbI 3a JII0ObIE 3aMEeYaHMUs.

INOPOKH PA3ZBUTHUA KNIIEYHUKA

[Topoku pa3BUTHS KHIIIEYHUKA - AHOMAJIMHA CTPOCHHS, BO3HUKAIOIIIHE
BCJICJICTBUE HAPYUICHUN IMOpUOTEeHE3a U MPOSBIISIONINECS HAPYIICHUSIMU
TpaH3UTa COACPHKUMOTO MO KUIICUHHUKY.

AHOMaJIUM pa3BUTHs KullleyHWKa HaOmomarores y 1 wa 2500-3000
poaMBIIMXCA AeTel. Mallbuuku cTpajaioT B 3-5 pa3 yailie, YeM JIeBOUKH.

Kiaaccnpukanusi. Boiaensior crieayroiye BapuUaHThl MOPOKOB Pa3BUTHUSA
KHUIIICYHUKA: aTPe3rsi KUIIEYHUKA, CTCHO3 KUIIEYHHUKA, AYTUIUKAIAS KUIIICYHUKA
HE3aBEPIIICHHBIN TTOBOPOT KUIIICYHUKA, METAKOJIOH.

Ituojiorus. [lopoku pa3BUTHS KHIIEYHUKA MOTYT OBITH 0OYCIOBIICHBI
TCHETUYCCKUMU HaAPYIICHUSIMH, HACJIEIyEeMbIMH B OCHOBHOM IO ayTOCOMHO-
perieccuBHOMY TUMy. Eciu B ceMbe 00JIeH OAMH peOCHOK, T€HETUUECKUN PUCK
1151 ero cubca coctapisgeT 2-5%. Ecnu 60ibHBI 1BOE JeTEl, pUCK BO3pacTaeT 10
25%. Ecnu OoneH My»X4YWHA, T€HETHYECKUW pUCK s Oyayiiero peOeHka
coctaBisieT 1% ecnu xKeHIMHA pUCK Bo3pacTtaet a0 12%. Yame ¢popmupoBanue
MOPOKOB KHIIIEYHUKA CBSA3aHO C TMATOJIOTHEH SMOPHOHAIBLHOTO pa3BUTHS,
OOyCJIOBJIGHHON BO3JIEUCTBHEM TEPATOreHHBIX (HaKTOPOB HA PaHHUX CPOKax
OepeMEHHOCTH.

Teparorennsie (HakTOphl pacHpoCTpaHEHbl JOCTATOYHO IMpoko. Kccie-
JIOBaHUS MOKa3ajii, YTO B TEUCHHE OCPEMEHHOCTH Ka)as KEHIMHA MPUHUMAET
B cpeaHeM 3-4 HauMEeHOBaHUs KaKuX-JIH00 JIEKapCTBEHHBIX cpeacTB. Kpome Toro
OepeMeHHbIE B OBITY M Ha Pab0OTe HEPEAKO KOHTAKTUPYIOT C PA3HBIMU BPETHBIMU
BemectBaMu. OCHOBHBIE TPYNIBI TEPATOTEHHBIX (PAKTOPOB: JIEKApCTBCHHBIC
cpencTBa (Ima3enam, aHAPOTEHBI, WOAMIBI, TETPAIIUKINHBI U JIP.), XUMHUYCCKUE
BeliecTBa (pPTyTh, CBUHEI, MPOU3BOJHBIE XJIOpAUGDEHWIIA), HOHU3UPYIOLIEEe
U3NlydeHHe, UHQPEKUUHU, MeTa0OJIMYeCKHe HApyUIeHHs (JAeKOMIEHCUPOBAHHBIN
caxapHblii n1uaber, dSHASMHYECCKUNM 300, neduuut (GoareBol KUCIOTHI M 1p.) U
BpEHBIC IPUBLIYKHU Yy OepeMeHHOM (KypeHue, aIKOT0JIN3M, HApKOMaHUS).

ATpe3nn U CTEHO3bI KUIICYHHUKA

ATpe3usi KHIIKHM - OTCYTCTBHE TPOCBETa B KHIIKE, CBA3aHHOE C HAIMYHUEM

MeMOpaHbl, C 3aMEIICHHEM YYacTKa KHIIKH TSHKOM WM C HaJU4YHeM JIBYX

CJICTIOOKaHYNBAIOIIMXCS N30JIUPOBAHHBIX ()PArMEHTOB KHIIIKH.

CTeHO03 KMIIKH - IUPKYJISIPHOE CY)KEHHUE MTPOCBETA KUIITKH JTUOO HAJTMYHE B €€
mpocBeTe nepGopupoBaHHON MEMOpPaHHI.

ATpe3un M CTEHO3bl 4Yalle HaOMIoAaloTCs B JIBEHAALIATUIIEPCTHOM KHIIKE,
IIPOKCUMAJIBHOM OTPE3KE TOLIEW W AUCTAIBHOM OTPE3KE IOJB3JIOLIHONW KHUILIKHU, B
00JIaCTH MPSIMOM KHUIIKK W 3aJIHETO Mpoxoja. B ToJICTOI KUIKE OHU BCTPEUaAIOTCS
penko. ATpe3uH KHUILIKH MOTYT ObITh OJMHOYHBIMH U MHOXECTBEHHBIMHU, MPUUYEM
IIPU MHO’KECTBEHHBIX aTpe3UsiX KUIIEYHUK HAlIOMUHAET CBSI3KYy COcHCOK. B obmactu
aTpe3UM KHILKAa MUMEET BUJ IUIOTHOTO COEJUHUTEIBHOTKAHHOIO IIHYpa, KOTOPBIN



1O/ BIUSHUEM NEPUCTAIBTUKM MOXET pacTATMBATBCS M Pa3pbIBaThCs, YTO
IPUBOJUT K Nep(HOpaTUBHOMY IIEPUTOHUTY B NIEPBBIE JHU KU3HU HOBOPOKIEHHOIO.
IMaTorene3. [lepBoHavyanbHO 3a4aTOK KHIICYHHKA (MHUIEBApUTEIbHAS TPyOKa)
3aKaHYMBAETCs CcJeno ¢ oboux KoHUOB. B mepuox c¢ 4-i1 no 8- Henmenu
BHYTPUYTPOOHOTO pPa3BUTHUS MPOUCXOAUT 0Opa30BaHUE KaHaja MHILEBAPUTEIBbHON
TpyOKku. Hapyienue sToro npouecca u BeieT K pOPMUPOBAHUIO YUACTKOB aTPE3UU
WIM CTEHO3A.

[Tpu aTpe3un KUIIKH MPOCBET KUIIKA OTCYTCTBYET Ha OOJBIIEM WM MEHBIIEM
NPOTSKEHUH, KUIITKA Ha 3TOM ydacTke uMeeT Buj (pudposnoro Tspka. [Ipu crenose
KHILIKH MPOCBET KUIIKA MOXET OBITh CY>KEH BECbMa 3HAUUTENIBHO, HO BCErJa B
OoJpIIEN WIM MEHbIIEH Mepe coxpaHeH. Ha MpoTsHKeHUMM KHUIIKH MOXKET OBITh
HECKOJIbKO TaKHX CYKEHHBIX YYaCTKOB.

ATpe3uu U CTEHO3 MPAMOM KHIIKHU U 33JHETO MPOX0Ja MOTYT HaONII0NaThCs B
Pa3HBIX BApUAHTAX:

aTpe3us 3aJHEro IMpoxoJa - MPU HOPMAJIBHOM pPa3BUTHM MpsMas KHIIKA
OTJIEJIEHA OT HEro MEPENOHKOM;

- aTpe3us NpSIMOM KMILIKH - 3aJHUM MPOXOJ BEIET B KOPOTKUM CIICTION KaHal,

BBIIIIE HETO JIEKUT TSDK HELOPA3BUTOM NIPSIMOM KUIIKH;

- aTpe3us M 3aJHEro IPOXO0Ja, M NPSAMOM KHIUKU - 33JHUN NPOXOJ OCTBYET,

CJIETION KOHEL ITPSIMOM KUIIKH PACIOJIOKEH BBICOKO;

. aTpe3us CO CBUIIAMM - TOpsiMasi KUIIKA OTKPBHIBAETCS B MOYEBOM ITy3bIPb

MOYEHCIYCKAaTEeIbHbIA KaHaJ, Biarajuile, MOIIOHKY, MPOMEXHOCTb U JIPYrue

OpraHbl MOYENOJOBON CHCTEMBI.

Kiaununyeckass kapruHa. BrpIpakeHHbIE CTEHO3 M aTpe3uss TOHKOM KHILIKH
NPOSBIISIIOTCSA YK€ B MEPBbIE JTHU MOCIE POXKIAEHUS peOeHKa CUMITOMAaMH OCTpPOM
BBICOKOIM KHILIEYHOW HEmpoXOoAMMOCTU. Beaymuii cumnToM - ymnopHas OOWIbHas
pBoTa. B 3aBUCMMOCTH OT YpPOBHSI HENPOXOAUMOCTH JBEHAAUATUIIEPCTHOW KHILKH
pBOTa MOXET ObITh C NPUMEChIO JKeauu M 0Oe3  Hee. Ecnu mpensTcTBue
PacrojoKeHO BbIlIe (aTepoBa COCKa, TO PBOTHBIE Macchl HE OyayT coaepKarTb
KeJIyb, PU ITOM OYJET OTXOAUTh MEKOHUM, TOCKOJIbKY OH 00pa3yeTcst U3 MpOAyKTOB
nepepaboTKU KU, KOTOpas BBIACISIETCS B JAHHOM  CIydyae B «OTBOJSIIYIO»
KUALIKY. Eciu e HempoXoauMOoCTh JIOKaJIM3yeTCsl HUKe (aTepoBa COCKa, TO pPBOTHbBIE
Macchl COAEPIKAT XKEIUb, a U3 NPSIMOW KHMIIKHM MOYKET OTXOAWMTH JIMUIb MpO3padyHast
CIU3b.

JleTu, KaKk MpaBujIo, pOXKIAI0TCS TUOO HEJOHOLIEHHBIMU (CPEAHUI CPOK recTalnuu
33-34 wen), 160 rUNOTPOGUUNBIMHU- Macca TeNa y JIOHOIICHHBIX NETEeH PEeaKo
npesbimaer 2500 r. IIpu ocmoTpe y Bcex nereid oOpaiiaer Ha ceOs BHUMaHUE
3anaBlIIMii JKMBOT. Y BCEX MALMEHTOB PaHO MOSBISETCS U OBICTPO MPOrPECCUPYET
JKeJITyXa, IPUUMHA KOTOPOM 3aKII0YaeTCsl B HApYUIEHUU KOHbIOTalluu OuinnpyonHa
B NICYEHH, CHUKEHUE €€ DKCKPELNHU CO CTYJIOM M HapacCTaHHHM F€MOKOHLEHTPALIH.
OTtmeuaercst ObICTpast MOTEPSI MACCHI TEJA.

IIpy BBIpA)KEHHOM CTEHO3€¢ W aTPe3MH HW/KHHUX OTIEJIOB KHIICYHUKA
npeo0JagaroT CUMOTOMBI HU3KOW  KHUIIEYHOM HENmpoXoauMocTH. PebGeHok
pPOXKJIaeTcs ¢ B3AYTHIM >KMBOTOM, M3 JKEIYyJKa OTXOIUT 3aCTOMHOE COAEPKUMOE, H
OTCYTCTBYET MEKOHHI, BMECTO HETO U3 MPSAMOM KHUILIKH BBIIEISAETCS CBETIIASA CIIU3b.
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Otmeuaetcst 6eciokoiicTBO pebenka. [Ipu manbiieBoM peKTaabHOM UCCIIEI0OBAHUN B
cllyyae aTpe3Wyd WM CTE€HO3a TOJCTOW M CUTMOBHJIHOM KHUIIKH MOXET ObITh
BBISIBJICHO 3aIllyCTEHUE aMIyJibl NPsIMOM KHILIKH, a HpPH aTPE3Ud WJIU CTEHO3€
3aIHETO TMPOXOJa M MPSMON KHUIIKH MOXKET OBbITh OOHAPYKEHO CY>KEHHUE WM
OTCYTCTBUE aHAJILHOT'O KaHaa.

Juarnoctuka 0a3upyeTcst Ha JaHHBIX aHaMHE3a, KIMHUYECKHUX U JIa00paTOPHBIX
JAHHBIX U IPUMEHEHUH CIELUAJIbHBIX METOJ0B HCCiea0BaHus. Jlnarnos
IyOJEHAIbHOW HEMMPOXOAUMOCTH MPAKTUYECKH BCET1a MOKHO MTOCTABUTh IIPH
aHTeHaTaJbHOM oOcnenoBanuu yxe Ha 14-20-it nenene 6epemennoctu. [Ipu Y3U
ONPENEIIAETCS «ABOMHOM Iy3bIPb»- IATOTHOMOHUYHBIN CUMIITOM JIyOJI€HAIIBHOU
HEIMPOXOJAUMOCTH.

JlaboparopHasi Amarnoctuka. Qoési3aTe/ibHbIe HCCJIEI0BAHMA: OO aHAIIN3
KpPOBH, T€MaTOKPUT, OOIIMN aHAIN3 MOYH, TTOKA3aTEIH CBEPTHIBAEMOCTH KPOBH.
JlonotHUTEIbHBbIE UCCAeA0BAHMS : OMOXUMHUYECKUM aHAIN3 KPOBU (KaIui, HATPUH,
XJIOp, KUCIOTHO-OCHOBHOE COCTOSIHUE).

HNucTpyMenTaibHasg auarHocTuka. OOsi3aTenbHble Hccjaeq0BaHuA. OCHOBHBIM
METOJIOM JMArHOCTUKH IPH MOJO3PEHHH HA BBICOKYIO KHUIIEUYHYK) HENPOXOAMMOCTH
ABJIIETCS PEHTTEHOJIOTUYECKOE HCCIEI0BaHUE, KOTOPOE HAaYMHAIOT C OO30pHBIX
PEHTTEHOTpAaMM B BEPTUKAJIBHOM TIOJIOKEHHMH B 2 TMPOEKUMAX. [HUINHUYHBIMU
PEHTIC€HOJOTMYECKUMH CUMIITOMAaMU SIBJIAIOTCS HAJIMYUE JBYX Ta30BBIX ITy3bIPEN C
YPOBHSIMU  KMJKOCTH (CHUMIITOM JBOMHOrO Ty3bIps) W OTCYTCTBHE Tra3a B
HIDKENEeXKAIMX ~ OTAENaxX KUIIEYHWKA. Takas pEeHTreHOJIOTMYecKass KapTHHA
a0COJIIOTHO JOCTOBEPHO MOJTBEPKAAET JMATHO3 BBICOKOW KUIIEYHOW HEMPOXOAU-
MOCTH, @ TOTOMY HUKAaKHE€ JIOMOJHUTEIbHBIE METO/Abl UCCIEAOBAHUS (B TOM YHUCIE C
MCIIOJIb30BAaHUEM KOHTPACTHBIX BELIECTB) HE TPEOYIOTCS.

[Ipu nyoneHalbHOM CTEHO3€ WM MEMOpaHe ¢ OTBEPCTHEM (YaCTUYHAs AyOACHAIbHAS
HEMPOXOAMMOCTh) Ha PEHTTEHOIPaMMax MHOI/Ia OTMEUYa0T HEOOIbIIOE KOJTUYECTBO
rasa IMCTaJIbHEE ABEHAIIATUIIEPCTHON KUIIKH, IIPU 3TOM XapaKTEepPHbIN
PEHTICHOJOTMYECKUN TPU3HAK HENPOXOAUMOCTH ABEHAAATUIIEPCTHON KHUILIKH
(cuMIITOM IBOMHOTO Iy3bIpsl) MOKET OTCYTCTBOBaTh. B TakoM ciyyae HEOOX0AUMO
IIPOU3BECTU KOHTPACTHOE UCCIIEAOBAHNE U MPEXKIE BCETO UCKIIOUNUTH CUHIPOM
MaJbpOTalWU, KOTOPBII PEHTTEHOJIOIMYECKH U KIMHUYECKH MOKET HaIllOMUHATh
YaCTUYHYIO yOJI€HAJIbHYI0 HEIPOXOJAUMOCTh. 3a/IepkKKa IBaKyallMl KOHTPACTHOTO
BELIECTBA U3 JKEIYJKH B TEUCHHE 2 U U MOSIBJICHUE HA PEHTI€HOrpaMMax, ClIeJTaHHbIX
B BEPTUKAJIb HOM MOJIO)KEHHH, IBYX YPOBHEH B MPOEKIMH KETyJIKa U HA4YaJIbHOTO
OTJieNa ABEHAALATUIIEPCTHON KUIIKH MOATBEPKAAIOT IUAarHO3 AyOACHAIbHON
HEMPOXOJAUMOCTH.

OCHOBHBIM METOJIOM JUArHOCTUKM HHU3KOM KHIIEYHOW HEMPOXOJUMOCTH
ABJISIETCSI TAaKXXE€ PEHTICHOJOTUYECKOE UCCIEeIOBaHUE, KOTOpPOE HAYMHAIOT C
0030pHBIX PEHTIC€HOIPaMM B BEPTHKAJIBHOM IMOJIOKEHUU B ABYX mnpoekiusx. [lpu
HU3KOW KHIIEYHOM HEMPOXOJUMOCTH Ha 0030pHBIX PEHTIC€HOIpaMMax OMNpEeeIsIeTcs
HECKOJBKO (3 u 6ojee) ropu30HTAIBLHBIX YPOBHEH KUIKOCTH B TOHKOW KHUIIKe. Yem
HIDKE JIOKaNIM3alus HENpOXOAUMOCTH, TeM OOJiblle YPOBHEW IKUAKOCTH Ha
peHTreHorpamMmax. IIpy mopokax HMKHUX OTIEIOB KHUIIEYHUKA MCHOJIB3YIOT TaKXKe
uppurorpaduio, peKTOpOMaHOCKOIHIO, HHOT1a KOJIOHOCKOIIHIO.



JomonauTenpHbIe uccnenoBanus: KT OpronrHON MoIoCTH.

Aund¢epenumnanbubiii quaro3. Ilpy creHo3e u arpe3sun TOHKOM KHIIKH
muddepeHnranbias JUarHoCTUKa MPOBOAUTCS C BPOXKACHHBIM MUIOPOCTEHO30M, C
aApCHOTCHUTAIBHBIM ~ CHUHAPOMOM,  THUIOAIBJIOCTEPOHU3MOM,  KOJBLUEBUIHOU
MOJKETYIOYHOM JKEJIE30M, MHBAarMHALIMEd TOHKOM KHILKH, XaJIa3uel M axajla3ueu
MUIIEBOJIa, CTEHO30M U aTpe3ueill IMHUILEBOJA, TUIIOKCUYECKU-UIIEMUYECKUM
nopaxkenneM [ {HC, MEHUHTUTOM U KUILIEYHBIMU UH(PEKIUSIMHU.

[Ipu ctenose nuOO aTpe3uy HIKHUX OTJIEIOB KUIIEYHUKA HCKIIOYAIOT 0OJIe3Hb
['mpmmpyHra, 10IMXOKOJIOH, MANONIATUYECKUI METAaKOJIOH.

IIpumep d¢opmyanpoBkn auardosda. CTEHO3 [IBEHAALATHIIEPCTHON KHIIIKH,
LUPKYJSIPHOE CYKEHUE HUCXOMISAIIETO OT/AEINIA CPEIHEN CTETICHHU.

Jleuenue. IIpyu aHTEHATAaNBbHOM IWArHOCTUKE BBICOKOW KHIIEYHOM HEIMPOXO-
JUMOCTH Cpa3y MOCIE€ POXKIACHUS peOEHKa HEeOOXOAMMO IMPO30HAMPOBATH U OIO-
POXHUTH KEITYJIOK U IEPEBECTH HOBOPOKIECHHOIO B CIELHAIN3UPOBAHHBIA CTa-
LIUOHAP.

OCHOBHOI METOJ| JieueHUsT — ONEPATUBHBIM (HEOOXOJUMa KOHCYJIbTAIIUU U
HaOmoaeHnne  xupypra). Omnepanueir BbiOopa y  JeTed TOpH  aTpe3uu
JIBEHAILATUIIEPCTHON KHILIKA U KOJIBLEBUIHOW IODKEIYAOYHON KEJIe3€ SBIISIETCS
JyOJICHOAYO/I€HOAHACTOMO3, IpU MeMOpaHe JBEHAALATUIIEPCTHOM KHUIIKH -
MeMOpaHaKkToMusi. Eciiu mpensarcTBue B JBEHAIATUIIEPCTHOM KHUIIIKE PACIIOJIONKEHO
BONMM3KM CBs3kM TpeilTua, TO HAKIAABIBAIOT JIYOJIEHOCIOHOAHACTOMO3, IMOCKOJIbKY
CO3JJaHHE TyOJCHOIYOACHOAHACTOMO3a B 3TOM CUTYallMH HEBO3MOJKHO.

B ciydae Tspkenoro coctosiHMS peOeHKa B MPEAONEPAMOHHOM IEPUOJE
IPOBOJAT HH(PY3UOHHYIO PETHIpaTalUI0, KOPPEKIHMIO BOJHO-COJIEBOIO OOMEHa H
KHCIIOTHO-OCHOBHOI'O ~ COCTOsSIHMsS. B ciaydyae  HEOOXOAMMOCTH — JUIMTEIBHOU
MOJATOTOBKM K ONEpalMK peOEHKAa KOPMSAT CUEKEHHBIM TPYIHBIM MOJIOKOM WM
aganTUpOBaHHON cMmechio 1o 10 mut yepe3 2 4. IIpu OTCYTCTBUU WIIM HEJOCTATOYHOM
KOJMYECTBE MOJIOKA Yy Marepu MPOU3BOASAT  WHIAUBUIAYAIbHBIA  1OAOOD
aJanTHPOBAHHOM CMECH.

B nepBble gHM 1mocie omepauyy C LEJbK NapeHTEPAIBHOIO MUTAHUS U KOP-
pPEKIIMM META0OTUYECKUX HapYIIEHUHW MPOBOASIT WH(OY3MOHHYIO TEparui pac-
TBOPAMH aMHUHOKHUCIIOT, TJFOKO3bl, MUKPO3JEMEHTOB, BUTaMUHOB. Ha 3-u cyTku
IIOCJICONIEPALIMOHHOrO IIepUoAa 4Yepe3 KUIICYHBIM 30HJ HAYMHAIOT BBEICHUE
MUTATEIbHOM CMecH (aJanTUpOoBaHHAs MOJIOYHAs CMECh, TPYAHOE MOJOKO)
MUKPOCTPYHHO € HEOOJBIION CKOPOCTHIO (2 Mi1/u). [1o Mepe ymydieHus: COCTOSIHUS
OOJILHOTO ~ CKOPOCTh ~ MHUKPOCTPYWHOTO  BBEIEHHUA  yBenuuuBaroT. [lpum
BOCCTAaHOBJICHUM Taccaka MO KUIIEYHUKY (O 4eM TOBOPSAT OTCYTCTBHE 3aCTOMHBIX
ABJICHUM M IKEIYyJIKe, BBIJIEJICHUE OKPAIIEHHOrO CTyJid) HAYMHAIOT BBEJCHHUE
NUTATEJbHOW CMECH B IKEIYIAOK, OJHOBPEMEHHO YyMEHbIIas O0BbEM MOJIOKA,
BBOJUMOTO M KHUIIKY. JlyoneHOAyOoAeHOaHACTOMO3 HAaYMHAEeT (PYHKIIMOHHPOBATH,
KaK TpaBWwIoO, Ha 6-7-¢ cyTkHm mocieonepamnuonnoro nepuoga. K 8-10 cyrtkam
OOBIYHO yAAeTCs MOJHOCTHIO MEPEBECTH OOJBHOTO Ha MEPOPATHLHOTO KOPMIICHHE U
yopatb kumieunbli 30HA. [lepwon momHoro BoccranoBieHus QyHkiuu JKKT
coctaBisieT 16—18 nueit.



Ipopunakruka. Ilenecoobpa3sHo mpoBeneHWE TEHETUYECKOTO KOHCYJIHTH-

pOBaHMUsI, IPEHATAJILHOE BBISIBJICHHUE U JICUEHUE BHYTPUYTPOOHBIX HH(EKIIHIA.

IIpornos. B ciyyae CBOEBpPEMEHHON IMATHOCTUKHA M aJE€KBAaTHOTO JICUCHMSI

JIETH PacTyT U Pa3BUBAIOTCS COOTBETCTBEHHO BO3PACTYy.
Y 1BOEHUE KHIIEYHUKA
YaBoeHHe KHIIEYHHUKA (AYIVIMKALMH)- HAJTMYKE JOTOJHUTEIBHOTO IPOCBETA
KULIEYHOH TpyOKH, PACIIONOKEHHOTIO NapajuIeIbHO OCHOBHOMY ( TpyOUaThie UIIH
TyOyJIIpHBIEC YABOCHUS) HIIM UMEIOIICIO BUI JUBEPTUKYIA (IUBEPTUKYIISIPHBIC
¢dbopMBI) WM KUCTHI (KUCTO3HBIE (DOPMBI).

VY aBOeHHE OTIENBHBIX YYACTKOB KHIIEYHMKA KacaeTcs 4alle TOJIBKO CIU3UCTOM
000JI0YKH, MBIIIIEUHasi 0007104YKa ObIBaET 00MICH. Y IBOCHHBIA Y4aCTOK MOXKET UMETh
(dopMy KHCTBI, TUBEPTUKYJIA WIIA TPYOKH.

Cpenu mOpoOKOB pa3BUTHA TOHKOM KHIIKH 3HAYUTEIBHOE MECTO 3aHHMAIOT
IIOPOKH, CBSI3aHHBbIE C HApYyLIEHUEM OOpPaTHOTO Pa3BUTHSA KEJITOUYHOTO IPOTOKA,
KOTOpPBIA B NEPUOJA BHYTPUYTPOOHOM >KHU3HH COEIMHSAET KUUIEUYHYIO TPYOKYy C
KEJITOUYHBIM MewKoM (my3bipeM). K 3-My Mecdily pa3BUTHs IJI0JA >KEITOYHBIN
IPOTOK, IMOCTETIEHHO OOJIMTEPUPYSICh, NCUE3AET U KUILIKA MOJHOCTBIO TEPSIET CBSI3b
Cc mynkoM. B pe3ynbrare HapylieHnid sMOpuoreHe3a npoToK MOXKET:

a) ocTaTbCsid OTKPBITBIM Ha BCEM MpOTSKEHUH. B 3TOoM ciiydae oOpasyetcs
CBUL, 4Yepe3 KOTOPBIA COAEPKMMOE TOHKON KHUIIKHA BBIXOJUT HAapyXy B
00J1acTH MyTIKa;

0) ocTtaTbCsl ME3apalleHHbIM JUIIb Y MyNKa MPU MOJHON €ro oO0JIUTEepaluu y
KHIIKK. B 3TOM ciydae U3 mynka MOCTOSHHO BBIIESETCS CIIM3b, BbIpa-
OaTbIBaeMasi CIM3UCTON 000JOYKOM, BBHICTHIIAIOIIEH HEOOIUTEPUPOBAHHYIO
YacCTh JKEJIITOYHOIO MPOTOKA («MOKHYIIHH ITyTIOK»);

B) 3apacTH y MyNKa U Y KUIIKHA, HO COXPAHUTHCS HA KAKOM-JTMOO YyUaCTKE MEXKIY
HUMU. DTO BeleT K HAKOIUICHUIO B OOpa3oBaBIIEHCS 31€Ch 3aMKHYTOU
MIOJIOCTH CJIM3U C MOSBJICHUEM UCTUHHOW KHUCTBI;

') OCTaTbCSl HE3apalleHHBbIM JIMIIb Y CTEHKH TOHKOW KHILIKH IPU IOJHOM €ro
MCUYE3HOBEHUH Ha OCTAJbHBIX ydacTKaXx. B Takom ciyuae oOpasyere u
JUBEPTUKYJI ITOJB3I0IIHON KHUILIKH.

Bapuantom sToi1 dopmbl siBIsieTCs AUBEPTHKYJI MeKKeJsl - BHIISTYMBAHUC

NOJIB3/IOIIHOM KHUIIKKM Ha paccrosHun 10-15 cM  OoT wuieouekanbHOro yria
BCJIEZICTBUE HE3apalIeHUs] IPOKCUMAIbHOW YaCTH 5KEJITOYHOIO MTPOTOKA

Kinnnuyeckass kapruHa. JMBepTUKYJIbl W AYIUIMKALMS KHUIIEYHHKA, Kak
MIPABWJIO, KIMHUYECKU HE MPOSBIAIOTCA. lIpum pa3sBUTHM B CTEHKE AMBEPTHUKYJIA
BOCITAJINTEIIBHOTO npoiiecca KJIMHUYECKas KapTUHA XapaKkTepUu3yeTcs
HEBBIPDAKCHHBIMUA  OIIYIICHUSIMUA  JAaBICHUS W TSHKECTH, HE3HAYUTEJbHON
mucnerncueid. B 95% ciydyaeB quBepTHKYJ HUKaK ce0si HE MPOSBISET U MOXKET ObITh
OOHapy)XeH CIIydalHO TpH JIalapOTOMHMM HJIM OMNEpaldd Ha OpraHax OpIOLIHON
IIOJIOCTH, NIPEIIIPUHATON 110 APYTrOMY IIOBOY.

JIMBEpTUKYJT MOAB3AOLIHONW KHIIKM Yalle BCEro OOHApPY>KMBAIOT B CBS3H C
Pa3BUTHEM OCJIO)KHEHUHN. B HEKOTOPBIX CllyyasX pa3BUBAECTCS OCTPBIA TUBEPTUKYIUT

¢ cCuMIITOMaMnu OCTPOro XKWBOTa H MEXaHUYECKOU JKCIITYXH. HOpOK nHoraa
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OCJIOKHSIETCS 3aBOPOTOM KHILIKM W HWHBaruHalued, HEKpo3oM c mnepdopaiueit
JVBEPTHUKYJIA U Pa3BUTHEM NIEPUTOHUTA.

Hauboinee yactoe ocnokHeHHE y JleTed - MEeNTUYECKOE M3bSI3BICHUE OCTPOBKOB
HKTONMUPOBAHHOW CIM3UCTOM OOOJIOUKHM >KENyAKa WU OJIM3JIeKaleld CIu3UCTON
000JIOYKHU TOB3I0ITHON KUIITKUA, KOTOPOE KIMHUYECKH HE MPOSBIISIETCS, HO HEPEKO
CTAHOBUTCSI TNPUYMHOW MACCHUBHOIO KHIIEYHOTO KpOBOTeUeHUsA. KpoBoTeueHune
MOXET BO3HUKAaTb OCTpO M ObITh OOWIBHBIM. IIpu 3TOM TmiepBbIE MOPIUU
UCITPAXXHEHUI OOBIYHO TEMHOIO LIBETA, B MOCIEAYIOIMUX MOPLUUAX Kajla MOSBISETCS
TeMHas (anas) KpoBb Oe3 cryctkoB u ciau3u. B ormmmume ot XKKT apyroro
MIPOUCXOXKICHUS TPU TUBEPTHKYJIe Mekkens He ObIBaeT KpoBaBoi pBOTHL. MHOrma
IpU JUBEPTUKYJE MeKKenss HaOII0JaeTcsl XPOHUYECKOE KPOBOTECYEHHE MAJIBIMHU
nopuusiMi. KpoBOT€UeHHsI BO3HHMKAIOT CPEIU MOJHOTO 3J0POBbS, MOBTOPSIOTCS C
WHTEpBAJIOM 3-4 MeC. U MOT'YT IPUBOJUTH K aHEMH3aLlMU, TAXUKAPIUH, KOJUIATICY.

[Ipr ocTpoM IMBEPTUKYIUTE KIMHUYECKUE IPOSBICHUS HACTOJIBKO CXOJIHBI C
CUMITOMaMHU OCTpPOTO amlMeHAUIMUTa (TOIIHOTa, OOJb B JKUBOTE, IOBBILICHHUE
TEMIEPATypbl,  JIEHKOLUTO3, CHUMITOMBI  pa3Jpa)k€HUs  OpPIOMIMHBI),  YTO
muddepeHIMaIbHBIA TUarHo3 JI0 Olepaluy NpakTHYecku HeBo3MokeH. Eciu B xoe
orepaiyy 0OHapy>KE€H MHTAKTHBIN uyepBeoOpa3HbIil OTPOCTOK, HEOOX0UMa PEBU3HS
IOJIB3JI0IIHOM KHIIKH PUMEPHO Ha NpOoTspKeHUH 100cM OT WIIEOLEKaIBHOTO yTJIa.

HenpoxoquMoCTh  KMILIEYHWKA BCJIEACTBHE WHBAaruHalUW IpU JHUBEPTHKYJIE
Mekkenss OpoTekaer ¢ TUOUYHBIMA ~ CUMITOMaMu  (BHE3alHOE  Hayallo,
npucTynooOpasHass 0oyib B KMBOTE, PBOTAa, KHUIIEYHOE KpoBoTeueHue). OOBIYHO
JTUMBEPTUKYJT OOHApYXKUBAIOT TOJIBKO Ha ONepalud Toclie Ae3uHBarnHauuu. Ku-
[I€YHAs] HEMPOXOJUMOCTh MOKET OBITh TaK)KE€ BbI3BaHA MEPEKPYTOM KHILIEYHBIX
MeTeslb BOKPYT JUBEPTHUKYIa MeKkens, MpUMasBIIErocss K MepeaHei OprolHOon
CTEHKE, a IPU XPOHUYECKOM JIMBEPTUKYJIUTE - YIIEMIICHUEM KUIIEUHbIX METEb MPU
dbuKcay TUBEpTUKYJIA K OpbIKEHKe Ccriaiikamu.

[Tepdopanust nuBepTUKYyIa B CBOOOIHYIO OpPIOIIHYIO TOJIOCTh C Pa3BUTHEM
HNEPUTOHUTA OOBIYHO BOZHUKAET BCJIEJCTBUE €r0 BOCHAICHUS U U3bA3BICHUS, PEXKE -
B pe3yJibTaTe NPOJIEKHS KAJIOBBIM KaMHEM WM WHOPOAHBIM TeiioM. K penkum
OCJIO’)KHEHUSIM TUBEpTUKYJIa MeKKensi OTHOCAT nepdopalyio HHOPOIHBIMU TeJaMH,
B YaCTHOCTH PHIOBUMH KOCTSMHU.

OKTONUPOBAaHHBIE B JUBEPTUKYJT MeEKKens Y4YacTKH CIM3UCTOW O0O0JOUYKU
KeITyJKa MOTYT OABEPraThCs MAJIMTHU3ALNUU C PA3BUTHEM paKa.

JAunarnocruka. Kak BcomoraTenbHbli METOJl TUATHOCTUKHU NpUMEHSIOT Y 3U
OpromHOM ToJI0CTH. (OCHOBHOW METOJ AMArHOCTUKH - PEHTI€HOJIOTMYecKoe
UCCJIEIOBAHME C KOHTPAaCTUPOBAHMEM KHIIEYHHMKA B3BEChbIO CylibdaTa Oapus
(oHTeporpadus). Haumbonee  nHGOpPMATUBHBIM  HUCCIAEJOBAHUEM  SIBIIACTCS
cupaTHrpadus ¢ ©"'Tc (TaK HA3HIBAEMOE MEKKEICBO CKaHHpOBaHHE). IIpH 3TOM
MOKHO OOHapYX HUTh T'€TEPOTONMHUECKYIO CIM3UCTYIO0 000JI0UKY JKeNmyIKa (TeXHeui
MMEET CPOJCTBO K MApUETAIBHBIM KJIETKaM >Kellyaka). UyBCTBUTENBHOCTH 3TOTO
Tecta y naereil pocturaer 75-100%. Mcnonb3yroT 1anapoCKOMUYECKUE METObI
auarHoctuku. [Ipum mpopospkaromeMcs KpOBOTEYEHMHM W3 JHUBEPTHKYJIA MeKKes
JMarHo3 MOKHO YCTaHOBUTH C IIOMOILBIO apTepuorpadpuu.
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JNuddepeHunajbHblii IHATHO3 OOBIYHO NPUXOAMTCS MPOBOAMUTH C 3aboiie-
BaHUSMH, CIIOCOOHBIMHU BBI3BATh CXOJIHbIE OCJOKHeHHus. [Ipu KpoBoTeueHuu wuc-
KJIIOYAIOT $I3BEHHYIO OO0JI€3Hb JBEHAAATUIEPCTHON KHUIIKU U JKeTyJliKa, 0O0JIe3Hb
Kpona, HAK, auzeHteputo, MOJWINO3, TEMOPPOW, aHaJIbHbIE TpeUHbL. OCTpbIN
TUBEPTUKYIUT AUGHEPEHIUPYIOT C OCTPHIM anMNeHAUIMTOM, MMEPUTOHUTOM, XO-
JEIUCTUTOM, TMAaHKPEATUTOM, TemnaTtutoMm, nuenoHedputoMm. [lpu kuieyHoil He-
IPOXOAUMOCTH UCKIIIOYAIOT MHBAarMHALMIO U MalbPOTALMIO KUIIEYHHUKA, TJINCTHYIO
VMHBa3uwo, omnyxoiad. Ilpm xenryxe mnpeanonararoT BO3MOXKHOCTb TI€NATUTA,
XOJIEUUCTUTA, XOJIAHIUTa, JUCTEpHo3a, Oone3nn Buibcona- KoHoBanoa, remo-
TUTHYECKUX aHemui. [Ipu penuauBUpyrONmMX adJOMUHAIBHBIX 00X HEOOXOIUMO
mpoBoIUTh TuddepeHnmanbayo nuarHocTuky ¢ 3aboneBanusmu JKKT, moueBbIx
MyTe, ¢ THUIIEBOW ayuleprueii, a TakkKe C PasIUIHbIMH (DYHKIIMOHATLHBIMA M
MICUXOT€HHBIMU paccTpoiicTBamMu (cM. pasza. 3.1).

Jleuenne. C yyeToM OTHOCUTEIBHO HEBBICOKOW BEPOSITHOCTU BO3HUKHOBEHHS
ocnoxkHeHuit  (5%) OeccCUMNTOMHBIE JIUBEPTUKYJIb HE TpPeOyIOT JICUCHUS.
JuBepTukyn MeKkenss MNOMJEKUT YIOAJICHUIO MPU JIUBEPTHKYJIHWTAX, S3Bax -
BEPTUKYJIA, KHIIECYHOW HEMPOXOJUMOCTH, BBI3BAHHOW JTMBEPTUKYJIOM, CBHUILIAX
MyTKa, a TaKKe, 0 MHEHUIO psAJia CIICIUATUCTOB, IPHU CIIy4ailHOM 0OHAPY>KEHUU €ro
BO BpeMs ornepannu. [Ipon3BoauTcs pe3eKuusl NUBEPTUKYJA C YIIMBAHUEM CTEHKHU
kuiiky. [locnegHee Bpemsi MIMPOKOE MPUMEHEHHUE MOIYUYUIIO JIANIAPOCKOMAYECKOE
yAaleHue TUBEPTUKYIA MeEKKes.

IIporno3 npu OECCUMITOMHBIX JTUBEPTUKYJIAX, a TaKKe MHPU CBOECBPEMEHHO
BBISIBJICHHBIX U YCTPAHEHHBIX OCJIOKHEHUSIX OJIarONpUsITHBIM.

AHOMaJIUM BpAIICHUS! KUIIICUHUKA

AHOMAQJIUM BpalleHusi (HApylleHUsl TOBOPOTA KHUIIEYHHMKA, He3aBepPIIEeHHbIH
MOBOPOT) - HAPYLIECHHUE PACIIOJOKEHUS METENb KAIIEYHUKA BCIECICTBUE COXPAHEHUS
AMOPHOHATBLHOTO ((PeTaTLHOI0) TOJIOKEHUS KUIITKUA ¢ HATMYUEM OOIIel OpbIKEHKH U
Yalie BCEro C OTCYTCTBUEM (DUKCAITUU CJICTION KUIIKH B HOPMAJIbHOM MECTE.

Kaaccnpurkamusa. K nopokam poranmm u Qukcanuud KUIIEYHUKA (CHHIPOM
manbpoTtaiun) oTHocaT Bce mopoku JKKT. oOycrnoBneHHbie BHYTpUYTPOOHBIM
HapylIeHueM poTaiuu W (Qukcanuu cpeaHedt kumku. Hawbornee dacto Berpe-
YaroIHeCs MOPOKU POTALMU KUIICYHUKA!

- HEOCTOKHEHHAasi opMa ManbpoTanuu (001as OpbhKeika TOHKON U TOJICTOM

KHUIIIKUA ¢ OTCYTCTBUEM 3aBOPOTA KUIIIKH);

- cunapom Jlagna (CMHIPOM MalbpOTAIlMH, OCI0KHEHHBIN 3aBOPOTOM CPEIHEM

KHUIIKH);

+ ME3CHTEpPUKO-TIapHeTaIbHas IPhIKa U TUTIEPPOTAIIUS TOJICTON KUIITKH.

ManbpoTanuss  TakKe  SBISETCST  KOMIIOHEHTOM  TaKuX  ITOPOKOB,  Kak
nuadparMalibHasi TpbbKa, oM@anolene, racTpollu3uc, W, KPpOMe TOro, 4acTto co-
MyTCTBYET IyOACHATbHOM HENPOXOIMMOCTH, OCOOEHHO €cClii OHa OO0yCJOBIIeHa
MeMOpaHOM JIBEHAIIIATUTIEPCTHOMN KUIITKH.

AHOMaJIUM BpalllCHUS] BO3HUKAIOT MPU HAPYIIEHUH HOPMAIBHOTO MOBOPOTA
KHIIEYHHKA B HSMOPHOHAILHOM TIEPHUOJIE, KOTJa TIOBOPOT HE 3aKaHYMBAETCH,

MPOTEKAET HEMPABUIIHLHO WJIM B OOPaTHOM HAMpAaBIICHUHU, NPU (DUKCAITUU PA3TAYHBIX
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OTZICTIOB KWIIIEYHWKAa SMOPHUOHAIBHBIMUA TsOKaMH B aHOMAJIBHOM  IIOJIOKCHUHU.
He3zaBepuieHHBIM MOBOPOT KHUILIEUHHKA XAPAKTEPU3YETCS] BBICOKUM PACIOJIOKECHUEM
CJIENON KHUINKK (B A3MUTacTpaJibHOM 00JIaCTH WM TOJ TEYEHBIO), MPUYEM KHIIKa
dbuKcupoBaHa B ATOM IOJIOKECHHM craiikamu. KIMHWYECKHW HapyIIeHHUs BpAIICHHS
KUIITKH XapAKTEPU3YIOTCS CUMIITOMAMH OCTPOM WM Yalle XpPOHUYECKOW KHIIEUYHOU
HETIPOXOJUMOCTH.

CocTosiHUE HOBOPOXJCHHBIX € HEOCIO0XKHEHHOM  MalbpoTalluel  MOXKET
OCTaBaThCs BIIOJIHE YJIOBJIETBOPUTEIIBHBIM, OJTHAKO HEPEAKO OTMEUYAIOTCS MPUCTYIIBI
OCCTIOKOMCTBA, HEMOCTOSSHHOE CpBITMBAaHUE, MeEJJICHHAas MpuOaBka MacChl Teda,
3aepKKa (PU3UIECKOTO Pa3BUTHA. Y ITOW KAaTeropud OOJBHBIX B KIMHHUYECKOUN
KapTUHE Ha MEPBOE MECTO BBICTYHAIOT CHUMIITOMBI YaCTUYHOM BBICOKOW KHIIIEYHOU
Henpoxoaumoctu. [locne mepuoma HOBOPOXKACHHOCTH Yy JETEH TpyJAHOro U Ooliee
CTapIIIEro BO3pACTa MNPOSIBICHUS BBICOKOW KUILIEYHOW HENPOXOJUMOCTHU IIPU MOPOKAX
poTanuyu M (UKCAIMKU KHUIIICYHUKA MOTYT HOCHTh PEIUJAUBUPYIONIUNA XapakTep, HO
WHOT/Ia, B PEIKUX CIIY4YasiX, Pa3BUBAIOTCA U OCTPO.

Cunapowm Jlagna

Cungpom Jlagna- aHoMalidsi TOBOPOTA KHUILEUHHUKA (3aBOPOT CPEAHEH KHIIKH),
COYETAOIIAACS CO CIAABJICHUEM JIBEHALATUIIEPCTHON KHUILIKHU CJIENON KHUIIKOW WU
UIYIIUMU OT HEE IMOPUOHAIBHBIMH TSKAMU.

Yacrora BcTpeuaemoctu cocrasisier 0,8 Ha 1000 poXIAEHHBIX NE€TEH, MaTbUYUKU
00JIer0T B 2 pasa yaile, 4YeM JIEBOYKHU.

Kaaccupukanus. BoienstoT ocTpyro, XpOHUYECKYIO U JIATEHTHYIO (DOPMBI.

IMaTtorene3. Ha 10-12-it nemene BHyTpuyTpoOHOro passutus (II mepuon
MOBOPOTA) MPOUCXOJIUT BO3BpAILICHUE METEIh KHUIIIEYHUKA U3 TPHDKEBOTO MEIIKa C
MIOBOPOTOM MX MPOTUB YacoBoi cTpesiku Ha 180°. Hapymienue 3Toro npouecca HOCUT
Ha3BaHUE HE3aBEPIIECHHOTO (HEMOJHOr0) MOBOpOTa KullieuHuka. B Hopme Ha 3-4-m
Mmecsiie  BHyTpuyTtpoOHoro pasButus (Il mepwom moBopoTa) ciemas  KuIika
MOCTENIEHHO 3aHMMAaeT CBOE€ MECTO, TMPOUCXOAAT (PUKcAMs KHUILIEUYHUKA U
oOpa3oBaHH€ KOpHA OpBDKEWKM TOHKOW M TOJCTOM KuIIKU. [Ipu HapylieHuun 3THx
npoiieccoB  (GopMupyeTcsi TOABUKHAS —cienasi KHIIKa, UWMEIoas JJIUHHYIO
coOCTBeHHYI0 OpbDKeliky (Caecum mobile). Crnenas kwuilka, HE JOCTUTHYB CBOETO
OOBIYHOTO MECTA, pacIojaracTcsi B SIUracTPaIblloil 00JIaCTH WU B PABOM BEpXHEM
KBaJIPAHTE KUBOTA.

He3zaBepiiieHHbIH TOBOPOT YaCTO COMPOBOXKIACTCS OOpa30BaHUEM MEXKY CIICTION
KUIIKOW W 3agHedl OpIOIIHOM CTEHKOW TsDKEH, KOTOpPhIE MOTYT CHaBJIMBATh
JBEHAAATUIICPCTHYIO KUIIKY, U3MCHATh €€ XOJ. Y3KHU KOPEeHb OPBDKEHKH CO3/1aeT
YCJIOBUSL JJIs BO3HMKHOBEHHUSI 3aBOPOTA CPEAHEW KHIIKKA C Pa3BUTUEM TaHTPEHBI
KUIICYHUKA.

Kannnuyeckas kaptuna. [Ipu ocTpoM TedyeHMM MOTyT HAOJIIOATHCSI BHICOKAs
KHUIIIEYHAs] HEMPOXOJAUMOCTh, TPOMOO3 BEpPXHEU OpHDKEEUHON apTepuu C Pa3BUTHEM
TaHTPEHBI KUIIKUA. Y HOBOPOXKJCHHBIX NEPBBIMU cUMMOTOMaMM cuHApoMa Jlagda
SBJISIIOTCSL OECIIOKOMCTBO, CPHITMBAHUE M PBOTA, KOTOPhIE OOBIYHO HAYHWHAKOTCS CO 2
5-ro nHA ku3HU. BHauvane pBoTa Bo3HuKaeT uepe3 20-40 MUH MOcjae KOPMIICHUS, a
3aTE€M - HE3aBUCHUMO OT MpueMa nuiuy. PBoTa B IMHAMHMKE HapacTaeT, CTAHOBUTCS
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OOWJILHOM C TPUMECHIO 3aCTOMHOTO COJEPKUMOTO («3EJIeHW»), B PBOTHBIX Maccax
MOXET MOSBUTHCS KPOBb (PBOTA «KO(PEHHOM TyIIeh» ).

MekoHuii OOBIYHO OTXOAUT, HO C TEUYEHHEM BPEMEHMU CTYJI HE CTaHOBUTCS
nepexoaHbIM, a MEKOHHMH MpOAOKAET OTXOAUTh B TeueHue 2-3 cCyTok u Ooiee,
CTaHOBSICh TIOCTENIEHHO CKYJIHBIM. 3aTeM BbIJCJICHUE CTyJia TMOJHOCTHIO IMpeKpa-
njaetcs. lHOr/1a B MEKOHUM MOKET OBITh MPUMECh KPOBH, YTO CBUJIETEIBCTBYET O
Pa3BUTHHU HEKPO3a KUIIKHU. Y HEKOTOPHIX MAIlMEHTOB OTMEYAETCSl B3IyTHE KHUBOTA B
AMUracTpadbHOM obOnactu. MHoraa mpu manbmaluy >KMBOTA YIACTCsl ONPEACTUThH
KOHTJIOMEpaT KUIICYHBIX TETEb.

[To mMepe HapacTaHWs WIIEMHUH KHUIIKHA Pa3BUBAIOTCS TMPU3HAKWA TEPUTOHUTA:
BAJIOCTb, aaWHAMUS, CHIDKCHHE (PU3UOIOTUYECKUX pedreKcoB, B3AyTHE U He-
npaBuiIbHas (opMa KHUBOTA, MOSBIISETCS BHIPAKCHHAs] BEHO3HAs] CETh HA OPIONIHON
cteHke. [lpm HECBOEBpeMEHHOW  TWArHOCTUKE CHUMITOMBI ~ HMHTOKCHKAITUH,
00€3BOKMBAHUS U DJIEKTPOIUTHBIX HAPYIIEHUI OBICTPO HApaCTAloT.

BcenencTtBue  HEMOMHOTO — CHAABICHUS — JIBEHAALATUIIEPCTHOM  KUIIKA WA
UHTEPMHUTTUPYIOIIEr0 3aBopoTa Kwuieunuka (intermittentvolvulus) paseuBaercs
XpPOHUYECKOE WJIM JaTEHTHOe TeueHue cuHapoma Jlamma. s XpoHMYecKoro
BAPUAHTA TCUCHUS XapaKTEPHBbI KPATKOBPEMEHHBIE SMU30/IbI YXYAIIEHUS COCTOSHUS.
[Ipu >TOM MOTYT OTMEUaTbCsl peaKasi, HO MEPUOJUYECKH MOBTOPSAIONIASICA PBOTA,
TOIIHOTA, JuUapes, KpaTKOBPEMEHHbIE OO0JIM B IKUBOTE; MNaJbMalus >KUBOTA
Oone3HeHHa, JXMBOT B3AYyT. CBeT/bIE TMPOMEKYTKH MOTYT MPOJIOJDKATHCS OT
HECKOJIbKMX MECAILIEB JI0 HECKOJbKMX JeT. KimHuueckas cUMITOMaTHKa
XpOHUYECKOTO TeueHus: cuHapoma Jlagma oOycioBieHa B OCHOBHOM BTOPUYHBIMU
HapyweHusmu  Qynkuuid  JKKT. BceneactBue mnpexoisuiero COaBJIEHUs —JIBE-
HAIIATUNIEPCTHON KUK HAPYIIAETCS NMEPUCTATBTHKA KHIICYHUKA, BO3HUKAET CTa3
TOHKOKHIIIEYHOTO COJEPKUMOTO C TIOBPEKIECHUEM OJIUTEINUS TOHKOH KHIIKH,
pPa3BUBAIOTCS  AUCOMOTHYECKUE M3MEHEHHS B TIPOCBETE€ H  MPUCTCHOYHOM
MIPOCTPAHCTBE TOHKOM KUIITKU ¢ (POPMUPOBAHUEM DHTEPOTATHH U MAIbaOCOPOIUH.

KnuHauueckass kapTWHa JIATEHTHOTO TEYEHHS TMpPOsBIseTcs mocie 1 roxa
AMU30MYECKON PBOTOM M MPUCTYNOOOPA3HBIMU OOJISIMU B JKUBOTE 10 TUITY CHHIPOMA
PELMIUBUPYIOIIEH PBOTHI, a TAKKE CHHIPOMOM MaIbaOCOpPOIIHH.

JMuarnoctuka. CTaHIapTHBIMH METOJaMH OOCIIeIOBaHUS MPU TOJIO3PEHUU Ha
cuaapoMm Jlagma sBastorcs o030pHAs peHTreHorpadusi OpIONIHOM — TMOJIOCTH,
pentredorpadusi Bepxuux otaenoB JXXKT ¢ Oapuem, uppurorpacdust u Y3U opraHos
OpIOITHOM MOJIOCTH.
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Puc. 1.1. O630pHas peHTreHorpaMma OpIOIIHON MOJIOCTH TIpU cuHipome Jlaga
(Hemumnosa T.K.. 2009).

Pacmmpenue ToabKo Kennyaka (a He jKellyiKa U IBEeHaALATUIIEPCTHON KUIIKH,
KaK IpU TyOJIeHATLHON HEMPOXOAUMOCTH) XapaKTEePHO sl MabpoTaruu.lIpu
CUMIITOMaX BBICOKOM KUIIIEYHOM HEMTPOXOAUMOCTH PEHTIC€HOJIOTUYECKOE
MCCJIEIOBaHNE HEOOXO0IMMO BCET/Ia HAYMHATEH C 0030PHBIX PEHTTEHOTPAMM T'PYIHOM
KJICTKH W OPIONTHOM IMOJIOCTHA B BEPTUKATHHOM ITOJI0KEHUU OOJLHOTO B IBYX
MIPOCKITUSAX : TIpsiMoii 1 GokoBoM. [lepen 0030pHOIM peHTreHoTpadueii He ClexyeT
30HIUPOBATH M OMOPOKHSATH KEITYAOK, IeJaTh KIU3MY, TaK KaK 3TO MOKET HCKA3HTh
PEHTICHOJOTUYECKYIO KapTuHy. Ha 0030pHOI peHTreHOrpaMMe XapaKTepHbI HATUIUE
YBEJIMYCHHOTO JKey IKa (OO0JIBIIION Ta30BBIN My3bIPh C YPOBHEM JKHUJIKOCTH),
CHUKEHHOE KOJIMYECTBO ra30B U OTCYTCTBUE YPOBHEH KHIKOCTH B KUIIICUHBIX METIISAX
(puc. 1.1). Ilpu 5TOM KuUIIIEUHbIE IETJIM MOTYT OBITH HEPABHOMEPHO pacipe/iesiCHbI B
OpromrHo# nosiocTtu. [lpu peHTreHorpadguu opraHoB OPIOIIHOM MOJOCTH ¢ OapueM
BBISIBIISIIOT CIIMPAJICBUIHBIN XO/1 TOHKON KUIIKH.

[TockonbKy BBIIICONUCAHHAS KApTHHA Ha OO030pPHBIX PEHTrEHOTrpaMMax
(pacumiupeHre TOJIBKO JKeNyJKa C MaJlbIM Ta30HANOJHEHUEM KHUIICYHBIX HETENb)
XapakTepHa BOOOIIE Il MOPOKOB pPOTAllMM, TO Jisi TOATBEPXKACHUS (MU HC-
KITIOYEHHs) Tuarfoza cuuapoma Jlagga HEOOXOAWMO MPOU3BECTH HPPHUTOTPaAdHIO.
Uppurorpadbust sBIsIeTCS TpH  MadbpOoTallud HanOoJiee BaXHBIM  METOJIOM
PEHTTEHOJIOTUYECKOTO  OOCJIEeIOBAaHUS, TO3BOJSIONIUM OMPEACIUTh MOJIOKEHNE
toicTo kumku (puc. 1.2). Hns Toro urtoObl uppurorpadus okxaszaiach HHGOOP-
MAaTHBHOW, HEOOXOUMO 3aIOJTHUTH KOHTPACTHBIM BEIIECTBOM BCIO TOJICTYIO KHUIIIKY,
BKJIIOUAs! CJICTIYIO.

Puc. 1.2. Uppurorpamma pebdenka ¢ cuaapomom Jlagna (Hemumosa T.K., 2009).
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BBIABIEHO BBICOKOE MOANEYEHOYHOE PACIIONIOKEHHE KyIToa ciaenon Kumku. [Ipu
NPaBUIBHOM PACHOJIOKEHUM TOJICTOM KHUILKKM B OPIOIIHOM IMOJIOCTH JMarHo3 CHHApPOMa
MaJIbPOTAIMK C 3aBOPOTOM CPEIHEM KHIIKK MOXKET OBbITh UCKIIOYeH. B aToM ciydae s
YTOYHEHHSI JMarHo3a HEOOXOJMMO TIPOBECTH HCCIEAOBAHME TaccaXa KOHTPACTHOTO
Bemiectsa 1o JKKT. Baxxnoe quarHocTiueckoe 3HaY€HHE UMEIOT U METO/IbI YIIbTPa3BYKOBOM
muarHoctuku. [Ipu Y3U opranoB OproIIHOM TOJIOCTH OMPENENSOT CIUPATIEBUIHBINA X0/
MeTeNlb TOHKOM KHWITIKHM, BEpXHEeH OpbDKECUHOM BEHBI, PACIIMPEHHBIC BEHBI OpbDKEHKH
TOHKOM KHIIIKY, HapyIIIeHHE BEHO3HOTO OTTOKA MO BEpXHEN OPbIKEEUHOI BEHE C TEH/ICHIUEH
K apTepUaIM3aliy, HAIMYHAE [ICEBIOCHUCTOJIMUECKUX IIMKOB, TIOBBIIICHUE HHJEKCA
PE3UCTEHTHOCTH B BepxHel Opbpkeeunoi aprepru 1o 0,81-0,88 (Hopma - 10 0,7). O 3aBopoTe
CpEHEN KUIIIKU CBUACTENBCTBYET TaKKE YAUTKOOOPA3HOE MOJIOKEHUE BEPXHEOPHLKECUHOM
apTepHN.

JngdepeHuUATbHBINA THATHO3 TIPOBOJUTCSA C 3a00JNEBAaHUSAMU, MPOTEKAIOMIUMU C
MIOBTOPHOW PBOTOM, - MMJIOPOCTEHO30M, aTPE3UEH M CTEHO30M TOHKOM KUILIKH, [ OP, rppokeit
MMIIIEBOHOIO OTBEPCTUSI AUadparMbl, MAHKPEATUTOM, HHTEPMUTTUPYIOLLIEH MHBArMHALMEH
JBEHA/IATUIIEPCTHOM KUIIKK. HeoOxomuMo MOMHHUTH O METaOONMUYECKUX HapyLLEHUsX,
IIATOJIOTUU SHJIOKPUHHOM U HEPBHOM CUCTEM.

IIpumep gopmynupoBku muarno3a. Cunapom Jlagma, octpoe TeueHue.

JleyeHne HEOTIIOKHOE OIEPATUBHOE, IPEAIONIATraroee YCTPaHEHHE HENPOXOAUMOCTH,
(pUKCALMIO KUIIOK MPU WX AHOMAJIBHOM TMOJBMXKHOCTU: TOJICTYIO KHILKY YKJIa/bIBalOT B
OpIOILIHO NOJIOCTH CJIEBA, TOHKYIO - CIIpaBa. [JIMTebHOCTh peIonepaoHHON TOITOTOBKU
HE JI0JDKHA MPeBbIaTh 3-4 4. XapakTep ee Onpe/esisieTCsl COCTOSIHUEM peOeHKa U HE UMEET
KaKuX-TMOO OCOOEHHOCTEN MO CPaBHEHHIO C TOATOTOBKOM K ONEPALMKA HOBOPOXKIECHHBIX
neren ¢ apyrumu Bunamu xupyprudeckon narosioruv JKKT. IIpenornepaionsas noarotos-
Ka BKJIFOYAET B ce0s1 OMOPOKHEHUE HKETY KA, IIPOBEACHUE IE3MHTOKCUKALIMN, HOPMAIU3ALIUIO
TeMOJIMHAMUKH, KOPPEKIMIO METa0oJIMUeckuX HapymeHuid. [lpy Hammuuy CcUMITOMOB
NEPUTOHUTAa U TIPU3HAKOB 3aBOPOTA, OCJIONKHEHHOTO HApYyLIEHHEM KPOBOOOpPAILICHUS
KUILIEYHUKA, YUUTBIBAsI CTPEMHUTENIBHOCTh PA3BUTHS M OOIIMPHOCTh HEKPO3a KUIIKU TpH
MaJTbPOTALIUH, TIOATOTOBKY K OMEPALIUH CIIETyeT COKPATUTH JI0 1,5-2 u.

Oneparmeii BpIO0Opa npu cunapome Jlaana ssisiercs oneparws Jlagna. [Tpu HopmansHOM
TEYEHUH TOCIIEONEPALMOHHOIO TIEPUO/A TPU3HAKA BOCCTaHOBIIEHHs maccaxka no JKKT
HOSIBJISIFOTCS. 00BIMHO Ha 4-6 I JieHb MOoCIie Onepaly: YMEHbIIAeTcsl 00beM OTXOSIIETO 10
HA30raCTparibHOMy  30HAY  3aCTOMHOIO  JKEIYJOYHOIO  COAEPIKUMOIO,  IMOSBIIIETCS
MEPUCTAIIFTHKA KUIIEYHWKA M HAYMHAECT OTXOAWTH CTyN. Ilpy 3amepikke BOCCTaHOBIEHMS
rnaccaxxa TMpPOW3BOIST MEAUKAMEHTO3HYIO CTHUMYJIALMIO TEPUCTATIBTUKA  (BBEACHUE
[Ipo3epuna wm YOperraa B BO3pAacTHBIX JIO3UPOBKAX), BHICOKOE MPOMBIBAHUE TOJICTOM
kuiiky. llocne mosiBieHHs CTOMKMX NPU3HAKOB HOPMAIM3AlUK (PYHKIMH KUILIEYHHUKA
HAYMHAIOT KOPMJICHHE.

N3 nocrneornepalioHHbIX OCJIOKHEHUN I10 TIOBOJAY MAJIbPOTAllMM Ha IIEPBOM MeECTe
(17%) crour mo3aHAA cracyHas KullledyHas Henpoxoaumocts. llocnme  onepanmii,
CONPSDKEHHBIX C PE3EKIMEN KAIIEYHNKA, BO3MOYKHO Pa3BUTHE CHHAPOMA KOPOTKOW KMILIKH.

IIporuo3s. [Ipu obGcnenoBanuu B OTAAJCHHBIE CPOKH AETEH, ONEPUPOBAHHBIX MO
MOBOJIy MaJbpOTAI[MH. BbISBJIEHA MOBBIIIEHHAs CKJIOHHOCTh K CHalKoOOpa30BaHUIO.
D10 ompenenseT HEOOXOAUMOCTh JUIMTEILHOTO JHCIIAHCEPHOTO HAOMIOACHUS 32

STUMU TAIUEHTAMH C TPOBEJIEHUEM KYypCOB MPOPUIAKTUIECKOTO JICUCHUSI CIIaeuHOM
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Oonesnn. JleTanbHOCTH OOYCJIOBJIEHA B OCHOBHOM CHHAPOMOM KOPOTKOM KHIIKH U

MOJIMOPTaHHON HEJIOCTATOYHOCTBIO Y IETeH C TOTaJIbHBIM U CYOTOTAIbHBIM HEKPO30M

cpenHel kumiku. 3a mociaeaHue 10 JeT JeTaabHOCTH B 3TOM Trpymie OOJIbHBIX HE

npeBblmaeT 7%. 3HAUUTENbHBIE YCIIEXW JOCTUTHYTHI B BBIXQXXUBAHHM JIETEH C

CUHIPOMOM KOPOTKOM KHIIKH 32 CYET JJIMTEIBHO MpoBOAMMOro (10 6 Mec u Oosee)

cOaIaHCUPOBAHHOTO MapeHTEPaIbHOTO MATAHMUS, BBE/ICHUS Je4eOHBIX

MOJIY3JIEMEHTHBIX MUTATEIbHBIX cMecel. COXpaHEHUE Y HOBOPOKIECHHOTO HE MEHEE

30cMm ToHKOW kumiku (HOopMma oT 1,5 10 2 M) M WIEOUEKaIbHOTO yria MO3BOJISET

HAJEATHCS Ha OJaronpusITHBIA NCXO0.T OOJIC3HH.

Meroxkonon

MerokoJiIoH— THUIaHTCKOE YBEIMYEHHE TOJCTOM KHUIIKH, CONPOBOXKIAOIIEECS

BBIPOKCHHBIM HAPYIIIEHUEM dBaKyaTOPHOU (PYHKITHH.

Briiensror 7 TMIIOB MErakoJioHa:

bonesnp ['mpmmpyHnra (BpOKJIE€HHBIN araHTJIMOHAPHBIA METakKoJIOH) BPOXKIIEHHOE

HEJIOpPa3BUTUE HEPBHOTIO amnmapara Ha OTJIEIbHBIX Y4aCTKaX TOJCTON KHUIIKH.

«  OOCTpPYKTHUBHBI METaKOJOH, OOYCIIOBIEHHBIN MEXaHUYECKUMU TMPEMIATCTBUSIMU B
KHIIIKE (aTPE3Un, CTEHO3bI KUIITKU, TeMaHTUOMBI, OITyXOJIH).

 IlcuxoreHHbIi METaKOJIOH, Pa3BUBAIOIIMIICA B PE3YyJbTATE€ PACCTPOICTB MCUXUKHU
(vame wu3-3a  JIUTENBHOTO TOJaBiieHUs pediekca Ha nedexanuio u3-3a
HEOJIAronpUsITHHIX BHEIIHUX YCJIOBUN HIIM OCOOCHHOCTEH JTMYHOCTH, a TaKXKe MpU
130 pEHNH, IEPECCUBHOM HEBPO3E).

+  DHJOKPUHHBIA METAKOJIOH IIPU HEKOTOPHIX 3a00JEBAHUSIX SHIOKPUHHON CUCTEMBbI
(Hanpumep, TUIIOTUPEO3).

» Tokcuueckuii MeraxkojioH, (GOPMHUPYIOUIUICA B PE3yJbTaTe NpHEMa HEKOTOPBIX
npenapatoB (MopduH, kojeuH), npu 3adoneBanusx (HAK), BcnencrBue BausiHUS
WHPEKIMOHHBIX areHToB (00j1e3Hb Yaraca, Bei3piBacMast Trypanosoma cruzi).

- Heiiporennsiii MerakojoH mnpu opranuydeckux 3aboneBanusx I[[HC, TtpaBmax
CIIMHHOT'O MO3ra, NapKUHCOHU3ME.

- HMaouonmaTthyeckuil MErakojoOH, JWarHo3 KOTOPOrO CTaBAT IIPU OTCYTCTBUU
OTIPEJICIICHHBIX ATUOJOTUYECKOTO U MAaTOTEHETUIECKOTO (haKTOPOB.

Yame Bcero BcTpeuaercs 00ie3Hb [ upiimnpyHra 1 uIMonaTH4eCcKuii MErakoJIoH.

bose3ns ' upmmnpynra
boae3snb I'mpumnpyHra (Bpo:KIeHHBbIM MErakoJIOH) - BpPOXKJICHHBIM araHriivo3
TOJICTOM KHILKH: OTCYTCTBUE COOCTBEHHO HEPBHBIX KJIETOK B MBIIIEYHOM CIUIETEHUHU
Hyspbaxa ¥ MOACIM3UCTOM CIUIETeHHMH MelccHepa ¢ OTCYTCTBHEM COKpAILEHUN B
MOPAKEHHOM 30HE KUIIKH, 3aCTOEM KaJOBBIX MAacC B BBILIEISKAIIMX OTIETaX KHUIIKU
C UX 3HAUYUTEIbHBIM PACIIUPEHUEM U YTTUHEHUEM.

Yacrora BcTpeuaemoctu Oone3nu ['mpmmpynra - 1:5000 HOBOPOKIEHHBIX.
3a0051€BaeMOCTh MaJIbUUKOB B 4—35 pa3 BbILIE, UYEM JIEBOYEK.

Kaaceupukanus. Paznuyaror Tpu (QopMbl KIMHUYECKOTO TEUYECHHS OOJIE3HU
['mpmimpynra: Tsokenass (octpasi), CpeaHeTsbkenas (mogoctpasi) W Jjerkas (Wiu
XPOHHUYECKAs ), KPOME TOr'0, YKa3bIBAIOT JIOKATU3AIUIO araHrino3a.
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dtnonaorusa. bone3np ['mpmmpyHra oTHocAT K paHHUM (eronatusiM. B mo-
cilielHee BpeMs IOJIy4eHbl JaHHbIE B TI0JIb3y HACJIEJACTBEHHOM (T€HETHYECKOM)
MPUPOJIBI ATOTO TAKEIOTO MOPOKA.

Iatorene3. OCHOBHBIM 7JJIEMEHTOM B TaToreHese Oone3Hu [umpumpyHra
ABJISIIOTCSI U3MEHEHUSI B THCTOCTPYKTYPE MHTPaAMypaJIbHOTO HEPBHOTO anapara Ha
ONpEJICTICHHOM OTpe3Ke TOJCTOW Kulku. Mopdonornyeckue HccieI0BaHus
YCTAaHOBWJIM  3HAYUTEIbHBIE  W3MEHEHMs]  y3J0B HE TOJBKO  ay’pOaxoBa
(MEXKMBIIIIEYHOT0), HO U MecCHEpOoBa (ITOACIU3UCTOr0) CIVIETEHUN CYKEHHOU 30HBI.
OTU UCCIEIOBAaHUS TO3BOJISIIOT XapaKTepU30BaTh 3Ty (QOpPMY MeErakoyioHa Kak
BPOXKJCHHBIN araHIVIMO3 y4acTKa TOJCTOM KMILKH, IIPU KOTOPOM IEPUCTAIBTHKA HE
MOJKET OCYIIECTBIISITECA B TEX OOJACTAX KHUIIKU, TJe ay’pOaxoBO CIUICTCHHE
OTCYTCTBYET WJIM UMEETCS €T0 BhIpAXKEHHBIN neuuut. Tspkensie, BIUIOTH 10 THOEH,
VU3MEHEHHUS MBIIIEYHBIX CJI0EB araHIJIMOHAPHOU 30HBI YCYryonstoT
MEPUCTAIFTUYECKUE PACCTPOMCTBA M JIEJIAIOT MX MOCTOSTHHBIMU. B COOTBETCTBUHU C
STUMHU  HAPYIICHUSIMH, MOPQOJIOTHUECKHM 30HAa SIBISIETCA  araHrjiMoOHApHOM,
KJIIMHUYECKH - allepUCTATIbTUYECKOM.

B pe3ynbraTe OTCYTCTBUS TEPUCTAIBTUKH B aAraHIVIMOHAPHOM YYacTKe
KHUIIIEYHUKA KaJOBbIE MAacChl 3aCTaWBAalOTCS HAaJ MECTOM MOPAXKEHUS, BbI3bIBAs
pacmiupeHre U TUNepTpo(UI0  BBIIIENEKAIMX OTAEJIOB  TOJCTOM  KUIIKU.
['uneptpodusi  BO3HMKAET B  pe3yjibTaTe  HHTEHCUBHOM  NEPUCTAIBTUKH
IIPOKCHUMAJIbHBIX OTAEJIOB TOJICTOW KHWIIKHM, HANpPaBJICHHOM Ha MPOJBHKECHUE
COAEP>KUMOTO 4Y€pe3 HEMEPUCTAIbTUPYIOIIMIA araHrjivuoOHApHBIM y4dacTok. Jluamerp
pPACHIMPEHHON KHIIKH MOXET JOCTUraTh OOJIBIIMX pa3MepoB. ATaHTIMOHAPHBIN
CErMEHT, HaoOOpOT, BBIMJIAIUT CY>KEHHbIM. V3ydeHue MaTtonoruyeckoil aHaTOMUU
TOJICTOM KUIIKU MPU BPOKIECHHOM araHrimo3e MO3BOJIMIIO YCTAaHOBUTh, YTO HAMOOJIE
YacTO MOpPaXEHUE 3aXBAThIBAET PEKTOCUTMOUIHBIN oTaen Tosnctod kumku (70%),
MIPOMEKHOCTHYIO U aMITyJISIpHYIO 4acTH mpsiMoit kumku (20%). 3HaUUTENIbHO pexe
HAOJIOMAIOTCS CITydyad C JBOMHON JIOKATW3alMed araHrJMOHAPHOW 30HBI, a TaKKe
JIOKanu3alusl 30Hbl AaraHrjiio3a B BBIIICNIECKAIIUX OTAENAaX TOJICTOW KHUIIKU.
N3BECTHO TOTaJIBbHOE MOPAXKEHUE ATAHTIIMO30M TOJICTOM KUIIKHU.

Kannnueckas kapruna. Tspkenas, wim octpas, (opmMa BpOXKIECHHOTO
araHrjino3a MPOSBISETCS C TMEPBBIX JTHEH JXKU3HU peOEHKa CUMIITOMaMU HHU3KOU
KUIIEYHOM HENpOoXOoAMMOCTH. KilMHMYecKas KapTHHA XapaKTEpU3yeTCs PBOTOM C
JKENYbl0, 3aropaMu, B3AyTHEM KHUBOTa («IArymayud >KUBOT»). OnopoxxHEHHE
KHUIIIEYHUKA 33J€pP>KMBACTCS HA HECKOJBKO [JHEW, Ha HEAEN W JIOJbLIE.
[lepenonHeHHas ToiCTas KUIIKA CAABIMBAET APYTME€ YYAaCTKH KUIIEYHUKA, COCYIIBI,
OTTECHSIET BBepX auadparmy, CMeIlaeT JIETKHe U cepAle. B pesynbrare mosisercs
HApyLIEHUs AbIXaHus U UupKyaauuu. Co BpeMeHeM HapacTaeT MHTOKCUKALUS,
MNOBTOPSIIOTCS MPUCTYIBl HENPOXOJUMOCTH, MOXKET HACTYNHUTh Mepdopauus
A3Bbl KHMIIEYHHMKA. B psge ciaydaeB BO3MOXKHO MOSBIEHHE JXUIKOTO CTYyJa,
YKa3bIBAIOUIETO HA Pa3BUTUE DHTEPOKOJIUTA.

[loznauMu  mpusHakamMu Ooje3Hu [ wupmmpyHra SABISIIOTCS — aHEMUs,
runotpodusi, nedopmanus TPYAHOW KIETKU, KaJIOBbIE KaMHHU. B Tskenbix
ciaydasx OplomrHash CTEHKa pacTATUBAETCA TaK YTO YCHUJIMBAETCS BEHO3HBIN

PUCYHOK, a KpymnHbIe (peKaibHBbIE KOHTJIOMEpPATHl MU KAMHU B HHUCXOJSIIECH U
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CUTMOBHUJHON KHUILIKaX MaJbMUPYIOTCA 4Yepe3 OpromHyilo cTeHky. Ilpu stom
aMIlyJia IpsAMOM KHUIIKH MyCTasi, 4YTO MOATBEPKIAAET MaJbLEBOE UCCIEIOBAHUE.
[Ipy mnanpeBOM pPEKTAIbHOM HCCJIEJA0BAHUU OOHApPYKUBAIOT CYXKEHHYIO
npsaMyro KuIIKy. CkiaabpliBaeTcs BIEUYATIEHUE O HAJIUYUM MEXAHUYECKOTO
NPENSATCTBY WJIM CHACTUYECKOro KoJbla. llamplieM HamynbelBalOT NJIOTHBIE
KaJIOBbIE MAaccChl, HMHOTJAa BA3KME, KakK IUIACTWIMH wWiIW rauHa. Ilpu
Ha/JaBJIMBAaHUM B HUX OCTAETCS AMKa («CUMIITOM OOpa30BaHUS IMKUY).

BergenstoT craguu 6one3nu ['upmmnpyHra:

- KoMnencupoBaHHas - 3a10p OTMEYAIOT C IETCTBA, OUUCTUTEIbHBIE KIIU3-
MBI 0€3 Tpy/Zla ero yCTPaHSIOT Ha NPOTSKEHUHU JUIMTEIbHOTO BPEMEHH.

- CyOxoMmeHCHUpOBAaHHAasA IOCTENEHHO KJW3Mbl CTAHOBSATCA BCE MEHEE
pe3yabTaTUBHBIMHU, COCTOSIHHE OOJBHOTO yXyAIIaeTcs: Macca Tela
yMEHbIIaeTcs, OECIMOKOAT TSKECTh U 001U B )KMBOTE, OJBIIIKA: OTMEYAIOT
BBIPAXXEHHYI0 AaHEMHI0, HapymieHue oOMeHa BemecTB. CocTosHHe
CyOKOMIIEHCAllUM BO3HUKAET Yy OOJBHBIX C JeKoMIleHcalueil Ha ¢oHe
KOHCEPBATUBHOIO JICUCHUS.

- JlexoMneHcUpOBaHHAsE OYHMCTUTENbHBIE KIU3MbI U CIA0UTENIbHBIE PEIKO
NPUBOJSAT K IIOJHOMY OINOPOXHEHUIO KHIIEeYHHKA. OCTalOTCs OIIYyIIEHUE
TS)KECTU B HUOXKHHUX OTJEJax KMBOTa, mMereopusM. Ilox BiausiHHUEM pa3s-
JUYHBIX (aKTOpOB (pe3koe M3MEHEHUE MUTaHUs, TspKeaas (Qusnueckas
Harpy3ka) y OOJIbHBIX Pa3BUBAETCS OCTpasl KHUIIEUHAs] HEMPOXOAUMOCTD.
VY nereil NeKOMIIEHCALMIO YAacTO HAOMIOAAIOT MPH CyOTOTaIbHOW U TO-
TaabHOU Popmax mopakeHus.

JluarHoctuka 0a3upyeTcs Ha THIATEIbHOM aHAJIU3€ AaHAMHECTUYECKHUX JIaH-
HbIX (YHOpHBIE 3amopbl) U JAAHHBIX ocMmoTpa. [Ipm manmbueBOM peKTaIbHOM
UCCIENOBAaHUU OOHAapYXXUBAIOT NYCTYIO aMIyjay MNOpsMOM KHUIIKK Jaxke B
ciay4asix JUIMTEJIbHOW 3alepkku crylna. ToHyc cduHKTEpa, OCOOEHHO
BHYTPEHHET O, TIOBBIIIEH.

JlaGopaTtopHass AWMAarHOCTHMKAa BKJIOYAET OOMMH M OMOXMMHUUYECKHN aHalH3
KPOBH, OIPENEIIEHHE KHUCIOTHO-OCHOBHOIO COCTOSIHMS, ONpPEIEICHUE TPYIIIbI
kpoBu H Rh-dakTopa.

WUucTpymenTanbHass — auarHoctuka.  OOs3arenbHble  uccienoBanus. Ilpu
PEKTOPOMAHOCKONIMM OTMEYarT 3aTPyAHEHHE MpPU MPOXOXKAECHUU Yepes
JUCTANBHBIC OTHEJbl MPSIMOM KUIIKH, OTCYTCTBUE TaM KaJIOBBIX MaccC, PEe3KHi
Iepexo] M3 CYKEHHOM IHMCTAJIbHOM YacTH NPSIMOW KHIIKM B pPAacCUIUPEHHBIE
NpPOKCUMAaJbHbIE OTAENbI, HAJTUYME B HUX KaJOBBIX MAacC MJIM KaJOBbIX KaMHEM,
HECMOTpPS Ha TIIATEJIbHYIO NOATOTOBKY KMIIKU K UCCIEIOBAHUIO.

[TonTBepxkaaeT OWarHo3 peHTreHoJiornyeckoe wuccienoBanue. OO030pHas
peHtreHorpadus  OpraHoB  OpIOIIHON  MOJIOCTH  BBISBISIET  pa3nyThie,
pacuIMpeHHBIE NETIH TOJICTON KUIIKY, MHOITIA - YPOBHH KHUIKOCTH B €€ NETIAX.
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Puc. 1.3. MppurorpamMma HOBOPO>KIEHHOTO B Bo3pacte 18 mHel ¢ 6ome3Hpto [ upmpyHra
(Hemumosa T.K.. 2009).

[pu uppurorpadguu 00Hapy>KUBAIOT Y3KYIO JUCTATBHYIO YaCTh TOJICTOM KHIIKH,
BOPOHKOOOPA3HOE pacIIMpeHUEe U PE3KO PACILIMPEHHBIE, YTMHEHHBIE METIM IPOKCUMAITBHON
YacTH TOJICTOM KMIIIKHY, 3aHUMAIOLHE BCIO OPIOIIHYIO MOJIOCTh; AMaMeTp Ux jocturaer 10-
15¢cMm 1 6onee (puc. 1.3). ViHoria SIBHO Cy>KE€HHOTO y4acTKa HET, HO BUJIEH JOBOJILHO PE3KHUIA
BOPOHKOOOPA3HbIH Mepexo/1 PACILIMPEHHOT0 OT/IeNa K HOPMAJILHOW WITU CJIETKa CY)KEHHOM
JIUCTAJIbHOM YaCTH KUIIIKH.

PermaronmmM MeTo0M UAarHOCTUKU Oosie3HH [ mpripyHra siBisieTcss OMOTICHST KUILIKH
(TpaHCcaHaJTbHAST WM WHTpaonepaioHHas). VccekaloT CerMeHT KHUIIEYHOM CTEHKH (Bce
cior). ['MCTONOrMYEeCKH B MEXKMBIIIEYHOM MPOCTPAHCTBE KHUIIKA HE OOHApYKUBAIOT
VHTpaMypaJIbHble TAHIVIMM, HA WX MECTE pacIojlaraloTCs JIMIb HEPBHBIE CTBOJBL Y
HEKOTOPBIX OOJIbHBIX OIPENENSIETC YMEHBUIEHUE YHCIIA TaHIIMEB (TUIIOraHTTHOHAPHBINA
BapHUaHT).

JlononHuTenbHbIe HccienoBanus. [Ipu m3ydeHun maccaka OapreBOW B3BECH T10
KUIIEYHUKY BBISIBIISIFOT HOPMAIBHOE MPOXOKACHUE KOHTpacTa 1o BepxHuM otaenam KKT
(KeITy/IOK, TOHKas KUIIIKA) U BBIPAKEHHOE 3aMeJJICHNE Taccayka B PaCIIMPEHHBIX OTJIEeNax
TOJICTOM KHIITKH, U3 KOTOPBIX KOHTPACT JUTUTEIBHOE BpeMs (10 4-5 CYT.) He 3BaKyHpYeTCsl.

KonoHockonus  MOATBEP)KAAET  JAHHBIE  PEHTTEHOJIOTMYECKOTO  MCCIIEIOBAHUS:
OIPENIEISIIOT CY/KEHNE IPOCBETA NPSIMOM KMIIKH WJIH, PEXE, y4aCTKa CUTMOBHIHOM, BCIIEN 32
ATUM 3HAYUTETIHHOE PACIIMPEHUE TIPOCBET a KUMKW, OCHOBHBIMU CUMIITOMaMU OOJIE3HH
['wpmimpyHra mpu SHIOCKOMUU SIBISIOTCS IMYCTOW HIDKHUM CErMEHT KHUIIKU WU
OTCYTCTBHUE OPraHUYECKON HEMPOXOIUMOCTH.

['Mcroxumuyeckas AUMAarHOCTUKA OCHOBaHAa HAa KAaue€CTBEHHOM ONPEIEICHUHN
aKTUBHOCTU (hepMEHTA TKAHEBOU alleTUIXOJUHACTEPa3bl. C ATOW LENbI0 NPOU3BOIAT
MOBEPXHOCTHYIO OHOICHUIO CIU3UCTOM OOOJOYKH TMPSIMOM KHUILIKH W BBISBISIOT
MOBBIIIICHUE AKTUBHOCTH alleTUIIXOJMHACTEPa3bl MapacUMIIATHUYECKUX HEPBHBIX
BOJIOKOH CITU3UCTOM 000T0UKH.

Juaraoctuky 6ose3Hu ['mpmmpyHra 4acTo mpoBOAST MOATAMHO. Y MIIAJICHIICB U
JIeTel ¢ HapyIlIEeHUEM PEKTAIbHOTO pediiekca U BCIEACTBUE 3TOTO € MOJI03PEHUEM Ha
O0onesnp [wpmmpyHra cHayanga BBIMOJTHSIOT aclUpanmoHHyro Owuornicuioo. Ecmum
OuoricHs BBISBIAECT HAIMYUE TAHTIUEB, TO AMArHO3 00Je3HH [ MpmpyHra CHUMAIOT,
a €ClId TaHTJIMM He OOHApY>KUBAIOT, HO BBIABIISIOT TUIEPIIA3UPOBAHHBIE HEPBHbBIC
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CTBOJIBI, TO AMArHo3 3a00JieBaHUs MOATBEPKAAIOT. Eciau ke He HaXoAsT He TOJBKO
TaHIJIMY, HO W THUIEPIUIA3UPOBAHHBIE HEPBHBIE CTBOJIBI, TO CIEAYIOIIMM ATalloOM
JUArHOCTUKU SIBJSIETCS TTyOOKasi OMOICHSl MBIILIEYHOM TKAHU NPSIMOM KHUIIKU O]
oOmmM Hapko3oM. [lonydeHHOE MOJCINU3MCTOC HEPBHOE CIUIETEHHE HCCIEAYIOT Ha
Hajauuue raHriaveB. IIpcHaTanbHO JUArHo3 HENPOXOAUMOCTH TOJCTOW KHILKH,
IPEINOJIOKUTEIBHO BBI3BAHHOW 00Je3HbI0 [MpHImpyHra. MOXHO IOCTaBHTb,
npuMeHnsis Y 3.

JNuddepenuuanbHblii AMArHo3 MPOBOAUTCS C 3a00JIEBaHUSMHU, COMPOBO-
AKIAIOLMMMUCS 3al0paMy U CUMIITOMaMU HU3KOW KUIIEYHON HEMPOXOIUMOCTH.
bonesus ['upuinpyHra y HOBOPOXACHHBIX cienyeT quddepeHIupoBaTh C TAKUMH
MPUYMHAMM KUIIEYHON HEMTPOXOAUMOCTH, KaK KAIIEYHAs aTPE3Usl CTEHO3 KUILIKH,
aTpe3us 3aJIHero mpoxojaa. Y nerei crapie 1 roga 60sie3Hb
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Puc. 1.4. Cxembl OCHOBHBIX BHJIOB MerakojioHa: a Oose3np [upmmpyHnra; ©
UIUONIATHUCCKUI  MErakojoH; B - jonuxokosoH (mo boamanmy; URL:

http://www.mykiddy.nl/hiryrgia/favalli. htm).

[Iupmmpysra npuxonutcs auddepeHpoBaTh ¢ MPUOOPETEHHBIM METAaKOJIOHOM H
J0MX0K0JI0HOM (puc. 1.4).

Knuanueckas kapTuHA, OCOOCHHO MECTHBIC TMPOSIBICHHS, Y OOJBHBIX C TMPU-
OOpEeTEeHHbIM METrMKOJOHOM OOBIYHO Takas ke, Kak npu Oosie3Hu ['mpiurpyHra,
OJTHAKO 00111ee coCTosiHUE OOJNBHBIX HApYIICHO MEHBIIE, HelAepKaHue Kaja 0ObIYHOe
sBiieHne. [Ipy peHTreHOKOHTPACTHBIX HMCCIICIOBAHUSAX BBISIBISIFOT, YTO PACIIMPCHUC
KUIIKA JOCTUTAeT 3aJHEro MpoxoJa, a CyKEeHHas 30Ha OTcyTcTByeT. llpum
MIPOKTOCUTMOUJIOCKOIIMHA BBISBISIIOT HOPMAJIbHYIO, HO HAINOJHEHHYIO KaJOBBIMU
MacCaMH MPSIMYIO KHIIKY. PaclIMpeHHbIN TPOKCUMAIIBHBIN CETMEHT TOJICTOM KHILKU
JIETKO TPOXOJUM, HO B HEM HaXOAATCS (peKanuu, HHOTJAa MOTYT OBITh OOHAPYKEHBI
KaJIOBbIE KOHKPEMEHTHI. [Ipu peHTreHOJIOTMYeCKOM HCCIICIOBAHUU TOJICTAsl KHUIITKa
pacIpeHa OT 3aJHEr0 MPOXOJa Ha BCEM MPOTSIKEHUHU, HET CY)KCHHBIX CETMEHTOB
(cMm. puc. 1.46). MaHomeTpuYeCKHe MTaHHBIE AHOPEKTAIBHON 00JIACTH ITO3BOJISIOT
OIICHUTh HAJIMYUE PEKTAIBHOTO pediiekca, 4To TaKxke nomoraet nuddepeHmaibHon
JMArHOCTHKE MPUOOPETEHHOTO U BPOXKACHHOTO MeTakojoHa. Hannune coxpaneHHOTO
pedrekca CBHIETENBCTBYET O CYIIECTBOBAHWM HETOBPEXKIEHHBIX TaHTIUEB, T.€. 00
orcyrcTBum Oonie3nn ['mpmmpynra. OgHako, eciau Takoi pediekc OTCYyTCTBYET, 3TO
eIle He 3HAYUT, YTO IMAIMECHT CTpaaaeT 0oJie3Hbio | mpmmpyHra. B coMHUTEIBHBIX
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CIy4yasiX MPOBOJSAT TUCTOJIOTUYECKOE M UMMYHOTHCTOXMMHUYECKOE HCCIEIOBAHUS
Oououtara npsmoi kuiku. [IpaBaa, naHHble 0 pe3yiabTaTax OMONCHM MPSAMOMN KUIIKU
npy NPUOOPETEHHOM METaKOJOHE HECKOJBbKO MPOTUBOPEYMBHI B OJHHMX CIIydasx
COOOIIAIOT O HOPMAJIbHOM CTPOCHHM MHIpaMypajbHbIX TaHTJIMEB, B JIPYTUX- O
TUCTPO(PHUUECKUX U3MEHEHUSX B HUX.

JIOIMXOKOJIOH aHOMAajusl pa3BUTHS, NPU KOTOPOW YJIJIUHEHHE TOTO WJIM UHOTO
otjaesnia 000J0YHON KHUIIKH (Yalle CUTMOBHIHOM, 000J0YHOM W €€ OpBhDKEHKH) He
CONPOBOXK/JIACTCSI M3MEHEHHEM JuaMeTpa MPOCBETa W MBIIMIEUHOM OOOJIOUKH.
[ToaTromy mMoTOpHas (QYHKIHUS YAJTUHEHHOW OOOJOYHOM KHUIIKA HE OTIMYAETCS OT
HOpMaJIbHOU. Psim mccienoBareneil CAUTaOT, 9TO TOJTMXOKOJIOH MOXKET OBITH TOJIBKO
BPOJKJICHHOH TaToJIoTuel. Jpyrue aBTophl MOJIaratoT, 9TO JOTUXOKOJIOH MOXKET OBITh
U IPHOOPETCHHBIM COCTOSTHUEM C CaMBIMH pa3HOOOpa3HbIMH MpudrHaMu. Hampumep,
OTMCAHBI CIIy4au, KOT/Ia 3J0yMOTpeOIeHUE KIM3MaMU M CJIAOUTEIIbHBIMU IPHUBOTUIIO
K YUIMHEHUIO TOJICTON KUIIIKU.

[Tpu xoporei npomyabCUBHON (QYHKIMU 000J0YHON KHUIIKK €€ YJJIMHEHUE He
BEJIET K TOSBJICHUIO KakKuxX-Tubo cumnTomoB. [lpu ocnabneHun MOTOPUKH
KUIIIEYHUKA JIOJMXOKOJIOH TMPOSIBISETCS B3AYTUEM >KUBOTA, OOJISIMH, 3alIOpaMU. DTH
CUMIITOMBl MOTYT MOSIBIISITBCSL YK€ B paHHEM JETCKOM Bo3pacte. IIpu ocmotpe
oOpamiaroT Ha ce0s BHUMaHHUE YMEPEHHOE B3JyTHE >KMBOTA, OOJIE3HEHHOCTHh MpHU
najgbnanuu  000JOYHOM KHUIIKH, paCIIMpEHHas CUTMOBUIHAs KuIlika. Jluarsos
YCTAHABJIMBAIOT TIPU  HUPPUTOCKONUU WIJIM  KOJOHOCKONHUHU, TMPU  KOTOPBIX
OOHapyXUBAIOT JOMOJHUTENIbHbIC TMETIU KulneyHnuka (cM. puc. 1.4 B). MoTopHO-
HBAKyaTOPHYIO  (DYHKIHMIO  TOJCTOM  KHUIIKKM  OIEHHUBAIOT C  I[OMOIIBIO
PEHTTE€HOKOHTPACTHBIX MAapKEepOB M JIPYyTUX METONOB. JleueHue 3akirodaercs B
NpEAYNPEKICHUN U JICUCHUH 3aropoB. [ 71aBHas 3amaya - BbIpaboTKa pediiekca Ha
nedekanuio B ciydae ero yrparbl. Pesiko, B cilydae yHOPHBIX JJIMTEIbHBIX 3alI0POB,
MPOBOAAT XUPYPrUYECKOE JIeueHHE (PE3CKIUI0 YIJIMHEHHON YacTu KUIKK). [IporHo3
MIPY TOJIMXOKOJIOHE B OOJIBIIMHCTBE CITy4aeB OJaronpusiTHBIN.

[Tpumep dbopmynupoBku nuarHo3a. bonesns ['mpimnpynra, pekransHas dopma,
CPEIHETSKENI0e TeUeHue, CyOKOMIIEHCUPOBAHHAS CTaHs.

Jleuenne Oone3nu [mpumpyHra ornepaTuBHOE, KOHCEPBATUBHOE JICUCHUE UMEET
3HAYEHUE KaK MOJIrOTOBKA K ornepauuu. OJHAKO y HOBOPOXKIAEHHBIX, KaK MPaBUIIO,
JICYCHHE KOHCEPBATMBHOE, W TOJBKO B PEIKUX CiIy4asx Oe3yCIenTHOCTH
KOHCEPBATUBHBIX MEPOIPHUATHMI, KOTJa COCTOSIHUE OOJIbHBIX OBICTPO yXYIIIAETCS U
HapacTaeT UHTOKCUKAIUS, IPUXOJAUTCS TPUOETaTh K HAJIOKEHHUIO KaJIOBOT'O CBUIIA HA
BOCXOJIAIIYIO KUIIKY.

Hemenukamento3noe nedyenune. HCHoNb3ylOT CTUMYNSLIHIO MNEPUCTAIBTUKU
KUIIIEYHUKA MacCakeMm, JieueOHOW THMMHACTUKOMW, (Qu3noTepaneBTUYECCKUMHU
METO/IaMHU.

KoHncepBatuBHOe JedeHue OoJsie3HH [wprmpyHra Majaope3yiabTaTHBHO, HO
MOXET PacCCMaTPUBATHCS KaK MOJTOTOBKA K XUPYPTHUECKOMY JICUCHHUIO.

B xoHcepBaTMBHOM JNeueHUM OOJie3HH | MpIImpyHTa BeayIiee MECTO 3aHUMAIOT
pa3nuYHbIC BUIBI KIU3M (OOBIYHASI OUUCTUTENbHAS, TUTIEPTOHNYECKAs, Ba3eIIMHOBAS,
cudonHas u ap.). [locie KIU3MBlI yepe3 CyKEHHYIO 30HY B PaCUIUPEHHBIA OTIENT

TOJICTOM KHUIIKM BBOJSAT Ta300TBOAHYIO TpyOKy Ha 1-2 4. BHyTpp Ha3HauaroT
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pacTUTENbHbIE Maciia (IIEPCUKOBOE, MOJCOIHEYHOE, OJIMBKOBOE), KOTOpBIE AAIOT
JETSAM sICEJIBHOTO BO3pacTa Mo 1 4alHOM, TOIIKOJIBHOIO MO 1 necepTHOM, HIKOIBHOTO
- mo | cronoBoil JIokKKe 3 pa3a B Ac€Hb. PeryiasipHoe ONOpOXHEHUE KHUILICYHUKA
YMEHBIIAET WHTOKCUKALMIO M TO3BOJSET XOPOLIO MOATOTOBUTH OOJIBHOTO K
ornepauuyd. B HEKOTOpBIX Cily4asX HWHTEHCUBHO IIPOBOJHMMBIE KOHCEPBATHBHBIC
MEPOIPUTHS Jak€ B YCIOBUSAX CTaliOHapa HE JalT JOJDKHOro 3¢dekra, U
COCTOSIHME pEOEHKAa IPOrPECCUBHO YXYAIIAaeTcs. OTUM OOJIBHBIM  II0Ka3aHO
HaJOKE€HHWE NPOTHUBOECTECTBEHHOIO 3aaHero nmnpoxoga. Ilpm 3HauuTEIBLHOM
MOBBIIICHHUH TOHYCA BHYTPEHHEro c(uHKTEepa (0COOEHHO MpHU peKTaIbHOU (popme
Oone3nn ['mpmmpyHra) A yiaydlleHUs [accaka IO KUIIEYHHKY C YCIEXOM
OPUMEHSIOT MAJBLEBOE PACTSHKEHUE 3aJHET0 IMpPOXoJa I0J HapKo30oM. OTy
poLEeAypY HOBTOPSIIOT ¢ uHTepBasioM 10-14 nueit.

[Ipy moaroroBke K oOmepaluu MPOBOIAT HH(PY3HMOHWYIO Tepanuio. Ee 1enb
BOCCTAHOBJIEHHE O0bEMa IHMPKYIMPYIOIIEH KPOBH, IMOCKOJBKY IpPH HHU3KOH KH-
IIEYHOM HENpOXOAMMOCTH, OCOOEHHO TIpH TMO3JAHEW JAMarHOCTUKE, OO0JIbLIOE
KOJIMYECTBO >KUJIKOCTH CEKBECTPUPYETCS B MPOCBETE «IIPUBOJALICH» KUIIKH. OO0beM
uHpy3un omnpenenstor u3 pacuera 20- 30 mu/kr Ha 2 4. B kadectBe 0a30BbIX
UCITIOJIB3YIOT COJIEBBIE PAacTBOpPHI. [Ipn HaMM4YMKM TUNONPOTEMHEMUH, Pa3BUBAOIIIEHCS,
KaK MpaBWIO, MpPHU MO3AHEH JAMATHOCTHUKE, HEOOXOAMMO IEpeNuBaHUE OEIKOBBIX
npemnapatoB (5% pacTBop anbOyMHHA WM HaTUBHAA IJ1a3Ma).

Xupypruueckoe Jnedenue. IlocraHoBka nuarHo3a Oone3nu ['wpmmnpysra -
NOKa3aHUe K XUPYPrUYeCKOMY BMeEIIATENbCTBY. [J1aBHas UeEIb ONEPATUBHOIO
JICYEHHS TI0 BO3MOYKHOCTH IMMOJHOE YAAJIICHUE araHTJIMOHAPHON 30HBI, PACIIMPEHHBIX
OTIIEJIOB M COXpaHeHHE (PYHKIHMOHUPYIOIIEH YacTW TOJCTOW KHUIIKHU. [IpuMeHstor
panukanbHbie onepanuu CeeHcona, Coase, J[roamens.

[Iporno3 npu 6one3nu ['mpuinpyHra OTHOCUTENBHO OJIarONpUATHBIA B Cllydae
IIPOBENICHUS XUPYPIUUECKOTO JICUEHUS O PA3BUTHS OCIOKHEHHM.

JeguuuTt 3HTEePpOKNUHA3BI

JepuuuT >HTEPOKMHA3BI (HEAOCTATOYHOCTb JHTEPONENTHAA3) - BPOXKICHHBIN
WM TPAH3UTOPHBIN, MPOSBIAIONIMICS BHYTPHUIIOJOCTHON MalibabcopOruen neduimr
dbepMeHTa, KOTOpBIN MpeBpaliaeT TPUIICKHOTEH B TPUIICHH W aKTHUBUPYET BCE
OCTaJbHbIE POTEOCOTUTUUECKIE (PEPMEHTHI.

dnuaeMuoJorum. 3aboieBaHHE€ OTHOCUTCS K PEIKUM, TOYHO pacIpo-
CTPAaHEHHOCTh HE YyCTaHOBJIeHa. Bmnepseie omucano XagopHom u IlomOHOBCKH
(Hadorn, Polonovski) B 1969 r., BcTpeuaroTcsi ceMeiiHble citydau 3a0osieBaHus (y
cuOcoB). Manburku 00JICIOT Yalle, 4YeM JICBOYKH.

Kaacenpukamusi. OT™MeyaroT cTeneHb TSKECTH, OCI0KHEHUS (TUnoTpodus,
aHeMUsl, OTEUHbII CUHAPOM U 1p.). CTENneHb TAKECTH ONPELISIIOT C yYETOM
BBIPOKEHHOCTHU TUNoanbs0ymMnHemnu: jgerkas 30 25 r/n, cpennsist 25-20 1/11, Tsxenas
- Hike 20 /.

Jdtnonorus. 3a0oyieBaHUEe HACIEACTBEHHOE. THM HaclieqoBaHUSA -ayTOCOMHO-
pEIeCCUBHBIN. Y TIIyOOKO HETOHOIIEHHBIX JETEH OTMEYaloT TPAH3UTOPHYIO HEJ0-
CTaTOYHOCTh SHTEPOKHHA3BI, IPOXOISIILYIO IO MEpE CO3peBaHMs peOeHKa.
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IlaTorene3. DHTepokMHAa3a (KUILIEYHAs] HSHTEPOMENTHA3a) BhHIPAOATHIBACTCS
KeJe3aMy CIM3UCTON OO0O0JIOUKM TOHKOM KHUIIKH, aKTUBUPYET MNaHKpEaTUYeCKUu
(dbepMeHT TPUIICUHOTEH, MepeBoAs ero B TpumcuH. [lpu aedunure sHTEpOKHMHA3HI
oOpa3yloTcs  JUIIb  HEOOJbIIME  KOJMYECTBa  TPUIICMHA,  00Jajarolue
HEJIOCTAaTOYHBIM TMPOTEOJIUTUYECKUM JeiicTBueM. Kpome Toro, mpu gedunure
TPUIICUHA CHUKACTCS aKTHBAIMS BCEX OCTAJbHBIX MPOTEOIUTHUYECKUX (PEepMeH -
tToB.Kak crencTeue, cTpagaer pacuierieHue 0eiaka, B TOHKOM KHIIKE YCUJIMBA I0TCA
THWIOCTHbIE Tpouecchl. Hapsimy ¢ auapeeil m oOlMMHM TNpU3HAKAMH Mallb-
abcopOLMK  pa3BUBAIOTCS THUIONPOTEHMHEMHUSI M THUIIONPOTEUMHEMHUYCCKUE OTEKHU
(BILTOTH JTO aHACAPKH).

Kannudeckas kaptuna. CuMnTomsl 3a00JI€BaHUS MIPOSBIIAIOTCS C POXKACHHUS,
O0COOCHHO MPOTPECCHPYIOT MPU MEPEBOJE HA HMCKYCCTBEHHOE BCKapMJIMBaHHE. Y
neTedl HaOJMIOJarTCAd 4YacTblid BOASHHMCTBIA CTyJ, pBOTa. HapacTtaroT npusHaku
OENKOBOWM  HENOCTAaTOYHOCTH. Pa3BuBarOTCS mporpeccupyomas runoTpodus,
3aJiepKKa pa3BUTHS, AepuiuTHas aHemus. [Ipu 3HAYUTENBHON THIONPOTEHHEMUU
BO3HUKAET OTEYHbIN cuHApoM. Hapymiaercs ¢popmMupoBaHue HMMYHHOH CHUCTEMBI.
BonbHbIE CTpamalOT YacTbIMU HH(EKIUAMH JbIXaTeNbHBIX IyTEeH, OTUTaMU,
KUIIEYHBIMU HMHpeKkuusMu. M3penka pas3BuBaeTcsi creaTo3 INedyeHu. Bo3MoxkHa
BTOPHYHAs JJAKTa3Hasl HEAOCTaTOYHOCTb.

JlnarHocTuka Oa3upyercss Ha paHHEM IMOSBICHUM BOASHUCTON TUCHENCHH,
OBICTPO HapacTaroLEN THIIOTPOPHH.

JlabopatopHass  AuarHocTUKU. [Ipm  KONPOJOTMYECKOM  HMCCIIEAOBaHUU
XapakTepHbl cABUT pH B IIETOYHYIO CTOPOHY, CTeaTopes, peakius Kajaa Ha OeloK
NIOJIOXKHUTEIbHA. B CHIBOPOTKE KPOBHU IMIIONPOTEHHCMHUS. B TTAaHKpEaTHYECKOM COKE
TUIIMYHO OTCYTCTBHE TPUIICMHA TMPU HOPMAJIBHOM YPOBHE WM YMEPEHHOM
CHW)KEHUM COJIEP KaHMSI JIUIA3bl U aMUJIA3bI.

OnpenensroT KOJIWYECTBO HHTEPOKHMHA3bl B CEKPETE JIBEHAALATHIIEPCTHON
kuiikd. B HOpMe oHO coctaBisieT 45 337 en./mn. CopepkaHue SHTEPOKHMHA3HI B
KUILIEYHOM (yOJ€HAJIbHOM) COKe <45 e/1./MJI CUUTaIOT NOHUKEHHBIM.

Hcnone3yloT TecT ¢ A00aBlI€HHEM K JAyOJICHAJIbHOMY COKY SHTEPOKHHA3bI.
[loBplIEHME MOCAE ATOrO B COKE AKTUBHOCTM TPUIICMHA MOATBEPKIACT
YHTEPOKUHA3HYIO HEJOCTATOYHOCTb.

NHcTpyMeHTanbHast ~ JUArHOCTUKAa.  BBIABISIOT  CHUXKEHHUE  aKTUBHOCTH
HSHTEPOKUHA3bI B OMONTATE CIAUZUCTOU 000JIOYKH TOHKOUW KUIIKH.

HuddepeHunanbHbplii AUAarHo3 MPOBOJUTCA C HW30JUPOBAHHBIM JACPUIIMTOM
TPUIICUHOT€HA, MYKOBUCLIH]IO30M.

W3ommpoBaHHbId TeUIMT TpUTICHHOTeHA onucad TayHzom (Townes) B 1966 .
Hacnenyercs 1o ayTOCOMHO-pEelECCMBHOMY Tully. KiIMHMYECKMe CUMIOTOMBI
NOSIBJISIIOTCSL  BCKOpE TMOCie pokaeHus pebOenka. HesaBucumo oOT xapakrtepa
BCKapMJIUBaHUsl HAOIOMAaeTCsl 3JI0BOHHBINM  KammuieoOpasHbli  CTyl.  BeICTpo
Hapymaercs (U3nueckoe pa3BUTHE, PA3BUBAIOTCS TUMOTPO(Us, aHEMHUS, HEHTPO-
NeHus, peTUuKynounTtos3. [losBIAOTCA runonporenHeMuyeckue oteku. [loBblimieHa
IKCKpenusi OenkoB W kupa c KaioMm. [lpu mguddepeHnnansHOil AUArHOCTHKE
pemaroniee 3Ha4yeHUEe MMEET OTCYTCTBUE B AYOACHAIBHOM COJEPKUMOM TPHUIICH-
HOT€Ha IPU HOPMAJIBHOM COJIEPKAHWUU aMUJIa3bl, JINAa3bl, XUMOTPUIICHHOT €HA.
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[TokazareneHn TecT ¢ A00aBIEHUEM K JyOJIEHATBbHOMY COKY SHTEpOoKHUHa3bl. [Ipu
neduuuTe TPUIICMHOT€HA aKTUBHOCTh TPUIICUHA TIPU 3TOM HE MOBBIIIAETCS.

IIpu muddepeHnnanrbHON IUArHOCTUKE C MYKOBHCIHIO030M (CM. pasza. 8.6)
UMeeT 3HayeHUE HOpMajbHas MOTOBas Mpobda M MPU SHTEPOKMHAZHOM HEIO0CTa-
TOYHOCTH, ¥ MIPU U30JIUPOBAHHOM JIe(DULIUTE TPUTICUHOTEHA.

IIpumep dopmyaupoBku auarHo3a. Jlepuur ->SHTEpOKHHA3BI CpeaHEH
creneHu Tsokectu. ['unorpodus Il crenenu, nepuop pasrapa. benkoBoaedunutHas
TUIIOXPOMHas!, pEr€HEPATOPHAs aHEMUS CPETHEN TSIKECTH.

Jleuenne. HemenukamenTo3Hoe jiedeHne. Ha 1-M rogy KU3HH PEKOMEHIYIOT
IIPOJIOHTUPOBAHHOE IPYJHOE BCKapMiMBaHueE. [Ipu MCKyCCTBEHHOM BCKapMIIMBaHUHU
U mocye 1-ro roja >KM3HU Ha3HAYalOT AUETY C MOBBILIEHHBIM COJEpKAHHEM OeliKa,
OEJIKOBBIE THAPOJIM3ATHI.

MenukamenTo3Hoe siedeHue. (OO0s3aTenbHO  NpPUMEHEHHE  (PEPMEHTHBIX
npenaparoB, cozepkamux mporeassl (Mesum @opre.Kpeon, Ilanuutpar). o3y
NoJOMPalOT HMHIMBUIYAIbHO, OPHUEHTHPYACh Ha YIydlIeHHE XapakTepa CTyja,
yMEHbllIeHHE OeNKa B Kaje, MOJOKUTEIbHYI0 TMHAMUKY Macchl Tena. 11pu oTeuHom
CUHJIPOME, CBSI3aHHOM C JeduuuToM Oenka, MPOBOAAT MapeHTEPaJbHOE BBEACHUE
anbOyMUHa.

XUpYypruvecKkoe JIEYEHUE HE TIOKa3aHo.

[Ipodunaktuka He pazpaboTaHa.

[loka3anuss K KOHCYJbTallMM JpYrux crnenranuctoB. Ilpum anemuzanmu
1eaecooOpa3Ha KOHCYJIbTalMsl TeMarojora. BakuuHanuo npoBoAsST MOCie KOHCYJIIb
Tallid UIMMYHOJIOTA.

[lokazamus x rocrurtanms3anuu. [IpoBeneHne NEPBUYHOM JUATHOCTHKH.
BolpakeHHbIE OTEKH, HEOOXOAUMOCTh HH(PY3MOMHOW Tepanuu. CenTHYEeCKoe Te-
yeHue UHQEKIui.

IIporHo3 mnpu CBOEBpPEMEHHOW [MAarHOCTUKE M KOPPEKIUH OJaronpHUsITHBIN
Xopomuit 3¢ heKT naeT coOIoeHne TMEeTh B COYETAaHUU C Tepanuei pepMeHTaMu,
OEJKOBBIMM THApOJIM3aTaMU. Y MAlMEHTOB MOJHOCThIO BOCCTAHABJIMBAIOTCS Macca
Tena, ypoBeHb Oejgka M TIeMOrjo0MHa B KpOBU. YMEHbBIIEHUE KIMHUYECKUX
MPOSIBJIICHHM 3a00JI€BaHUs OTMEYAIOT mociie 6-12 ner.

I[ncaxapnz[amaﬂ HEeA0CTATOYHOCTDb

JucaxapugasHasi HeJO0CTATOYHOCTb - TpYMNNa KIMHUYECKUX CHUMIITOMOKOM-
IJIEKCOB MajibaOcopOuuu (auapesi, MHTOKCUKAIMs), OOyCIIOBJIEHHAs HapyIIEHUEM
(epMEHTaTUBHOTO PaCIICTIJICHHsS] B KHIIEYHHUKE IUCAXapUAOB (JIAKTO3BI, Caxapo3bl,
MaJIbTO3bl, NU30MaJIbTO3bI, TPETAJIO3bI).

Onuaemuosorus. JlucaxapuaazHas HEAOCTATOYHOCTh - CAaMbI YacThIA BHJI
cCUHApOMa MajbabcopOuu. BpoxkaeHHble (QOpMBI BCTPEHAIOTCS Ka3yHMCTHUYECKHU
penxko. B mepBeie MecsIBpl KW3HM Y TIyOOKO HEIOHOIIEHHBIX AETEH OTMEYaroT
TPAH3UTOPHYIO  JIMCAaXapuAa3Hyl0 HEIOCTAaTOYHOCTh BCJEICTBUE HE3PEIOCTH
(epMEHTAaTUBHBIX ~ CHCTEM  JHTEPOLUTOB. Bropuunas ~ ngucaxapupasHas
HEJOCTAaTOYHOCTh YacTO pa3BUBAETCA NPU BOCHAIMUTEIBHBIX, TOKCHYECKHX MU
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TUCTPOPUUECKUX MOPAKEHUAX CIM3UCTON 000JOUYKM TOHKOHM kuiku. Kpome Bcero
IpOYero, C BO3PAaCTOM MPOMUCXOAAT OSTHUYECKH OOYCIIOBIEHHBIE W3MEHEHUS
AKTUBHOCTHU OTJEJIBHBIX JUCAXapH/Ia3.

Knaccupukanusa. B sHTeponuTax Ciam3ucTO O000NOYKM TOHKOM  KHUIIKH
BbIpa0aThIBAlOTCS 5 aucaxapujaas: JlakTasza, caxapasa, MajbTa3a, M30MajbTa3za U
Tperaiasza, oOOJIaJalolIMe BBICOKOM CNEUM(UUHOCTPIO M  PACIICIUISIOUIUE CO-
OTBETCTBYIOIIIME JUcaxapuipl. BcTpedaroTcs creayromue BapuaHTbl JHCaxapu-
JA3HOM HENOCTAaTOYHOCTH: JIaKTa3Has, COYETaHHAs cCaxapa3o-u30MasbTa3Hasl.
ManbrazHasgs HEZOCTaTOYHOCTb, KaK IIPABWIIO, HE PAa3BUBACTCS, BCIEICTBUE CY-
niecTBOBaHUs 4 M303H3UMOB. TperanazHas HEIOCTATOYHOCTH MPOSIBISETCS PEIKO B
CTapllIeM BO3pacTe.

JIakTa3Hast HeJOCTAaTOYHOCTD

JlakTa3Hasi HETOCTATOYHOCTH (HETOCTATOYHOCTH |0eTTa-raJJaKkTO3uaa3bl ) - KIIH-
HUYECKUH CHMITOMOKOMILIEKC, OOYCIIOBJICHHBIM HapyIIeHHEeM (epMEeHTAaTUBHOIO
pacUICIJICHUS JIAKTO3bl B KUIIICYHUKE.

Onuaemuoaorusa. BpoxnaenHas ¢opMa JlakTa3HOM HEJOCTATOYHOCTH BCTpeE-
qaeTcs kpaitHe peako. IlozmHss dopma NepBHYHON JIaKTa3HOM HEIOCTAaTOYHOCTH
pacipocTpaHeHa OYeHb MIUPOKO, HO UMEET dTHHUUECKHE pa3nuns (Taba. 1.1).

Knaccuduxanus. [1o cTenenu BeIpaX€HHOCTH: YacTUYHas (THIOJIAKTA3Hs) WIIN
noHas (anaktasus). [1o mIporCXOKISHUIO Pa3InyaloT MEPBUIHYIO

Taoauna 1
PacnpocTpaHeHHOCTH MO3HEH JIAKTA3HOI HE0CTATOYHOCTH B 3ABUCHMOCT M OT
ITHUYECKOW MPUHAIJIEKHOCTH

[Monmymsimua | PacnipocTpaneH- [Honynsunn Pacnpocrtpanen-
HOCTb, % HOCTb. %
Pycckue (CII6) 15,7 WTanbsHITBI 55
Poccusine (PO) 1544 ['pexu 67
YKpauHIIbI 21 [pirane 70-95
DCTOHIIBI 33,3 ApaObl 80.5
DuHHEBI 11,3 Kuraiiie: 56-100
Hemitbr 14 SIToHIEI 73-100
Jatuane 3 benbie 8-25
CEBEPOAMEPUKAHIIBI
Benrpsol 37 CeBepoamepuKaHCKUE 93-100
WHJCHIIBI

(TeHEeTHYECKH JNETEPMUHUPOBAHHYIO) U BTOPUYHYIO JIAKTA3HYH) HEIOCTATOYHOCThH -

pe3yJbTaT TMOPAKEHHUS CIU3UCTONM  OO0O0JIOUKM TOHKOW KUIIKH. [lepBuuHasi:
BpoXJeHHass (paHHSsA), TpaH3UTOpHAs (HEJOHOIIEHHBIX), MO3AHAA  (OHTO-
reHeTudeckas). Bropuunas: HHOEKIIMOHHO-BOCHIATUTENbHAS, JUCTpoduyuecKas,

AJNICPIrUICCKaa, MCANKAMCHTO3HAas.




ITHOJIOTMHU. ['€H, KOOUPYIOIIHUA CHHTE3 JIaKTa3bl, JIOKAJIM30BAH Ha 2-M Xpo-
MocoMme - 2021. Paznuuust B CTeNEHU aKTUBHOCTHU JIaKTa3bl HE SBIIAIOTCS PE3yJIbTaTOM
MyTallMi, a PpEryJupyroTcs TpaHCKpUILMEH TreHa, 3aBucsmerd ot MPHK.
Bpoxaennasi JakTazHas HeEAOCTATOYHOCTHb (BPOXKICHHAS AJIAKTA3Usl) - re-
HETHUYecKoe 3a00yieBaHue, IPU KOTOPOM JIMOO (hepMEeHT BOOOIle HE CUHTE3UpYeTcs,
MO0 CUHTE3UPYETCS B HEAKTHMBHOW (popMe B TE€UEHHE BCEU >KMU3HHU MPHU COXPAHHOM
CTPOCHHUU DHTEPOLUTOB. Y (PUHHOB OMHUCAHBI CIy4yal BPOXKICHHOM JaKTa3HOU
HEJIOCTaTOYHOCTH, HMEIOIINE ayTOCOMHO-PELIECCUBHBIA THUIl HACICAOBAaHUS, -
«peneccuBHble  3a0oneBaHusi  (UHCKOTO  THUMa». BpoxkneHHas — jakTa3zHas
HEJI0OCTATOYHOCTh BCTPEYAETCSI OOBIYHO y JIETE€W OT POACTBEHHBIX OPAKOB.

VY nereit, ponuBmuxcsa panee 34-36-i1 HeenM recTaluy, JIaKTa3Hasl CUCTEMa He
co3pena M HEOOCTATOYHO AaKTHMBHA TPAH3UTOPHASA JIAKTA3HAd HEJI0CTATOYHOCTH
HeoHomeHHbIX.IIo Mepe co3peBanus pebeHka mnpu 3TOM ¢GopMe aKTHUBHOCTh
JAKTa3HOW CHCTEMBI IMOBBIIIAETCS.

Io3aHsAsE mepBUYHASL JAKTA3HAS HEAOCTATOYHOCTH (JaKTa3Has HENOCTa-
TOYHOCTb B3POCJIOrO THIA, STHUUYECKH OOYCIIOBJIEHHAs JIAKTa3HAsi HEJOCTaTOUHOCTD,
KOHCTUTYLIMOHAJIbHASI,  OHTOIE€HETUYECKasi) TEHETUYECKH JETEPMUHHPOBAHHOE
COCTOSIHME IIOCTEIIEHHOIO CHMXKCHUS AaKTUBHOCTH JIAKTa3bl IIOCJIE 3aBEpLICHUS
neprojia MOJOYHOTO BCKapMIIMBaHUs peOCHKA. OTHUYECKHE pa3iuyus B
pacipoCTpaHEHHOCTH  TO3JHEH  JlaKTa3HOM  HemocrtaTtouHoctd  (tabm.  1.1)
0OyCJIOBJIEHbI HAIMOHAJIBHBIMA OCOOCHHOCTSIMU THUTAHUS M SBOJIIOLMOHHBIMU
MPUCIIOCOOJIEHUSIMU K HHMM TIPEJICTABUTENEH pa3HbIX HApPOAOB, 3aKPENUBILIUXCS B
reHeTHYeCcKOM Kogne. 11031HsAs makTa3Has HEZOCTATOYHOCTh UMEET MOCTOSIHHBIN, HO
YaCTUYHBIA XapakTep, T.€. MAallMeHT B COCTOSHUM IE€PEBAPUTh HEOOJbIIOE
KOJINYECTBO JIAKTO3BI.

BropuuHas nmakTa3Has HEIOCTATOYHOCTb - CHWKEHHE AKTUBHOCTH JIAK-
rasbl, CBI3aHHOE C MOBPEXICHUEM SHTEpOonHUTOB. Ha cnusuctoit 00004Kke TOHKOU
KULIKY JIaKTa3a pacroiokeHa OJIM3KO K BEpUIMHE BOPCHH IETOYHOW KalMbl. DTO.C
OJTHOM CTOPOHBI, 00eCIIeYNBAET ONTUMAJIbHBIM KOHTAKT C MUIIEBBIM CyOCTpaToM, HO,
C APYrO¥ CTOPOHBI, ONIPEAEISAET €€ MOBBIIEHHYI0 PAHUMOCTD.

[ToBpexkaeHre SHTEPOLMTOB BO3MOXKHO INPU HHPEKIMOHHOM 3HTEpuUTe (po-
TaBUpycHasi MHOEKIUsS U Jp.), paAUaIllMOHHOM dSHTepuTe, O0one3nn Kpona ToHkon
KUIIKY, aJJIEPTHYEeCKOM HHTEpomnaTuu (ajuieprusi K OelkaM KOPOBBETO MOJIOKA).
[IpuunHOM 7naKkTa3HOM HEIOCTATOYHOCTH MOTYT TOCIYXKUTh AUCTpoduueckue
W3MEHEHHS CIU3UCTON 000J0YKK (TspKenas TUnoTpodusi, LCIuakus. JIMOIHO03,
MEMKAMEHTO3HbIE BO3JEHCTBHUSA), a TAKKE YKOPOUEHHUE TOIIEH KUILIKHU B pe3yJbTare
pe3exkuuu. [lpu BTOpu4HOM JaKTa3HOM HEJOCTATOYHOCTH MOBpPEXKIECHUE (EPMEHTHOM
CUCTEMbl HOCUT YaCTUYHBIA M TPAH3UTOPHBIA XapakTep, MOCJIE YCTPAHEHUS
NOBpEXIaoIIero (akropa aKTUBHOCTh JIaKTa3bl BOCCTAHABIMBAETCA B TEUEHUE
HECKOJIBKUX JHEU.

IlaTorene3. B cnydae makTa3HOW HEIOCTATOYHOCTH Hapymiaercs (epmeHn-
TaTUBHOE PACUICIUICHUE JIAKTO3bl, KOTOpas IIOCTYIA€T B JUCTAIBHBIE OTEIIbI
KHUIIIEYHUKA, TJI€ TOJIBepraeTcsi OaKTepuaabHOMY OpOXEHUI0O C OoOpa3oBaHHUEM
BOJOPOJA, YIVIEKHCIIOIO ra3a, KUPHBIX KUCIOT: MOJIOYHOM, HMPOIMHOHOBOW, Mac-
JAHOM U ykcycHou. Ilpoucxomur caur pH KHIIEYHOrO CONEPKUMOIO B KHCIYHO
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CTOPOHY. 3a CUET HAKOIUIEHUS OPTaHUYECKHX KHUCJIOT IMOBBIIIAETCS OCMOJIIPHOCTD
KHILIEYHOTO COJIEPHKUMOTIO - PA3BUBAETCS OCMOTHYECKAS AUApes].

Kinnnyeckass KapTHHA JaKkTa3HOW HEJIOCTATOYHOCTH OBIBaeT CBs3aHA C
IPUEMOM MOJIOKAa H MOJIOYHBIX MPOAYKTOB U MPOSBIISIETCS AUAPEEH, CPHITMBAHUEM.
PBOTOM, B3IyTUEM YKMBOTA, IPUCTYNIAMH KUIIEYHOW KOJIMKH, CHI)KEHHUEM alIETUTa,
0eCcroKOMCTBOM, HU3KOM PpHOaBKOM MacChl T€jIa U Pa3BUT UEM THIIOTPODUH.

BpoxneHnHas makTa3Has HEJIOCTATOYHOCTh MPOSABISIETCA C MEPBBIX THEU
#u3HU. CUMITOMAaTvKa HapacTaeT MO MEPE YBEIMYEHUS O0beMa MOJy4aeMOTo
TPYJIHOTO MOJIOKA WJIM MOJOYHBIX cMecel. [locne kaxx1oro KopmMiaeHus NOSIBIIAIOTCS
ypuYaHUE€ B )XKMBOTE, OECIIOKONWCTBO, HEPEIKO CPHITTIBAHUE W PBOTA, a TAKXKE MOHOC.
Cryn yd4allleHHbIN, BOASHUCTBIA, MEHUCTHI C KHUCJIBIM 3aMaxoM, C OOJbIIUM
KOJIMYECTBOM Ta30B, MHOTJA C 3€JeHBI0. BO3MOXHO pa3BUTHE 00C3BOXKHBAHHS WU
Tokcuko3a. IlepeBosi peOeHKa Ha NMUTAHUE OE€3JIAKTO3HBIMU CMECSIMU TPUBOAUT K
OBICTpOM HOpMAaJIM3allMM CTyJla, HapacTaHUI0 Macchl Tena. Bo3oOHOBIeHUE
MOJIOYHOT'O BCKAPMJIMBAHUSI COITPOBOXKAAECTCS PEHUAUBOM KIMHUYECKON KapTUHBI.

[To3nHsAs nakTa3zHas HEAOCTATOYHOCTh HAUYMHAET MPOSBIATHCA MOCIE S-
JIETHETO BO3pacTa U OOBIYHO HE MMEET CTOJb SPKOM cUMNTOMAaTUKH. [lockonbKy B
ATOM BO3pACTE MOJIOKO MEPECTACT ObITh OCHOBHBIM MPOYKTOM MUTAHUS U JIOJIS €T0
B PalMOHE CHUKAECTCSA, CHUMIITOMATHKAa B OCHOBHOM IIOSIBJISIETCS TIOCJE IIpUeMa
JI0OCTaTOYHO OOJBIIOI0 KOJIMYECTBA MOJIOYHBIX MPOAYKTOB. PebGeHka OecrnokosT
ypyaHHE€ B JKMBOTE, METEOpU3M, MOATAIIHWUBAHUC, HEYCTOMYUBBIM  CTYIIL.
KucmoMonounbsle MmpOIyKThI, COAEpKAIIWE HU3KUKA MPOLEHT JAKTO3bl, a TaKXKe
HEOOJIBIINE KOJIMYECTBA MOJIOKA U JIAKTO30COEPKAIINX MPOIYKTOB, KaK MPaBUJIO,
MEPEHOCATCS XOPOLIO.

BTopuuHas nakTa3zHas HEJOCTATOUHOCTbMOXKET BO3HUKHYTH B JIIOOOM BO3pacTe
Ha (POHE pa3TUYHBIX BO3ACHCTBUM, MOBPEXKAAIOIINX CIU3UCTYIO 000JOYKY TOHKOM
Kkuiku. Takumu (akTopaMud MOTYT OBITH OCTphIE KUIIEYHBbIC MH(EKIIMH, 0COOEHHO
poTaBUpycCHasi, 00Jaaronias TPOMU3MOM K JIaKTa3€ U MCIOJIb3YIOIIas €€ B Ka4eCTBE
akuenropa. Ilo wMepe BBI3AOPOBIEHMA HCYE3aOT W CUMITOMBI  JIAKTa3HOU
HEJI0OCTaTOYHOCTHU. [IprurHaMu JaKkTa3HOW HEAOCTATOYHOCTH MOTYT OBITh 3aTSIKHBIC
U XPOHUYECKHE BO3ACHCTBHS - TaKWe€ KaK NUIIEBAasl aJUIEpTusi, LCIUaKus,
JUIMTEIIBHBIN TIPUEM MEIUKAaMEHTOB M mp. B 3TOM cilyyae CMMNOTOMBI JAKTa3HOMU
HEJIOCTATOYHOCTH  MOTYT  HAKJIAAbIBaThCi HAa  CHUMIITOMAaTHUKy  OCHOBHOTO
3a00J1eBaHusl, ObITh HEYETKUMU U MPOSBIISITHCSA YXYAIICHUEM CaMOUYYBCTBUS U CTyJa
nocje ymnoTrpeOseHuss MOJoKa W MOJIOUYHOM mnuid. Iloka3aTenbHbIM —SIBIISIETCS
yIy4dIIEHHEe  COCTOSHMS ~ pebdeHka  Tocjie  WCKIIYEHUs U3 paldoHa
JTAKTO30COJIEPKAIINX MPOTYKTOB.

JIMarHoCcTUKA JIAKTa3HOM HEJOCTATOYHOCTH O0a3upyercsi Ha COIMOCTaBICHUU
KIIMHUYECKOM CUMIITOMATUKH C UCIIOJh30BaHMEM B MHUTAaHUM peOCHKAa MOJIOKa M
MOJIOYHBIX MPOJYKTOB, & TaK)K€ HAa BBIICHEHWW Hamu4us (HaKTOPOB, IPUBOISIINX K
BTOPUYHOM JIAKTa3HOW HEMIOCTATOUYHOCTH. [l Bepudukanmuu auar€o3a BIIOJTHE
JIOCTATOYHO HANIWYUS YOSOUTENbHOW CBSI3M MaHU(DECTalMu KIUHUKA C TPHUEMOM
JIAKTO30COIEPIKALTUX MPOAYKTOB u s exTuBHOCTH nocjaeayonen
AIMMHUHALIMOHHON JUEThl. B COMHUTENBHBIX Cydasix, a TAKXKe y JIETEHd TPYIHOIO

BO3pacCTa, y KOTOPBIX JUArHOCTHUKaA JIaKTa3HOU HCOOCTATOYHOCTH OIIPCACIIACT
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HEOOXOJMMOCTh PAIUKATBHOTO HM3MEHEHHs palroHa, HEOOXOIUMO JiabopaTopHOE
MOATBEPKAECHUE JUArHo3a.

JlabopatopHass aumarHoctuka. OOsi3aTenbHble HccienoBaHua. B kadectBe
CKpPUHHMHIA UCCIEAYIOT KOMPOrpaMMmy, B KOTOPOU IMOCJE HArpy3KH JIAKTO30M MOTYT
OBITh BBISIBJICHBI U3MEHEHHUS: KPUCTAILIBI )KUPHBIX KUCIOT, HomoduibHas ¢iopa npu
OTCYTCTBUHU BOCIAJIUTENIbHBIX M3MeHeHH. Kpome Toro, mocie Harpy3Kd JaKTO30i
MOXeT OBITh OTMEUEHO CHIbkeHue pH kana <5,5.

bonee HanexHBIM, HO MEHEE AOCTYIIHBIM SIBISETCS ONPENEIICHUE COIEPKAHUS
yIJI€BOJOB B Kaje Ha (OHE MOJOYHOTO BCKAPMIIMBAHUSA WM TOCIE HArpy3KH
nakto3ou. [Ipu 3TOM comeprkaHue yrieBOJOB B Kajie y JE€TE€d IPyJHOIO BO3pacTa He
noimxHo mpesbimath 0,25%, a y nmereit crapmie 1 roma sta mpoba AOMKHA OBITH
orpuuareiabHoM. OpHAKO y JeTeld ¢ HapylIeHHEM MaccaXa COIEp>KHUMOro Mo
KHIICYHUKY W B CIydasX BBIPAKEHHOTO KHIIIEYHOTO IHMCOMO03a BO3MOXKHBI Kak
JIO’KHOMOJIOKUTENIbHBIE, TaK U JIOKHOOTPUHATEIIbHBIEC PE3YJIbTAThl YKA3aHHBIX MPOO.

Haubonee yacto mpu AMarHOCTUKE JIAKTA3HOW HEIOCTATOYHOCTH MCIOJIb3YETCs
TECT Ha TOJIEPAHTHOCTH K JIAKTO3€ C HArPy3KOM JIakTO30i (2 I/Kr Macchl, HO He OoJee
50 r) u ornpezelieHUeM KOHIICHTPAIUK TIIF0KO3bI B KPOBHM HaToIak, yepes 15, 30 u 60
MuH. [Ipu 1aKkTa3HON HETOCTATOYHOCTU TTTUKCMUYECKAsi KpUBask UMEET IJIOCKUN BUT
(moawvem yepes 30-60 mun He O6osee 25%, npakTudecku He 6onee 1 mmounb/i). [locne
npueMa JIAKTO3bl HEPEIKO HAONIOAAIOTCA U KIMHUYECKHME CUMIITOMBI 3a00JIeBaHUS.
OpaHako Mpu HapyILICHUH BCACBIBAHMS CIIM3UCTOM O0OJIOUYKOM KUIIEYHUKA PE3yJIbTat
POOBI MOKET OBITh HEJJOCTOBEPHBIM.

JononnutenbHble uccaeaoBanuu. Iupoko pacmpocTpaHeHa 3a pyOekoMm, HO
TpeOyeT Je(UUUTHOH JOPOTOCTOSIIEH Tra30aHATUTUYECKON amnmaparypsl Me-
TOAMKAONPEICTCHUMKOHIEHTPAIIMM BOJOPOJa B BBIJIBIXAEMOM BO3JlyX€, MPOObI
KOTOPOro coOMparoT A0 M Kaxnaple 30 MUHYT B T€UEHHE 3 4 IMOCJE HArpy3Ku JIaK-
T030i. B crydae makTa3HOW HEJOCTATOYHOCTU W HAPYIICHHUS (PEPMEHTATUBHOTO
pacuierieHus JIaKTO3bl B pe3yJbTaTe pacIIeIUieHus ee OakTepuaabHOM ¢iiopoit
KUIIIEYHUKA BBIICNIAECTCS BOJAOPOI (2 TaKXKE YIIIEKUCIBIN ra3), KOTOPBIM BCAChIBACTCS
U BbLAEISIETCS yepe3 Jierkue. KoHueHTpanus BoJIopo/ia B BbIABIXaEMOM BO3AyX€ IIPU
JIAKTa3HOM HEIOCTATOYHOCTH MOCJE HArpy3KH JIAKTO30M MOBBIIIAeTCA 0ojiee yeM Ha
0.1 mu/muH, un Ha 20 ppT (YaCTHUI] HA MUJUTHOH).

NucTpymeHTanbHass  auarHoctuka. lIpm  nuarHocTMKE — JakTa3HOM — He-
JOCTATOYHOCTH HCHOJB3YIOT OINpPEACICHHE aKTUBHOCTU JIaKTa3bl B OMOINTATax WM
CMBIBaxX CO CJIM3UCTON OOOJOYKM TOHKON KHUIIKH. DTOT METOJ SIBISETCS «30J0THIM
CTaHAAPTOM» U1 JHATHOCTUKM BPOXKIAECHHOM JAKTa3HOM HEIOCTATOYHOCTH.
MHBa3MBHOCTh METOJAa OIPAHMYMBAET €ro HCHoyb3oBaHue. Kpome Toro, mnpu
BTOPUYHOM JIaKTa3HOW HEIOCTATOYHOCTH TMOBPEXKICHUE CIM3UCTON 000JIOYKU
KUIICYHUKA MOXET MMETh MO3aWuYHbIA  XapakTep. OJTO PE3KO  CHIKAEeT
YyBCTBUTEJIIBHOCTh METOMUKHU. JUJII JUAarHOCTHMKA NEPBUYHOM MO3AHEHU JIAKTa3HOM
HEJIOCTATOYHOCTH TakKXe MPEeJIoKeHa MOJIEKYJIIPHO-T€HETUYECKasi JHarHOCTHKA,
OCHOBAHHasl Ha BBISIBIICHUH MYTAllMU T€HA-UHTPOHA.

NuddepenunanbHaMii IUArHO3 TPOBOAAT C ajjieprueidl K OeaKkaM KOpPOBHETO
MOJIOKA, HEJOCTATOYHOCTBIO NIPYTUX JHUCaxapuaa3, MalbaOcopOIel TIIIOKO3bI U
rajlakTo3bl, (PPYKTO3HI.
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Annepruu kK OenKaM KOPOBBETO MOJIOKa OOBIYHO BO3HUKAET Yy ACTEH C OTATrO-
LICHHBIM aJUIEProJIOTMYECKUM aHamMHe30M. Kak mnpaBuio, y HHX Hapsgy C JHC-
METICUEN OTMEYAIOT MPOSIBICHUS AaTOIMMYECKOro JepMarthuta. B KpOBH - 303MHO-
¢bunus, noBbIlIeHHE YpoBHSI obOmiero u crneuuduueckoro IQE. caxaphas kpuBas c
HArpy3KOM JIAKTO30M HE U3MEHEHA.

Caxapa3Hass HEJAOCTAaTOYHOCTb MPOSBIISIETCS IOCJHE YHOTPEOJICHHs] OBOIIEH U
GpyKTOB, MalbTa30-U30MANIbTa3HASI KpaxMajCcoJepKalluX MPOIYyKTOB, TperajazHas
MOCJIe yMOTPEOJICHUS B MHUILY TPUOOB. DIUMUHAINS HETIEPEHOCHUMOTO JHCaxapuia
MPUBOJNUT K OBICTPOMY BOCCTAHOBJICHUIO HApYyMICHHBIX (QDYHKIWHA KumieuyHuka. [Ipu
Harpy3ke MOpeanojaraéMbiM, IJI0XO0 MEPEHOCUMBIM JMCaXapHUIOM caxXapHasl KpuBas
IIJIOCKAs.

[Ipn ManbaOcopOIMU TIIIOKO3bl M TajJaKTO3bl MOSIBICHUWE JUAPEU CBSI3aHO C
ynoTpeOJaeHreM He TOJIbKO MOJIOKa, HO U crnagocteit. JnuddepeHnnaabHbiM TECTOM C
JAKTa3HOW HEJOCTATOYHOCTBIO SIBJISIETCS CaxapHasi KpUBasi C HArpy3KOM TIIFOKO30M U
rajlakTo30M, KOTOpass NpH JIAKFra3HOW HEJOCTATOYHOCTH HOpMallbHasi, a Ipu
MajbaOCOPOINH TIFOKO3bI U TATAKTO3bI - IJIOCKAS.

MansabcopOrust ppyKTO3bl TAKKE MPOSIBISIECTCS BOJSHUCTON Juapeeil mocie
ynotpeosienust cokoB U ¢pykToB. CaxapHas KpuBas C JaKTO30M HE H3MEHEHa, C
bpyKTO30ii - MII0CKAS.

[Tpumep dopmynupoBku auaruoza. OOOCTpeHHE XPOHHUECKOTO 3SPO3UBHOTO
racTpoayOJICHUTA, BTOPUYHAA JIAKTa3HAsI HEJOCTATOYHOCTb.

Jleuenne. HemeaukamenTo3Hoe JiedeHHe. OCHOBY JICUYEHHs JIAKTAa3HOU
HEJIOCTATOYHOCTH COCTAaBJIAET palMOHAIbHAS JIUETOTEpanus IOATallHOE WH-
JTVMBHUAYaIbHOE MUHHUMAJIbHO JIONMYCTUMOE OTpPaHWYEHUE TMOTPEOJICHUS JIAKTO3BI.
[TomHOCTBIO HWCKIIIOYATh JIAKTO3y W3 MUTAHUS peOCHKA HEXKENaTelIbHO, TaK Kak
JIAKTO3a SBJISIETCS CaMbIM aKTUBHBIM TMPEOUOTUKOM, a TakKXe eIUHCTBEHHBIM
HMCTOYHUKOM TajakTo3bl, HeoOxoaumou s HopMmanbHOo pa3Butus [[HC. Kon-
TPOJIEM JOCTAaTOYHOCTHM OTPAHUYCHHS SBIACTCS JIMKBUAAUUS JUCIIENTHYECKUX
CUMIITOMOB, HOpMay3aiusi kKomporpammbl U pH kama, a taxxe (Hauboisee To-
Ka3aTeIbHO) HOPMAJIU3AIIHS YPOBHS SKCKPEIIMH YTIIEBOIOB C KaJOM.

Hereil, HaxomsIMXCS Ha €CTECTBEHHOM BCKAapMJIMBAaHUHU, PEKOMEHIYIOT
MpPOJOKATh KOPMUTH TPYIHBIM MOJIOKOM, HO HAUMWHATh KaXJ0€ KOPMJIEHUE C
MOPIIMU CIEXKEHHOTO MOJIOKa ¢ J00aBlieHHEM Ipenapara JakTas3bl, a 3aTeM J0-
KOPMUTb peO€HKa U3 TPYAH.

JeTaMm, HaxoAsSIIMMCA Ha MCKYCCTBEHHOM WJIM CMEIIaHHOM BCKapMJIMBAaHUH,
MoAOUPAOT MUTAHUE C MAKCUMAaJIbHBIM KOJIMYECTBOM JAaKTO3bl, HE BBI3BIBAIOIINM
KIIMHUYECKOM CHUMMOTOMATUKU M TOBBIIMICHUS HKCKPEIMU VYIJIEBOJOB C KajoM.
NHnuBuayanbHbIA MOJ00p MUTAHUS TTPOBOIST, KOMOMHUPYs 0€3JIaKTO3HYIO CMECh B
cootHomeHnu 2:1, 1:1 nmm 1:2 co craHmapTHOM amanTHPOBAHHOM CMECHIO. JIWIIb
pu HeAPGEKTUBHOCTH TAKOTO T0100pa HU3KOJIAKTO3HBIC WM OE3JTaKTO3HBIE CMECH
(cM. HUXE) UCIIONIB3YIOT B KAYECTBE OCHOBHOTO MPOAYKTa nuTaHus. [Ipu nakTazHoit
HEJIOCTAaTOYHOCTH Ha (OHE aIepruu K OelKaM KOPOBBETO MOJIOKa KOPPEKITUIO
JUETHI TIPOBOJIAT C UCIIOIB30BaHNEM 0€3JIaKTO3HBIX CMECE Ha OCHOBE THIPOJIU3ATOB
Oernka.
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[Ipy BTOPUYHOM JAKTA3HOW HENOCTATOYHOCTH TJIABHOE BHHUMAHUE YJIECIISIOT
JICYEHUI0 OCHOBHOTO 3a0osieBaHusi. CHUKEHUE KOJIMYECTBA JIAKTO3bl B IMHILE MPH
OCTpBhIX 3a00JeBaHUSAX SBIAETCA BpPEMEHHBbIM. Harmpumep, npu poTaBUPYCHBIX
DHTEPUTAX NOCTATOUYHO OrPAaHUYEHUS MpPHEMa MOJIOKAa B TEYEHHUE BCETO0 HECKOJBKUX
JTHEH, TaK KaK KUIIECYHBIA SMUTENUN ObICTPO PEereHeprupyeT U BOCCTAaHABIUBAET CBOIO
CTPYKTYPY.

[Ipn xpoHuyeckux 3a00JEBaHUAX KHUIICUYHHKA PEKOMEHIYIOT Ha3HadyaTh HU3-
KoJlakTO3HbIEe cMecH (kuciomonounbli HAH, Hu3konakTo3ubsii Hytpuion, OMHeo),
a B TSDKEJIBIX CIIyYasX - MEPEeXOJUTh Ha O€3JIaKTO3HBIC CMECH Ha OCHOBE OCJIKOB COU
(Auncoit, Baiicoii, Bexxebeiiou, Bexxenakr, M3omun, Uudacos, Jlmaocoi, Meau-cos,
Heo-cosi, Hyp-cosa, Hytpu-cosi, Octep-cos, IIpoco6n, IIpocos, Covisimun, Coou,
Cosan, Cosnak, Cos-npunk, Cosi-cemn. ®@opmyna C, ®pucocoit, Xymana CJI).
VYrneBoasl B HUX TMPEACTABICHBI B BHUJE IMOJUMEPOB TIIIOKO3BI WM KYKYpY3HOI
natokd. [lpu AIUTEIPHOM  BCKapMJIMBAaHUUM OSTUMH CMECAMH  HEOOXOJMMO
KOMIIEHCUPOBATh BO3MOXKHBIA Jehunut Kaipiua (mo 200 Mr sjieMeHTapHOro
KQJIBITUS B CYTKH).

JletssM ¢ mo3AHEW MEepBUYHON M BTOPUYHON (opmamMu JakTa3HOM HeAocTa-
TOYHOCTH B JIOLIKOJIBHOM M CTapUIEM BO3pPACTE€ B PALIUOHE COOTBETCTBEHHO TIXKECTU
3a00JIeBaHUSl OTPAHUYMBAIOT MOJIOKO ¥ MOJIOYHBIE MPOJYKTHI, 3aMeHsisi HX
PABHOIEHHBIMU 10 UHTPEAUEHTHOMY cocTaBy. OHAKO ATH I€TU OOBIYHO IOCTATOYHO
XOpOIIO MEPEHOCIT H MOTYT YyMNOTPeOJsATh KUCIOMOJIOYHBIE MPOAYKTHI, OCOOCHHO
HOTYypTHI, TBEPABIEC CHIPBI, CIMBOYHOE MACIIO, TBOPOT.

CTumMynupyIomuM BIUSHUEM Ha aKTUBHOCTH JIAKTa3bl 00JaJaroT JIIOLIEpHA H
JpyTH€ MUIIEBbIC BOJOKHA.

Menukamentoroe JedeHue. I[lpu JakTa3HOM HEIOCTATOYHOCTH Yy JIETEH
1enecooOpa3sHo  MCIMOJIL30BaTh Mpemaparbl, colepxainue Jakrtazy, - Jlakrein,
Kepynak (770-800 mr ma 100 M Mosoka, 100aBiisgs UX B IOPIHIO MOJOKA H
BBIZICP’KMBAsi HECKOJILKO YacoB JI0 KOpMJICHMS JUisl (pepMeHTaluu JIakTo3bl), Tuimak
tazy (1-2 kancynel unu 5-15 kamens Ha 1 1 monoka), Jlaktpa3y (1 kamcyna Ha
KaKJI0€ KOPMJICHHE MOJIOKOM) WJIM TNuUIEeBYyIo n100aBKy Jlaktaza baou(1 kamcyna Ha
kaxapie 100 M moioka). Jlo3y mpenapatoB KOPPUTUPYIOT UHIAUBUYATBHO.

Xupyprudeckoe JieueHue He TpeOyeTcs.

IpopuaakTuka mnepBUYHBIX (POPM JIaKTA3HOW HEJOCTATOYHOCTH HE paspa-
O0oTaHa, Npo(dUIAKTHKA BTOPUYHBIX (POpPM BKIIOYAET NPEAYNPEXKICHHUE OCTPBIX
3a00J1eBaHUM KUIIEYHUKA U 00OCTPEHUS] XPOHUUECKHUX.

IMokazaHus K KOHCYJIbTAIIUM JPYTUX CHENHAJTUCTOB IMPU BTOPUUHBIX (hopMax
JAKTa3HOW HEJOCTAaTOYHOCTU OMNPENENSIIOTCS B 3aBUCMMOCTH OT  XapakTepa
OCHOBHOTO 3a00JieBaHus (a/uieproyior, THOEKIMOHUCT, TOKCUKOJIOT I JIp.)

IToka3zaHusl K rocnuTaJM3alMM B 3alyLICHHBIX CIydasX NEPBUYHON pPaHHEHN
JIAKTa30 HEIOCTATOYHOCTH - 00€3BOKHMBaHUE, TpeOyroliee WH(PY3MOHHOW Teparuu,
TsDKeJast THOTpoQusi.

IIporHo3 mnpu CBOECBPEMEHHOM JMArHOCTUKE W AJCKBATHOW JUETOTEpAINU
OJIarONpUSATHBIN.

Caxapaso-HSOMaana?,Haﬂ HEOOCTAaTOYHOCTD
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Caxapa3zo-uzomMaibTa3dHasi HeJAOCTATOYHOCTh (AepuuUT caxapa3o-u30MaJib-
Ta3bl) KIMHUYECKUNA CUMIT TOMOKOMIUJIEKC, OOYCIIOBJIEHHBIM HapyiieHueM dep-
MEHTAaTUBHOI'O PACTEIUICHHS caXxapo3bl U H30MAJIbTO3bI.

3nuaemuosiorud. Jebunur caxapassl BrepBbie onucanH.Weijers u coaBT. B
1961 r. [lonaHnHBIM pa3HbIX aBTOPOB, YacTOTa 3a00sieBaHus kojebuaercs ot 0,2 10 5%
NOMYJISIUU.

Kaaccnpukanusi. BeiaensioT U30JIMPOBAHHYIO caxapa3Hylo, U30JUPOBAHHYIO
M30MaJbTa3HYI0 M COYETAHHYI0 Caxapa30-H30MaJbTa3HYI0 HEIOCTaTOYHOCT;
NEPBUYHYIO (TEHETUYECKH JEeTCPMUHUPOBAHHYIO, BPOXKICHHYIO) H BTOPUYHYIO
(mpuobpeTeHnyo) hopmy 3a00IeBaHUS.

ITHOJIOTHA. [lepBruuHas caxapas3o-u30MajibTa3Hast HEJ0CTaTOYHOCTh
ayTOCOMHO-pEIECCUBHOE 3a0o0yieBaHre. BBIACNAIOT 5 pa3snuyHbIX (PEeHOTUMUYECKUX
BapHaHTOB 3a00JeBaHMs ¢ MpeolaaHueM WM OTCYTCTBUEM OIHOTO M3 JIBYX WU
oboux ¢epmentoB. Omnucanbl 3 (deHoTuna BpoXkACHHOro aedunura (pepMeHTa,
OOyCIIOBJIEHHbIE MYTallMsIMU T€Ha, KOHTPOJUPYIOUICI0 CUHTE3 (HepMEHTHOro
KoMIuiekca. MIMeroTcest 1aHHble 0 JIOKaJM3alliy 3TOro reHa B 3-if xpomocome - 3025-
g26. T['omosurotusie Gopmbel Bcrpewatorcs penko - 0.02%, ropazgo wame -
rerepo3urotisie (2% B Bocrounoit Espome, 9% - B CIIA). Manpsraznas
HEJIOCTATOYHOCTh SIBJISICTCS HCKJIIOYMTENIbHO PEAKOM TaToJIOTHel, Tak Kak B
sHTEponuTe, o JanHbIM JI.B.dponbkuca, umeercs 4 n303H3UMa MajibTas3bl.

Bropuunast caxapa3o-u3oMalibTa3Hasi HEIOCTATOUYHOCTh MOYXKET Pa3BUTHCS IpHU
TSOKEIBIX 3a00JIeBaHUSAX KUIICYHHMKA: Leluakuu, Oone3sHu Kpona, cuHapome
KOPOTKOM KUIIIKH.

[TaTorene3. Caxapa3o-M30MalibTa3HbIA KOMIUIEKC oOOpa3yeTcss B sApe 5H-
TEpOLIMTA, 3aTEM TPAHCHOPTUPYETCs B ammapar ['oJbIXku W Janee B IIETOYHYIO
KaeMmKky. [Ipy HapylmeHusX T€HEeTMYECKOW pEeryssluu KOMILIEKC HE MEPEXOAUT M3
anmapara ['onpmku Ha mMeMOpany. Bo3MoxHa HemosjHasi SKCIpeccHus reHa, Koraa
TOJIBKO YaCTh KJIETOK JOCTABJISIET PEPMEHT Ha MMOBEPXHOCTh YHTEPOIIUTA.

Bropuunasi caxapazo-uzomMaiabTa3Hasi HEIOCTaTOYHOCTh BCTPEUAETCS PEIKO, TaK
KaK caxapa3a ¥ H30MalibTa3a JIOKAJM30BaHBl B MPUKOPHEBOW 00JaCTH BOPCHUHOK
CIIM3UCTON OOOJIOYKM TOHKOW KHINKH M B OTJIMYME OT JIAKTa3bl IOJBEPIKEHBI
JNECTPYKIIMU TOJIBKO TIPH JOCTATOYHO TSKENBIX MOBPEXKIAIOIMIUX BO3JEHCTBUSX,
COMPOBOXKJIAIOIIMXCA BBIPAKEHHON arpoduel cnu3ucToi o00o0n0uku. Bropuunas
caxapaszo-u30MalibTa3Hasi HEAOCTATOYHOCTh, KaK MPAaBUJIO, COUYETAETCA C BTOPUYHOU
JAKTa3HOU HEJIOCTATOYHOCTBIO.

BcenenctBue HapyuieHus: (epMEHTATUBHOIO pACUICIUIEHHMS] caxapo3bl U H30-
MajbTO3bl MPU Caxapazo-u30MajabTa3HOM HEAOCTATOYHOCTH B KHUIIECYHUKE YCH-
JMBAIOTCS OPOAUITbHBIE POLECCHI, PA3BUBAETCS OCMOTHYECKAs IHapes.

Knunnueckast kaptuna. IlepBuuHas caxapa3o-u3zomaibTazHas HEAOCTAaTOYHOCTh
NPOSIBIISICTCS. TIPU TNEepeBo/ie peOeHKa Ha MCKYCCTBEHHOE BCKAapMIIMBAaHHE CMECSIMH
WJIM TIPY JIOTIauBaHUU peOeHKa BOJIOH C 100aBIeHUEM caxapa.

Manudecramust 3a0051eBaHUST 0OBIYHO MPOUCXOJUT MOCTE BBEACHHS MPUKOPMA,
COJIEpIKaIIero Kpaxmall, IeKCTPUHBI (MalIbTOACKCTPUH), CaXapo3y.

[ToABASAOTCS YHNOPHBIM BOJASHUCTBIA IOHOC, PBOrd. KHUILIECYHBIE KOJWUKH, MeE-

TEOPU3M, OTKa3 OT CJIAAKON HUIM. VMcnpa)kHEHUs UMEIOT KUCIIBIA YKCYCHBIN 3arax
31



M3-3a BBICOKOI'O COAEPKAHUS JIETYUUX JKUPHBIX KUCIOT U kuciyro pH (5,2 u Huxe).
[Ipy oTMeHe caxapa WIM NEPEBOAE HAa BCKAPMIIMBAHUE JIOHOPCKUM MOJOKOM
CUMIITOMBI 3a00JIeBaHUS MPOXOJAT, peOCHOK MpuOaBisieT B Bece, NMPHU BBEICHUU
CJIAJIKUX CMECEH KIMHUYECKHE MPOSBICHUS] BO3OOHOBISIIOTCSA. Y nerel crapuie 2-3
JE€T TPOSIBJIEHUA C€axapa3o-U30MajbTa3HOM HENOCTATOYHOCTH  YMEHBIIAKOTCS,
000CTpEeHMsI BO3MOXKHBI TIPH 3JI0YIOTPEOIICHUH CIAJ0CTIMHU.

[IposiBiIeHHs] BTOPUYHON caxapa30-u30MalbTa3HON HEAOCTATOYHOCTH BO3HUKAIOT
Ha (oHe o0O0OCTpeHHS OCHOBHOTO 3a0oJjieBaHWs (HAmpuUMep, IETUAKUU) W,
HAcJIauBasCh Ha €ro KIWHUKY, 3a4acTyl0 HOCAT CMa3aHHbIA xapakrtep. OIHaKo
Ha3HAYEHUE DIMMHUHAIMOHHON JUEThl TPUBOAWI K YIYUIICHUIO COCTOSHUS
NalMEHTA.

Jnarnoctuka. BaXHO yCTaHOBUTH CBSI3b KJIMHUYECKHX NPOSIBICHUM C YIMO-
TpeOJeHrneM NPOAYKTOB, COAEpXKAIIUX caxapo3dy u kpaxman. llokazarteneH mo-
JIOKUTENBHBIN 2P HEKT UCKITIOUEHHS TAKUX MPOAYKTOB U3 paIOHA.

JlabopaTopHass nuarHOCTHKUA. B Komporpamme OOJBHBIX OOBIYHO BBISBISIOT
OOJBIIIOE KOJUYECTBO BHEKJIETOUHOTO Kpaxmana. [Ipu umcciemoBaHuu Kama Iocie
Harpy3Ku caxapo3od M HU30MajbTO30M BBISBIAIOT cHUxkeHue pH (Menee 5.5),
MOBBIIIEHUE cOJepKaHus yrieBofoB. CaxapHas KpuBasi C HArpy3Kol caxapo3ou H
U30ManbTO30i (2 T/Kr) uMeerT Tockud BuA. KoHIEHTpamus Boaopoja B
BBIJIBIXa€MOM BO3JIyX€ MOCJIE HATPY3KHU CaxapoM HapacTaerT.

NHcTpyMeHTalIbHAs JUArHOCTUKA. «30JOTHIM  CTaHAAPTOM»  JIHArHOCTUKU
NEPBUYHON C€axapa3o-Hu30MaIbTa3HOM HEJOCTATOYHOCTH SABIIAETCS OIPEAEIICHHUE
aKTUBHOCTU caxapa3bl M W30MajbTa3bl B OMONTATE CIM3UCTON OOOJIOYKHM TOHKOMN
KUIIKK. [Ipy BTOpHYHOM caxapa3o-u30MaAIbTaA3HOM HEAOCTATOYHOCTH IOBPEKICHHE
CIIM3UCTOU 000JIOUKH MOKET HE ObITh TOTAIBHBIM (Hampumep, npu 0osae3nu Kpona).

JuddepeHunanbHblil 1MarHo3 MPOBOJAT ¢ BOASHUCTBIMU TUAPESIMU: JTAKTa3HOU
HEJIOCTATOYHOCTBIO, HAPYIIEHUSIMH BCACHIBAHUSI MOHOCAXapHJIOB TITIOKO3bI-
raJaKkTo3bl, GPYKTO3HI.

Ipumep popmyauposku aruarnosa. [lepsuunas caxapasHas HEJOCTaTOYHOCTb.

Jleuenne. HewmennkamenTo3noe Jsedyenwe. Ilpu 1iepBUYHOM  caxapaszo-
M30MaJIbTa3HOW  HEIOCTAaTOYHOCTH PEKOMEHIYIOT IPOJOHTHUPOBAHHE TPYAHOE
BCKapMJIMBaHWE WJIM Ha3HAYalOT MOJIOYHbIE cMecu 0e3 caxapa (C TIJIIOKO30M,
bpykTo30ii). [IpuKOpMBI IPEATIOUTUTETHHBI OBOIITHBIE U (PPYKTOBBIE, HE COIEPIKAIINE
caxapo3bl UM Kpaxmaiya: I[BeTHas KamycTa, OprocceibCcKas KalycTa, IIMUHAT, cajiar,
MIOMUJIOPBI, 11aBeNb, SI0J0KH, BUIIHS, JUMOHBI, yepeniHs. He pexkoMenayroT 0rofa,
coJieprKalliie Kpaxmal, kaptodenb, 31akoBbie. Ha 2-M rogy *u3HU B OrpaHUYEHHOM
KOJMYECTBE B PAIMOH BKIIOYAIOT KpPaxMaJoCOAEpKallue Kallu W KapTodels.
Crnagoctu U caxap MOKM3HEHHO 3aMEHSIOT (PPYKTO301, HalpUMep MEIOM.

MenukameHTo3Hoe jJedenue. [Ipu coxpanstomuxcs Ha GoHE JUEThl CUMIITOMAaX
(MOJIHOCTBIO HMCKJIIOYUTh M3 palldOHAa C€axapo3y U Kpaxmal MpakTUYECKH
HEBO3MOXHO) Ha3HAyaroT mpemnapat caxapasbl Cykpas3ua: Bo BpeMs €1bl 1o 1 Mi B
50-100 ma BoabI, MOJIOKA MJIM CMECH JETSIM C MacCOH 0 15 Kr ¥ mo 2 M JeTIM C
maccoii Tena 6omnee 15 kr.

Xupypruueckoe jJeyeHne He TpeOyeTcs.
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IIpodunakTuka nepBUYHBIX POpPM caxapazo-U30MajbTa3HOW HEJOCTATOYHOCTU
He pa3paboTaHa, npopuiIaKTUKa BTOPUYHBIX (POPM COCTOUT B MPEAYNPEKICHUU U
Je4eHUH (POHOBBIX 3a00JIEBAHUIN KUIIIEUHUKA.

IMoka3zaHusl K KOHCYJIbTAUMHU APYTUX CHENHAINCTOB IIPU BTOPUUHBIX hopmax
JAKTa3HOW HEJOCTATOYHOCTH OMPENEISAIOTCS B 3aBUCHUMOCTH OT  Xapakrepa
OCHOBHOTO 3a00J1eBaHus (a1eprojaor, HHPEKIMOHUCT, TOKCUKOJIOT U JIp.).

Ioka3aHusl K roCHMTAJU3ANMHA B 3aMYIICHHBIX CIy4YasX MEPBUYHON caxapaso-
U30MabTa3HOM HENOCTATOYHOCTH: O00e3BOKHMBaHHE, Tpelyromee WHGY3UOHHON
Tepanuu, TsHKenask TUIIOTPOus.

IIporHo3 npu CBOECBPEMEHHOM JUArHOCTUKE W aJICKBATHOM JUETOTEpANUU
OJIaroNpUsATHBIN.

3. MaabaGcopObuusi MoHocaxapuaoB. B  pesymprate  MOJIOCTHOTO |
IIPUCTEHOYHOTO IMHIIEBAPEHUS YIJIEBOABl IHINM PaACLICIUIAIOTCA 10 3
MOHOCAXapH0B: TJIOKO3bl, TallaKTO3bl M (PPYyKTO3bl. HekoTopbie MNpOayKTHI
OUTaHUST COJAEpPKAaT MOHOcaxapuibl B CBOOOJAHOM Bujae. BcackiBaHue
MOHOCAXapuJ0B IPOUCXOJUT B TOHKOM Kullke Ornaromaps JeHCTBHIO B
SHTEPOLUTAX OEJIKOBBIX TPAaHCIOPTHBIX cUcTeM. Hapymenue (QyHKUHOHHPO
BaHMS 3TUX CUCTEM IIPUBOJUT K HAPYLICHUIO YCBOCHUS YIJIEBOJOB U PA3BUTHIO
OpOIUIIBHBIX MPOLIECCOB B KUILICUHUKE.

4, ManbaOGcopOLus TJIFOKO3bI U TaJaKTO3bl

MajsibabcopOumsi IJIIOKO3bI M TAJAKTO3bl - KIMHUYECKUHA CUMITOMOKOMILIEKC,
0OyCIJIOBJIEHHBIN HapylIEHUEM BCACBIBAHUS YEPE3 CIU3HUCTYIO 00O0JIOUKY KHUIICYHHKA
[JIFOKO3bI U TaJTAKTO3BI.

dnuaemuosaorus. MaibradcopOIMs TITIOKO3bI M TaJIaKTO3bl OTHOCUTCH K KpaiiHe
PEAKUM HACJIEACTBEHHBIM 3a00JI€BaHUSAM.

Kuaacenpukanusi. Beraensitor nepBuYHyI0 (BpOXKICHHYI0) U BTOPUUHYIO
(CHMMITOMAaTHYECKYI0) MalTbaOCOPOITUIO TITFOKO3bI U TaJIaKTO3bI.

Ituojorus. [leppruunas ManbabcopOIMs TIIFOKO3bI ¥ TaTAKTO3bl ayTOCOMHO-
pCliecCUBHOE 3a00JIeBaHKE, CBI3aHHOE C TIATOJIOTHUEH OelKa MEPEeHOCUUKA TITFOKO3bI U
rayiakTo3bl. [IpudarHON epBUYHOM MalTbaOCOPOITMH TIIFOKO3BI U TaJlaKTO3bl SIBIISIOTCS
myTaruu (onucano 6omee 30) rena SCLI. mokanu3zoBaHHOTO Ha 22-XpOMOCOME.

[Ipu TsDKENbIX BOCHANIMTENBHBIX W AUCTPOPUUYECKUX TOPAKEHUSX CIUZUCTOU
00O0JIOYKM TOHKOW KHIIKH (HAampuMep, MPU IEeJIUaKhuH) BO3MOXKHO TIOBPEKICHHE
TPAHCIIOPTHBIX CHUCTEM OHHTEPOIIMTOB- BTOPUYHAST MalibaOCOPOIUsl TIIFOKO3bI U
raJIakKTO3bl.

IlaTorene3. Bcnencreue nedexra crnenuduueckoro Oenka-TepeHOCUHKa
[VIFOKO3bl W TaJlaKTO3bl B KHUIIIEYHUKE HAPYIIAETCs BCAChIBAHHUE MOHOCAXapHUIOB,
KOTOpBI€ TMOJBEpPraroTcs OakTepuasIbHOMY OpOXEHHUIO C 00pa3oBaHHEM BOIOPO/A,
YIJIEKUCIIOTO Ta3a, JKUPHBIX KHUCJIOT: MOJIOYHOW, TPONMOHOBOM, MACJISIHOM W
ykcycHou. [Ipoucxomut casur pH KuUmedyHOro COAEpKUMOrO B KHUCIYIO CTOPOHY,
pPa3BUBAETCS OCMOTHYECKAs TUapesi, ObICTPO MPUBOASAIIAS K 00€3BOKUBAHUIO

[Tpu nmepBuYHON MaTLaOCOPOITMHU TIIOKO3BI U TANAKTO3bI AHAJIOTUYHBIM Je(EeKT
TPAHCIIOPTHBIX CHUCTEM TJIOKO3bl OOHAPY)XMBAIOT M B TIOYEYHBIX KaHAJbBIAX,

BO3MOYKHO HapylieHue peabcopOimu TIIIOKO3bI B MoYKax. B 3aBucuMoctu ot BUIa
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MyTallii Te€Ha CYMIECTBYIOT BapUaHThl 3a00JICBaHUS C MPEUMYIIECTBEHHBIM
MOPa’KEHUEM KHUIIIEYHUKA WK MTOYEK JIMOO TOro U JPYroro.

Kiaununveckas kapTuHa. B TedeHue nepBbIX 2 CyTOK SHTEPAIBHOTO NMHUTAHUS
MOSIBJIIETCS. YaCThld BOASHUCTBIN, HAIOMUHAIOIIUN MOYY CTYJ C KHCIIBIM 3aIaXOM.
KuBotr B3ayT, peOEHOK OECMOKOEH, BO3MOXHA pPBOTa, OBICTPO pa3BUBAETCA
Jeruaparanus, HWHOTJA TMOBbIIAETCS  Temmneparypa Tena. Hecmorps Ha
00€3BOKMBAHUE, OTMEYaeTcsl Mojauypusa. Bo3MmokHa TIIOKO3ypus, peOCHOK IJI0XO
npuOaBisieT B Bece, pa3BuBaeTcs runotpodus. [Ipm oTMeHe MOJIOYHOTO MHUTAHUSA
JTUCTIENITUIECKAC CUMITTOMBI OBICTPO TIPOXO/IAT.

K koHmy 1-ro roma >KM3HU BBIPAKEHHOCTh KIMHUYECKUX MPOSBICHUU
ManbaOCOPOIMKM TIIOKO3bI M TajakTo3bl OOBIYHO CMsTyaeTcss Ojarogapss yMeEHb-
HIEHUIO JOJM MOJIOYHOIO IMTaHWsA B palMOHE peOeHKa, a TaKXKe BCIEICTBUE
CTaOMIM3aIMN U aJaNnTalyuy KUIIEYHOW MUKPOQIOPHl K HCBCOCABIICHCS TIIIOKO3€ U
ranakroze. OIHAKO IJI0Xasi MEPEHOCUMOCTh MOJIOKAa U CIAJOCTEH COXpPAHSETCS B
TeueHue Bcel ku3Hu pedenka. [Ipu ymoTpeOieHMH 3HAYUTEIHHOM» KOJIUYECTBA
MOJIOKA WJIHM CJIaJIOCTEH, a TakkKe NP JICUCHUM WHTEPKYPPEHTHBIX 3a00JeBaHUN
aHTUOMOTHKAMH, HapylIaloIMH OuoIIeH03 KHIIICYHHKA, MPOUCXOJIUT
MaHHu]ecTalus CAMOTOMATUKY 3a00JIeBaHUSI.

Juarnoctuka. ManpbaGcopOuImno riroKo3bl U rajdakTo3bl MOXKHO 3ar0JJ03pUTh Y
HOBOPOXKJIEHHOTO B  clydyae OypHOTrO pa3BUTUSL BOASHUCTOM  Juapeu ¢
00€3BOKMBAaHUEM B CBS3M C HayajoOM DHTEPAIBHOTO BCKAPMIIMBAHUSI TPYIHBIM
MOJIOKOM WJIM aalTUPOBAHHBIMU CMECSIMHU.

JlabopaTopHas auarHoctuka. OOsi3aTenbHble HccienoBaHud. M komporpamme
XapakTepHO HAJIMYME KPUCTAUIOB JKUPHBIX KHUCIOT U HOoaoduiIbHOU (hIIopHI,
camwkenne pH kama Hmwxe 5,5. B kane m B Moue OOJBHBIX C MajbabcopOuuei
TJIFOKO3bI M TaJaKTO3bl 0OHAPYKUBAIOT IIIIOKO3Y U rajakTo3y. B chIBOpOTKE KpOBH -
TUTOTJIMKEMHUsI, Tpu 00e3BOKMBaHWM TunepHatpuemus. CaxapHas KpuBas C
Harpy3kou TOK030i W ramakto3oil (1 + 1 r/kr, He Gomnee 50 r) mockasi, mocie
Harpy3KkH JUCHENTUYECKUC SIBIICHUS YCUIIMBAIOTCS.

JlomomHUTENbHBIE HWCCICAOBAHMS: MOXET OBITh HCIOJb30BaHA METOJUKA
OnpeieSIeHHs] KOHLEHTPALMU BOAOPOa B BBIIBIXaEMOM BO3IyXE€.

NuddepenunanbHas AMATHOCTHKA. ManbaOCOpPOIUIO TITIOKO3bl U TaJAKTO3bI
cnenyet nuddepeHupoBaTh, OT BPOXKACHHON (OPMBI JIAKTa3HOW HEJIOCTATOYHOCTH,
IpU HAJMYUM TIOKO3YPUU OT caxapHoro aualdera W rajgakro3eMuu. B oTiuuue ot
caxapHOro auadera W rajlakTo3eMUH, MPU MallbaOCOpOLUMU TIHOKO3bl M TallaKTO3bI
YPOBEHb caxapa B KpOBU CHIJKEH, a caxapHas KpHuBas C TJIOKO30M yrulomieHa. B
OTIMYME OT JIAKTA3HOM HEAOCTATOYHOCTH, NpPHU MajlbaOCOpOIUU TJIOKO3bl U
rajlakTo3bl OTMEYAETCS] HEMEePEHOCUMOCTh HE TOJBKO MOJIOKAa, HO M CIAJO0CTEH.
JuddepeHunanbHbIM TECTOM € JIAKTa3HOM HEJOCTATOYHOCTHIO SABIISIETCS CaxapHas
KpUBasi C Harpy3koM TUVIFOKO30M M TallaKTO30M, KOTOpas TMpHU JIAKTa3HOMU
HEJIOCTAaTOYHOCTA HOpPMaJibHa, a TPH MaibaObCOpPOIMM TIIOKO3bI M TallaKTO3bI -
IJIOCKAas.

I[Ipumep dopmyaupoBku auarnosa. Bpoxnaernas manpbaObcopOIMs TIIOKO3BI U
rajiakTosbl, Aeruaparanus Il crenenu, runepHaTpueMuyecKasl.
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Jleuenue. Hemenukamentosnoe neuyeHue. ManbaOcopOIusi TIIOKO3bI M Ta-
JIAKTO3bI SIBJISIETCS a0COJIIOTHBIM MTPOTUBONOKA3aHUEM JIsl TPYIHOTO BCKapMIIMBaHUS,
a TakKe BCKApPMJIMBAHMUS MOJIOYHBIMH CMECAMHU. B mepBble Mecslbl KU3HU
PEKOMEHIYIOT O€3J71aKTO3HbIE CMECH Ha OCHOBE Oelika COU. DTH CMECH IO3BOJIAIOT
UCKIIIOUUTh W3 MHUTAHUS TalakTo3y, HO HE HCKIIOYAIOT Tioko3y. Cmecu mis
HCKYCCTBEHHOI'O BCKapMJIMBAHUs Ha OCHOBE ()pYKTO3bI OTCYTCTBYIOT. [loaTOMYy mipu
oTcyTcTBUU 3 dexTa NpUXOAUTCS NEePeBOIUTh peOeHKa Ha 3JIEeMEHTapHOe
PHTEpaATbHOE MHUTAHWE WM TapeHTepadbHOe NMUTaHue. B manpHeilieM B TeYeHHE
BCEH XU3HU OOJBLHBIM HEoOXoauMma Oe3MOJIOUHAs IreTa C WCKIIOYCHHEM caxapa I
ciamocTeit (3ameHa (GpyKTo30ii).

MenukaMeHTO3HOE JieueHue. B ciyuae pa3Butusi 00€3BOXKUBAHUS JIJIs1 OPATbHON
peruapataiuy  UCIOJIB3YIOT (PPYKTO30-COJICBBIC PAcTBOPHl JIMOO BBOJAAT B/B
BBICOKOMOJIEKYJISIPHBIE HJIA3MO3aMEHUTENH, TIIOKO3Y U COJIEBBIE PACTBOPBI.

Xupyprudeckoe JieueHue He TpedyeTcs.

[Ipodunaktuka He pazpaboTraHa.

Iloka3annss K KOHCYJbTAMM JpPy3 HX cHenuaaucroB. llerecooOpasHa
KOHCYJIbTAIlUsI TEHETHKA, B CITydae TSHKEION JIeruapaTalid peaHuMaToJIora.

IMokazanna k rocnuraanzanuu.0O0e3BOXUBaHUE, HEOOXOJUMOCTh MapeH-
TEPaJIbHOTO MUTAHMUSI.

IIporHo3 mpu CBOEBPEMEHHOH AMArHOCTUKE W aJCKBATHOM Tepamuu Onaro-
MIPUATHBIN.

ManbabcopOiust PpyKTO3BI

Manbabcopouus (PpyKTO3bI - KIMHUIECKUI CUMITOMOKOMILIEKC, 00YCJIOBIICHHBIM

HapyIIeHUEM BcachIBaHUsI (PYKTO3bI YEPE3 CIUBUCTYIO 000JOUKY KUIIICUHHKA.
dnuaemuosorusa. ManbadbcopOuusa (GpyKTO3bl - KpailHE pelKoe HacleCTBEH

HOE 3a00JIeBaHHUE.

Kaaccupukanusi. Boigenstor nepBudHyr0 (BpOXKIACHHYI0) M BTOPUYHYIO
(cMMITOMATHYECKYI0) MalTbaOCOPOIHI0 PPYKTO3HI.

Otuonorusa. IlepBuunas wmanpabcopOIus (QPyKTO3bl - ayTOCOMHO-pPEIleC-
CUBHOE 3a00JIeBaHKE, CBSI3aHHOE C HAPYIIICHUEM CHUHTEe3a Oeka, 00eCreuynBaroIiero
B CTEHKE KHIIEYHUKA TpaHChopManuio (PPyKTO3bl B TIIOKO3Y C MOCIEIYIOIIUM
BcachiBaHUWEM. [Ipum 3TOM JApyrue myTH TpaHCHOpPTAa TIJIFOKO3bl YE€pe3 TIIFOK030-
TrajJakTO3HBIM M  TJIFOKO30-HATPUEBBIM KaHAJIbl HE HapylleHbl. BropuuHas
ManibabcopOIust (PYKTO3bl PA3BUBACTCS TPHU TSHKENBIX TMOPAKEHUSIX CIU3UCTOU
000JI0YKH TOHKOU KHUIITKH.

Ilatorene3. BcnencrBue nedexra (pepMEHTHBIX CUCTEM B KULICYHHKE Hapy-
1aeTcs BcachlBaHUE (PPYKTO3bI, MPOUCXOJUT €€ HAKOIUICHHE B IMPOCBETE KHIIICU-
HUKAa. DTO CIIOCOOCTBYET MOBBIIMICHUIO OCMOJISIPHOCTH COJEPKUMOI0 KHIIICUHHKA,
YCUJICHUIO OpOJMIIBHBIX MPOIECCOB, HAKOIJIEHUIO B KUIICYHUKE HEIOOKHCICHHBIX
MPOAYKTOB, Ta30B.

Kinnnyeckass kapTuHa MpoOsBIsSETCS Ha 1-M roay >KU3HU NPU BBEICHUU B
paImoH COKOB U (PYKTOB, COJEPKAMUX OOJIBIIOE KOIMIECTBO (PPYKTO3BI: SIOJIOKH,
BUILIHS, YepelIHs. BbIpaXX€HHOCTh CUMIITOMATHKHA 3aBUCUT OT KOJIMYECTBa
ynorpeOneHHo ¢GpykTo3bl. Bo3HHMKaOT BoasHUCTas (OCMOJSIpHAs) Juapes,
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METEOpHU3M, BO3MOXKHA pBoTa. [Ipu ynorpebieHnn B muIly OaHAHOB, COJEPKAIINX
CMECh TJIOKO3bl M (PYKTO3bl, CYIIECTBEHHON pPa3HUIIBI OCMOJIIPHOCTU MEXKIY
NOJIOCTBI0 KHWIIKM W BHYTPEHHEW CpEeAOd HE BO3HHMKAET, MAHUCHEINCHUS HOCUT
YMEPEHHBIN XapaKTep.

/InarnocTuka. BaxxHoe AMAarHOCTUYECKOE 3HAYEHHUE UMEIOT CBEICHUS O CBS3HU
JUCHENTUUYCCKUX TMPOSIBJICHUN ¢ ymoTpebiieHneM B ULy (GPYKTOB U COkoB. B
COMHUTEJIBHBIX ~CIIy4asiX pPEKOMEHAYIOT BEJIEHHE «IIHIIEBOIO JTHEBHUKA» C
CONOCTAaBJIEHUEM COCTaBa PallMOHA U XapaKTepa CTyja.

JlaGopatopHas nuarnoctuka. OOsi3aTenbHble uccienoBanus. [lpu momo3penun
Ha MajabadbCcopOmuio (GPyKTO3bI MPOBOAAT CaXapHYIO KPUBYIO C Harpy3Ko# (hpyKTO30M
(1 r/kr), IIIOCKUH BUJI KPUBOH IMOATBEPIKIACT TUATHO3.

JlononHuTeNbHBIE HCCNEAOBaHUA. BomopoaHbiii TecT ¢ (GPyKTO30i CUMUTAIOT
MOJIOKUTENIBHBIM  (ITOATBEPKIAIOIIMM JIMAarHO3) MpU HapacTaHUHM IMOCle IpueMa
(GpyKTO3BI KOHIIEHTPAIIMK BOJAOPO/IA B BBIJIbIXaeMOM Bo3yxe Oosee 0,1 mi/MuH

Nuddepenumnanbubiii quaro3. s nuddepennurpoBanus ¢ caxapaszHoi
HEJ0CTAaTOYHOCTBIO MPOBOAT CAaXapHYK KPUBYIO C Harpy3kod ¢pyxroszoin [lpu
caxapHOW HEJ0CTaTOYHOCTU KpUBasi HOpMaJlbHA, a IPU MajababCoOpoOIK PpPyKTO3bI
ymionieHa. MansabcopOuuio GpykTossl Takke AUPpGepeHITUpyoT 0T GPYKTO3EMUU
JUI. KOTOpPOW THUIHWYHBI TENaTOMEraiusi, MOBBIIIEHUE YpPOBHS caxapa B KpOBH,
nosiBIeHHE (PYKTO3bl B MOYE€ U CHU)KEHHE AaKTHUBHOCTU (epMeHT (PpykTo30-1-
(docdaranbronasel, a caxapHasi KpuBas ¢ GpyKTO301 HE yIUIOLIEHa

[Tpumep GpopMynnpoBkH 1uarHo3a. BpoxxaeHnas ManbadcopOuust (GpyKTO3bI

Jledenne. HemenmkamMeHTO3HOE JedeHHE Oa3UpyeTcss Ha UCKIIOYECHHH U3
panuoHa (pPYKTOB, OOraTtbiXx (PYKTO30W, amelbCUHOB, $0JOK, TpyIl, MEpCH
KOB.BUIIIHH, YEPEILIHU U COKOB U3 HUX.

MeaukaMeHTO3HOe JIeYEHHE BKIIIOYAET KOPPEKIUI0 AucOHMo3a: Ha3HauYeHHE
npebuotukoB (rodanak, Xunak gopre u ap.).

[Tpodmnaktuka He pazpaboraHa.

IMoka3anuss K KOHCYJbTAallMM JAPYIruX cnenuanaucroB. llenecooOpasHa
KOHCYJIBTALIMS TEHETHKA.

IMoka3zanus k rocnutajgu3zanuu. He tpeGyercs.

IIporHo3 mnpu CBOEBPEMEHHOW JUArHOCTUKE W JJIUMHUHALMOHHOW JUETE
OJIaroNpUSATHBIN.

ManbabcopOuuss aMHHOKHMCJIOT M KMPOB. B OCHOBE CHHAPOMOB
MajibabCoOpPOIIM aMHUHOKHUCIIOT JICKHUT T€HETHUYECKH OOYCIOBJICHHOE TOBPEKICHUE
TPAHCIIOPTHBIX CUCTEM, 00CCIICUMBAIONIUX MEPEHOC aMUHOKHCIIOT Yepe3 IMETOYHYIO
kaemky ciusuctor o6omouku JKKT. Ananormunsiii neext oOHapyKWBalOT U B
MOYCYHBIX KaHAIbIaX, YTO OOBSICHAIOT €AMHCTBOM (DYHKIIMOHATBHBIX TPAHCIIOPTHBIX
OJIOKOB CIIM3UCTOM 00O0JIOYKH TOHKOW KUIIKH U KAHAJIBIIEB ITOYEK.

[lepeHocunkn 001aal0T CHEIM(PUIHOCTHIO, TPUYEM HEKOTOPhIE W3 HHUX
CIIOCOOHBI TPAHCTIOPTUPOBATH TOJBKO OJHY OMPEISICHHYI0 aMUHOKHCIIOTY, NIPyTHE
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K€ MOT'YT Y4YaCTBOBATb B TPAHCIOPTC HECKOJIBKHX aMWHOKHUCIIOT WM OJIMTO
INCITHAOB. Bnarozlapﬂ 9TOMY IIPpH IOBPCIKACHHH MOHOI'PAHCIIOPTHOI'O IIEPCHOCUHKA
OIIPCACIICHHOC KOJIUYICCTBO ,HC(I)HHHTHOfI AMHMHOKHCJIOTBI BCC K€ MOKCT BCAaChIBATbHCA
B BHAC OUIICIITHIA C €TI0 IIOCICAYIOIIMM BHYTPHUKIICTOYHBIM PACHICINICHUCM Ha
AMUHOKMCIIOTEL. Y 300PpOBOTO pe6eHKa POJIb TAKOTO TPAHCIIOPT HC3HAYUTCIbHA, HO
OHa BO3pacTacT IIpH I[G(l)eKTHOCTI/I MOHOIICPCHOCYHKA. DTO0 MO3BOJISICT noAACpKNBATDb
OCITKOBBEII OOMEH B OpraHu3Me HaxKec IIpHu I[G(I)CKT&X IMCPCHOCUYNKOB HC3aMCHUMBIX
AMHWHOKHMCIJIOT.

BoJae3ns XapTHyna (MajbadcopOouusi TpunTodaHa) - HaclIeACTBEHHOE 3a00-
JeBaHue, 00yCIIOBIEHHOE HApYIIICHUEM BCAChIBaHUS B KUIIIEUHUKE U peadcopOInu B
MOYEYHBIX KaHalbllax TpunTodana.3adonesanue onucano J[.M.Baponom B 1956 1.
HasBanue 605e3Hb noyyuia no (pamMuing nepBoro OnMCcaHHOro O0JIBHOTO.
Onuaemuosorus. 3abonesanue Bcrpevaetcs ¢ yactoroit 1:20 000-30 000 na-
CEJICHHS.

Kaacenpukanmus. Beiaensaor Gopmbl O0JIE3HU, TPU KOTOPBIX UMEET MECTO J1€(PEKT
BCACBIBAHUS TOJBKO TpUntodaHa, u GopMbI C HAPYIICHUEM TPAHCIIOPTA TaKKe
OJIHOM WJIM HECKOJIBKUX JPYTUX aMUHOKHUCIIOT (aJIaHWHA, acliaparuHa, Ba- JIMHa,
TUCTUAWHA, TITyTaMUHA, JICMIIUHA, U30JICUIIUIIA, CEpUHA, THPO3UHA, TPEOHHUHA.
¢dennnananuuna). OTMEUarOT EPUO/Ibl 3200J1€BaHMS: OOOCTPEHHE, PEMUCCHSL.
VYKa3pIBalOT UMEIOIIHECS CUHIPOMBI (A€pPMATUT, XOPEONOJ0OHBIN THIIEPKUHES,
3aJIep’KKa ICUXUUECKOTO Pa3BUTHS U IIP. ).

JTHosaorus. 3aboneBaHue HacIeAyeTCsl 10 ayTOCOMHO-PELIECCUBHOMY THILY.
Oco0eHHO YacTo BCTpeyaeTcsl IpU pOACTBEHHBIX Opakax. OTMeueHa MOJI0KUTENbHas
KOPPEJSIMS MEKIY CTEIIEHbIO KPOBHOT'O POJCTBA U TSKECTHIO 3a00JI€BaHUSI.
ITaTorene3. BenencrBue HapylieHUs! BCAChIBAaHUS B KMILIEUHUKE U OJHOBPEMEHHOTO
YBEJIMYEHUS SKCKPELMH ¢ MOUOM MeTa0oan3M TpunrodaHa HapymaeTcs B
HECKOJIbKHMX HampasieHusx. HeBcocaBmmiics B KUIIEYHUKE TPUOTO(aH Mo
BJIMSIHUEM KHUIIIEUHON MUKPOQIOPHI TpaHCHOPMUPYETCS B TOKCUUHBIE METAOOIUTHI,
rJIaBHBIM 00pa30M MHJIOJIbHBIE coelMHeHMs. Hapylienrue KuHypeHHHOBOIO Iy TH
MeTabom3ma TpunrtopaHa IPUBOANUT K CHHXKEHHIO 00pa30BaHUs KUHYPEHUHA,
KCAHTYPEHOBOU KUCJIOTHI U Je(ULUTY HUKOTUHOBOM KUCIOTHI. CHUXKaeTCs
MPOIYKIHUS CCPOTOHUHA.

Kannnuyeckas kapruna. 3a0oieBaHue 0ObIYHO HAUYMHAETCS B PAHHEM JETCKOM
BO3pacTe, U K 6- 12 roaM NposiBIICHHS] CTAHOBATCS MAKCUMAJIBHO BBIPAKEHHBIMH.
Bo3HukaeT runeprupos ¢ HENPUATHBIM «MBILIMHBIMY 3anaxoM. Ha koke OTKpBITBIX
Y4YacTKOB TeJla OTMEUAIOT TUIIEPEMUIO, 00pa30BaHUE My3bIpeH, MUTMEHTAINIO H
nienymeHue. becnokouT cuiibHas Toj0BHAsA 00Jb, BO3MOKHBI HUCTArM,
THIEPKUHE3BI, CyJJOPOTH, MO3)KEUKOBasI aTakcusl. Pa3BUBArOTCS ICUXUYECKHUE HA-
pPYILIEHHUS: FaJUTFOLMHALMY, 3aE€P/KKa IICUXHUYECKOTO Pa3BUTHS, arPECCUBHOCTD.
OTMeUaroT HEyCTOMYMBBIN CO CKJIOHHOCTBIO K Auapee CTyJl. Bo3M0KHO pa3BUTHE
WHTEPCTUIIMAIBHOTO HEPPUT a, TOKCUUECKOTO XPOHUUECKOTO TaHKPEATUTA.
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JMuarnocTuka. OTOpaBHON TOYKOM JJIsi AMArHo3a CIYXXUT HaJuyue TpHUabl
CUMIITOMOB: TMEJUIarpoUJHbIN  (oTo/epMaTO3, HEHPONCUXUYECKHE HapylIeHUs,
MOPaXKEHUE TTOYEK.

JlabopaTopHass auarHoctuka. OOs3aTenbHBIE HCCIEAOBAHUS: OOIIMKA aHaIu3
Mour  (MOXET  HaOMIOJaThCs  NPOTEUHYpUs, TreMarypus, abakTepuaibHas
JCHKOUITYPHs, aMUHOAITUIAYPHS).

JlonoyiHUTENBbHBIE HUCCAEAOBaHUA. [IpoBOAAT uHccleTOBaHHE CYTOYHOW 3KC-
KpEelMM C MOYOW MPOU3BOJHBIX KUHYpPEHUHA (KCAHTYPEHOBOM KHUCIOTHI U Me-
TUWIHUKOTUHAMUA) Tpu Harpyske Tpuntodanom (100 mr/kr). YV 310pOBBIX 3KC-
Kpeuuss ¢ MOYOH METWIHMKOTHHamMuaa Bo3pactaer ¢ 6-10 go 30-40 wmr/cyr.,
KCaHTYpEHOBOM KHUCIOTHI - ¢ 16-20 mo 32-45 mr/cyt. Ilpu Gonesnn XapTHyHa HX
OKCKpENHs TpU Harpy3ke TpUNTO(HAaHOM NPAKTUYCCKH HE MEHSETCS (BO3MOXKEH
npupoct He 6oree 20%).

HccnenoBanue CyTOYHOM SKCKPEHMH S-OKCMUHAOIYKCYCHOM KHUCIOTHI (ce-
POTOHHHOBBIN MyTh MeTaboIM3Ma TpUNTO(aHA) JI0 U MOCIEe HArPy3KH TPUITOPaHOM
npu 0oJie3HH XapTHYHA Tak)Ke HE BBISBISICT pa3inuuil ¢ 6a3UCHBIM YpPOBHEM, TOTJA
KaK Yy 3JI0POBBIX JI0 Harpy3ku TPUNTOPAHOM SKCKPEIUSI COCTABJISET 10 7 MI/CYT., a
nociie - 10-18 mr/kr.

KauectBennass mpob6a MoudM Ha WUAMKAH MpU O0Je3HM XapTHyMa pPe3KO IMOo-
noxurenbHas (6onee 100 Mr/cyT.), y 3A0POBBIX - OTpUIIATEIbHAS.

NHcTpyMeHTanbHas AuarHocTuka: 3xosHuedanorpadus, 330, Y3U nouek.

JAu¢ppepeHunanbHbIi AMArHO3 NPOBOIAT ¢ cuHApoMamu Taxel, Knamma,
Komposepa, nemmarpoi.

Cunapom Tanbl 0OycCIOBIEH BpOXKACHHON HEJOCTATOUYHOCTHIO (hepMeHTa
TPUNTO(PAHIUPPOIIa3bl. YUACTBYIOIIETO0 B MeTaboau3Me Tpuntodana. B ornuuue ot
OosiesHn XapTHyna, B KJIMHUKE JOMUHUPYIOT CUMIITOMBI TOPAXXEHUSI HEPBHOMU
CUCTEMBbI M TICUXHYECKHUX PACCTPOMCTB, a ypOBEHb TpurnrtodaHa B KPOBH BCETa
MOBBIIIIEH.

Cunapom KHamma B OCHOBHOM BCTpEYaeTcsl y KEHIIMH. B OCHOBe cuHApoma
JeKaT TEHEeTUYECKH JCTEPMUHMPOBAHHOE CHIDKCHHE aKTHUBHOCTH (PepMeHTa Ku-
HYpPEHUHA3bl U. KaK CIJIEJICTBUE, OBBIIIEHUE B KPOBU U B MOUYE KUHYPEHUHA. KHHY-
PEHOBOM M KCAHTYPEHOBOW KHCIIOT, HapymieH cuHTe3 BuUTamuHa PP. KnuHuuecku
CHUHJIIPOM TIPOSIBIIICTCS KpanmuBHHUIEH, oTekaMu KBUHKE, OpOHXHAJIBHOM acTMOM,
HayCTOWYMBOCTHIO TICUXUKH, CHI)KEHHEM HWHTeulekTa. B oTinume ot Oone3Hu
XapTHyHa Ha3Hau€HUE BUTaMHHA B,. MPUBOIUT K TOBBIINIEHUIO AKTUBHOCTH KU-
HYpPEHUHAa3bl U YMEHBIICHUIO KIMHUYECKUX MPOSBICHUHN, HArpy3ka TPUNTO(HAHOM
YBEJIMYHMBAET SKCKPELUIO C MOYOM KCAaHTYPEHOBOM KUCIIOTHI B 2 pa3a u 0ouiee.

Cunnpom KompoBepa MO KIMHHYECKMM U JAOOPATOPHBIM MpHU3HAKaM aHa-
jJoruyeH cuHapomy KHamma, oJlHaKO B €ro OCHOBE - HE CHIKEHHME, a OTCYTCTBHE
AKTUBHOCTU KUHYpeHHHa3bl. COOTBETCTBEHHO, BBEJICHUE BUTAMUHA Bg HE NIpUBOAUT
K yJIydlIeHUI0 oOMeHa TpunTodana.

[lenmarpa pasBuBaeTcsi TpH TsDKEIOM JAehUIIMTE HUKOTHHOBOW KHUCIIOTHI,
BO3HUKAIOIIEM TIPU HEIOCTATOYHOCTH BUTaMuHa PP B mutanuu, npu 3aboieBaHMsIX
KUIIEYHUKA C HapylIeHHWeM BcachiBaHus BuTamuHa PP. Xapakrtepna Tpuaaa

CUMIITOMOB: JACPMATUT, AUApPCA, ACMCHIIUA. I[JISI MNOATBCPIKACHUA OHAIrHO3a
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ONPENEIIAT dKCKPEUMI0 HUKOTMHOBOM KHUCJIOTBI C MOYOW. Y 3I0pOBBIX JIETEU 3a
CYTKH ¢ MO4YOH BblIensieTcs 12 -18 Mr HUKOTHUHOBOM KMCIIOTHI, pu nesiarpe - 10 mr
U MEHee.

Ipumep dopmynupoBku auarto3a. bonesnp XaptHymna, nepuoj 000CTpeHUSI.
[lennarponooOHeI JepMaTuT. Mo3zkeukoBas arakcust. OauroppeHus.

JleyeHue poBOAST TOJIBKO B IEPUOA 000CTpEHNUs 3a00JI€BaHUS.

HemenukameHTO3HOE Je4eHUE. PEKOMEHIYIOT THETY C YBEJIIMYEHUEM B PAallHOHE
oBoIIeH U QPPYKTOB, OrpaHNUEHUEM OeKa.

Menukamento3noe snedeHue. C 1eNbl0 MOJaBiIeHUs 0aKTePHATLHOTO THUIPOJIH3a
TpuntodaHa  Ha3HAYAlOT  aHTUOAKTEpHAbHBIE  CpPEACTBAa:  Cyib(acanaszuH,
TeTpauukiuH (metsMm crtapuie 12 mer). Jnsg ynyumenus meradonu3ma Tpuntodana
Butamunbl B1,B6, PP kypcom Ho 10-14 gHeil.

XHUPYPrU4ECKOE JIEUEHUE HE ITOKA3AHO.

IIpodunakruka. IlpenynpexaeHue pOACTBEHHBIX OpaKoOB, TI'E€HETHYECKOE
KOHCYJIbTUPOBAHHUE.

ITokasanuss K KOHCYJbTAUMH JAPYIrMX crnenuaaucroB. Hamuuue HeBposio-
ITMYECKON CHMIITOMATHUKH OIpeAesieT HeOOXOAUMOCTh KOHCYJIbTAIlMM HEBPOJIOra,
IICUXWYECKUX OTKJIIOHEHUW IICHXMATpa U INCUXO0JIOTa, U3MEHEHUs CO CTOPOHBI ITOYEK
Hedpouiora.

IToxa3zanme k rocnuraauzaumu. [lepsuunas nuarHoctuka 3a00J1€BaHuUA.

IIporuno3. C BO3pacTOM CHUMITOMBI 3a00JI€BaHUSA CTAaHOBSTCS MEHEE BbIpa-
YKEHHBIMH, TICUXWYECKasl HETIOJHOLEHHOCTb COXPAaHAETCS.

ManbabcopOius Tu3uHa

ManbabcopOouusa sau3uHa (JIM3HHYPHUS) HACIEICTBEHHOE 3a0ojieBaHUE, O00Yy-
CJIOBJICHHOE HApYIIEHUEM TpaHCIOpTa JIM3MHA, apTUHUHA U OPHUTHHA B CIM3UCTOU
000JI0YKe TOHKOHM KUIITKHU IT B KaHAJIBIIaX MOYCK.

Bnepseie onucana B 1965 r.

Onuaemuoaoruu. Berpeuaercs ¢ wactoroi 1:60 000—80000 HaceneHus.

Knaccugukamusa. OtMedaror nepuoasl 3a0oieBanus (000CTpEHHUE, PEMUCCHS):
dbopMy U CTENEHb TMOpPaXEHUS TeYeHHW (TernaToMeraius, LIHUPpo3, MOopTaabHas
TTIIIEPTEH3US U TP.), HEPBHOU CUCTEMBI M TICUXUKHU O0JIBHOTO.

ItHoorus. 3abosieBaHue OO0YCIOBIEHO ACHEKTOM TeHa, KOHTPOJUPYIOIIETO
cCUHTEe3 Oeika, OOeCMeYMBAIOIIET0 TPAHCIOPT JU3MHA B CIMU3UCTOM 000JIOUKE
KHIICYHUKA W B TIIOYCYHBIX KaHAIbIAaX. TWI HACJICHOBaHHWS - ayTOCOMHO-
PELIECCUBHBIM.

IlaTorene3. B pesynbpTare ruposn3a HEBCOCABIIMXCS aMUHOKHUCIIOT 00pa3yeTcs
3HAYUTEILHOE KOJIMUYECTBO aMMHaKa, MOCTYMAIOIIero B KPOBOTOK M OKa3bIBAIOIIETO
TOKCHMYECKOE BO3/ICHCTBUE HA MIEYE€HB, TOJJOBHON MO3T.

Kiaunudeckas kapruHa. 3a0ojieBaHME HAYMHAET MPOSBISTHCA HAa 1 -2M roxy
*u3HU. Habmomaercs oTcraBaHue B MCUXUYECKOM U (pusnueckoM pas3Butuu. [locne
yHOTpEONICHUs B THUIIY TMPOIYKTOB >KMBOTHOTO MPOUCXOXKACHHE (MsICO, phIOa,
MOJIOKO) TIEPUOJANYECKH BO3HUKAIOT TMOHOC, PBOTA, B3AyTHE KUBOTA, 4YacTOE U
00JIe3HEHHOE MOYEHCIyCKaHue, HOroIue 00iu B kuBoTe. [locTeneHHo pa3BUBaeTCs
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rernaroMerajgus M y 4acTu OOJIbHBIX - LHUppo3 mneueHu. Hapacraer oTcraBaHue B
YMCTBEHHOM Pa3BUTHUMU.

JAuarnocruka. OTNpaBHBIMM MOMEHTAaMHU SIBIIAFOTCA OTMEYEHHBIE  BBIIIE
KIINHUYECKUE MPOSBICHUSL.

JlabopaTopHas nauarHoctuka. OOs3aTenbHble HccienoBanusa. HaOmrogaercs
aMUHOALHAYPUs BCIEACTBUE MOBBIIIEHUS BBIICICHUS ¢ MOYOM JIN3WHA U, B MEHBIIECH
CTENICHU, aprUHUHA, OpPHUTUHA. Te ke aMMHOKHUCIOTHI MOTYT OBITh OOHApy EHBI B
KaJIe.

B ChIBOpOTKE KpOBH MOTYT OBITh MOBBIIICHBI MOKA3aTeld LHUTOJUTUYECKOIO
(neuenounoro) cunapoma (ACAT, An AT, nakrarnerunporenassl, I'T'T), cunapoma
IIYHTHUPOBaHUS NeueHU ((PEHOIBI U aMMHAK).

JlononHutenbHbIe uccnenoBanus. [Ipoba ¢ Harpy3Koil JIM3MHOM COMPOBOXKIAETCS
3HAYUTEJILHBIM YBEJIMUCHUEM COEPKaHUS JTM3MHA B MOYE U B KaJle.

NHcTpyMeHTallbHAsi JAUArHOCTHKA HANpAaBJIEHA HA OLICHKY COCTOSIHUS II€YEHU
(Y3U meyeHu U CeNe3eHKH, JNOIJIEPOBCKOE HCCIEAOBAaHUE MOPTAIBHOIO KPOBOTOKA,
730(harocKOMusl JJisi OLICHKM COCTOSIHUS BEH muieBoaa, cuuHturpadus) u [HHC
(Y3U, nonmuiepoBckoe uccienoBanue cocyio, 3307, MPT).

NuddepeHunanbHbIi AMATHO3 TPOBOIAT C XPOHUYECKUMHU 3a00JECBAHUSIMU
ne4YeHu (XpOHUYECKUN TemaTUT, UPpo3 MedeHu, 0osie3Hb Buibscona-KoHoBasioBa u
Ip.), a Takxke ¢ opranndeckumu 3adoneBanusimu [IHC, mist KoTOpbIX HE XapaKTepHO
MOBBIIIIEHUE SKCKPELIUHU C MOUYOH JIM3UHA.

Ilpumep dopmynupoBkn auarto3a. BpokaeHHas ManbaOcopOIus JIU3MHA.
[Tepuon oboctpenus. Luppos neuenu. Onurodpenus.

JleyeHne nMeeT CUMIITOMAaTUYECKUN XapaKTep.

HemenukamenTo3Hnoe yieuenne. OrpaHMuMBaIOT, a TpU 00OCTpeHUHU Ha 4- 5 nHel
MOJTHOCTBIO UCKJIIOYAIOT YyNMOTPeOIeHNE KUBOTHBIX MPOAYKTOB (MSCO, phida, MOJIOKO
T MOJIOYHBIE MIPOJTYKTHI - TBOPOT, ChIp). [Ipu neuenouHo# sHIEDaTONATHH €KETHEBHO
NenaroT CUGOHHBIE KIU3MBI C PU3UOTIOTHIECKUM PACTBOPOM.

Menukamento3Hoe Jsedenue. I[lpu obocTtpenuun Ha3HAYarlT JIAKTYJI03Y
(drodamak, Jlakrycan) 3-5 nmHedl B mocmabisronux g03ax, a 3areM 2- 3 Held. B
npebuoTudeckux no3ax. [IpoBoasT BHyTpUBEHHBIEC KanenabHbie HHDY3un 5% pacTtBopa
TJIIOKO3bl M COJIEBBIX PAacTBOPOB C BUTaMUHaMH. Ha3zHaudarT renatonpoTeKTOpPbI
(I'emabene, Kapcun, ['entpan u ap.).

Xupyprudueckoe Je4eHue MOXKET TMOTpeOoBaThCsd B Clydae OCJIOKHEHUI
(KpoBOTEUEHUS U3 BEH MUILEBO/IA, IEUCHOYHAsI HEIOCTATOYHOCTB ).

IMpopuiaakTuka 3axiaroyaeTcss B 00s13aT€NbHOM OOCIEIOBAaHMM Ha JIM3UHYPHUIO
OOJIbHBIX C COUYETAHUEM IMATOJIOTMH MEUCHU U HEPBHO-TICUXUYECKUX OTKIOHeHUU. C
HETBI0 TPEAYNPEKICHUS] POXKIEHUS OOJBHBIX JETEH B CEMBbSX, OTATOIICHHBIX IO
JU3UHYPUH, HEOOXOIUMO MEAUKO-TEHETUYECKOE KOHCYJIbTUPOBAHUE CEMbH.

IlokazaHum K KOHCYJbTAUMM [JPYrux crnenuagaucroB. Hanuuue HeEBpo-
JIOTUYECKUX HApYIICHWH - MOKa3aHue ISl KOHCYJIbTAallUM HEBPOJIOTra, MCUXUYECKUX
OTKJIOHEHUH - TICUXUATPa U IICUX0JIOra.

IMoka3zaHuu K TrOCHUTAIM3AUMU: HEOOXOAMMOCTh MEPBUYHON JUATHOCTUKH,
MOSIBIICHUE XUPYPTUUYECKUX OCJIOKHEHUN (KPOBOTEUEHUI), MPU3HAKOB MEYEHOUHOU

sHIIeanomaTum.
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IIporuos. B 60% ciydaeB setanbHblil ucxoa B TeueHue 10-20 et B pesynbrare

Pa3BUTHUS KOMATO3HOTO COCTOSIHHUSI.

ManpabcopOriust IUCTHHA

ManbaGcopOouuss mnucTHHa (MUCTHUHYPHMSI)) - HACIEJICTBEHHOE 3a0o0JieBaHUE,
0OyCJIOBJIEHHOE HApyIIEHHEM TPAHCIIOPTa LUCTHHA B CIM3UCTON 000JI0YKE TOHKOMH
KHIIKK ¥ B KaHAJbIAX MOYEK.

Onuaemuosorus. LlUcTuHypuss BcTpeuaeTcss wyamie APYTHX HacleICTBEHHBIX
nedeKToB TpaHCHOpPTa aMUHOKHUCIOT. B eBpomeiickux cTpaHax 4acToTa COCTaBIISET
1:5000—8000 nacenenws.

Kaaccndurxanmusa. OtMeqaroT nepuojsl 3a06oieBaHus (000CTpEHUE, PEMHCCHS).
VYKa3bIBalOT UMEIOLIUECS CUHAPOMBI.

JTHonorus. 3aboneBaHue HACIEICTBEHHOE. THIl HaciaeloBaHUS - ayTOCOMHO-
penieccuBHBIN. ['eH TpaHcmopTHOro Ocnka nuctuHa (SLC3AL) nokanu3oBaH Ha 2-i
xpomocome - 2pl6.3.

IlaTorene3. BcaencrBue nedexra Oenka - MepeHOCUMKA LUCTHHA HAPYIIAETCS
TPaHCIOPT 3TOM aMUHOKHUCJIIOTHI, a TAaK’KE, B MEHbBILIEH CTENEHU, JIU3UHA, ApTUHUHA U
OpPHUTHHA B CIM3UCTOM OOOJIOUKE KHUIIEYHMKAa M B KaHaublax nouek. [lpu
HUCTUHYPUHM B CYTKU ¢ MOYOM BhleisieTcss 6osxee 0,75 r HUCTHUHA, a Y 3A0pPOBBIX -
menee 0,07 r/cyt. Beigensaoor 3 reHetudeckux Ttuma uuctunypuu. Ilpu [ Tune
HapyILIeH TPAHCIOPT BCEX YETBIPEX aMMHOKHUCIOT, rpH Il - Tonbko nuctuna, npu -
TPAaHCHOPT HAPYIIEH TOJbKO B Moykax. Jleduuut BcachiBaHUST AMHUHOKHCIOT B
KHILIIEYHUKE KOMIIEHCUPYETCSI BCACBIBAHUEM OJIMT'O- U INCAXapHJIOB.

[{ucTrH M3-3a €ro MjIo0XOH PacTBOPUMOCTH KPUCTAJUIM3YETCs B Moude, o0pa3ys
KOHKPEMEHTBI, Y, TPABMUPYSI CIU3UCThIE 00O0JIOUKH, CIIOCOOCTBYET MH(YPUIUPOBAHUIO
MOYEBBIX MYTEH.

Kinnuveckas kapruHa. JJOMUHUPYIOT CUMIITOMBI IOPAYKEHHUSI MOYEBBIX ITyTEH.
[TosiBnsitoTcst  mpucTynooOpa3Hble OOMM B JKMBOTE WM TOSCHUIE, OOMU TIpH
MOYEHCITyCKaHUH.

[Tpu | Tune uucTUHYpUU MpU3HAKU 3a00JIEBaHUS MPOSIBISIIOTCS B MEPBbIE TOAbI
KHU3HU, OTMEYAIOTCS] OTCTaBaHUE B (PU3NUECKOM Pa3BUTUH, CHUKEHUE UHTEIIICKTA.

Juarnocrtuka. CTapTOBBIMM MOMEHTaMHU Ul JMATHOCTUKU SIBIISIIOTCS paHHEE
pa3BUTHE MOYEKaMEHHOMN 001e3HH, peLUIUBUPOBAaHUE UH(PEKINOHHO-
BOCHAJIMTENBbHBIX 3a00JIEBAaHUN TOUEK U MOUYEBBIX MyTEH.

JlaGopatopHas nauarHoctuka. OOsi3aTeNibHbIC MCCIEIOBAHUS: OOIIMNA aHaIU3
MOYH (XapaKTepHa reMaTypus, JeHKOUUTYpHsi, BO3MOKHA OaKTepUypHsl).

JononnutenbHble uccienoBanus. [Ipm xpomartorpaduu CyTOYHOM MOYM BBI-
SBJIIOT TOBBIIIEHHYIO AKCKPELMI0 C MOYOM IIMCTHMHA M, B YaCTU CIy4yaeB, JIM3UHA,
apriHMHA U OPHUTHHA.

NuctpymentanbHas nuarHoctuka. OoOsi3arenbHble uccinenoBanus. llpu Y3U
MOYEeK M MOYEBOTO MY3bIpS MOTYT OBbITh OOHapyKEHbl KOHKPEMEHThl. Tak Kak
UCTUHOBBIE KAMHH PEHTTEHOKOHTPACTHBI, OHM MOTYT OBITh BBISIBIICHBI HAa 0030pHOI
PEHTIE€HOIPAMME.

JononuurtensbHble uccinenoBanus. C 1enbl0 yTOYHEHHUS (PYHKIIMOHAIBHOTO
COCTOSIHMSI TIOYEK MCHOJB3YIOT CIUHTUTPA(PUIO; A1 YTOUYHEHUS CTPYKTYpPhI MOYEK U

pacnionoxenus: kamuel nposoast KT, MPT.
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NuddepeHunaJbHblii JUATHO3 TPOBOAIAT C JPYTHMH OOJE3HSMH, COMPO-
BOXKIAIOIIMMUCS yposuTHa3oM. IIpu oOkcano3e OTJIOXKEHHE OKCalnaToB KaJIbLIMs
HapsAy € IMOYKaMH MPOUCXOJUT M B MHOKapJAe C pa3sBUTUEM HApYyLICHUHW pUTMA U
IPOBOJIMMOCTH, U B CyCTaBax C MOsIBJIEHUEM apTpairuil. TunuuHa okcamypus oozee 1
MT/KT/CYT.

[Tpu umctuHO3e (0OJNE3HH HAKOIUICHUS LUCTHHA) IPOUCXOIUT OTJIOKEHHUE
KPUCTAJUIOB IUCTHHA B TKaHAX PA3JIMYHBIX OPTaHOB: IOKEITYA0YHOM JKeIIe3bl, IOYEK.
HHC. B wmoue, Tak K€ Kak MpU LUCTUHYPUH, OOHApYKHUBAIOT TI'E€MaTypHIO,
MPOTEUHYPUIO, JIEMKOUUTYPHUIO. WHOTZA TJIIOKO3YypUI0. JIMarHOCTUYECKHM 3HAYMMO
BBISIBJICHHE KPUCTAJUIOB INCTHHA B Pay’KHOM 000JIOUYKE I1a3a U KOHbIOHKTHBE.

Yparypus HaOmomaeTcsi y JeTeil ¢ HapylleHHeM MypHHOBOro oOMeHa, MHOTIa
COYETACTCA C AaleTOHEM M YECKOW pPBOTOM, AapTPaITUsIMH, PELUUAUBHPYIOIINMHA
abroMuHANBHBIME OoniiMU. B mepuon maHudecTanuu MNpOSBICHUN XapaKTEPHO
NOBBIIICHHE B CBIBOPOTKE KPOBHM MOYEBOM KHCIOTHI. XapaKTEpHO YBEJIMYCHHUE
AKCKPEIMH YpaToB ¢ MOYOM (B HOpMe nocie 1 rona »ku3uu - 15-20 mr/kr).

Cungpom Jloy - HacnencTBeHHoe 3a0oJjieBaHHE, OOYCIIOBIEHHOE aTpodueit
CJIU3UCTON 000JIOUKH TOHKOM KUIIKU C FeHEpaIN30BaHHBIM HapyIIEHUEM BCAChIBAHUS
MHOTHX AaMHUHOKHUCIIOT, HAapsALy C YpOJHUTHA30M IIPOSIBISIETCS COYETAaHHBIMH
NATOJIOTHYECKUMHU cuUHApoMaMu. Hacienyercss peneccuBHO, CHEIUIEHHO € X-
XpoMOcOMOW (OOJICIOT TOJIBKO MallbYMKH). XapaKTepHbl TSDKENbIE MOPAaXKEHUs TIJia3
(BpoKIOeHHasi KarapakTa, BpOXIEHHas TIJjayKkoma, CIernoTa), OCTEONOpo3 €O
CIIOHTAaHHBIMU TE€PEIIOMaMHU, NATOJIOTHUS MMOYEK C MPOTEHMHYPUEW, THIEPTEH3HEM,
YMCTBEHHAsI OTCTaJOCTh, 3a/IEpKKa (PU3NUECKOro pa3BUTHs. 3HLEepanonaTtus. OObIYHO
0O0JIbHBIE MOTMOAIOT B IEpBbIE 5 JIET XKU3HM. /[MarHo3 ycTaHABIMBAIOT C Y4YETOM
COBOKYIMHOCTU KJIMHUYECKUX CUHIPOMOB, MOATBEPKAAIOT OOHAPYKEHUEM MACCHUBHOM
AMUHOAIWJIYPUU W BBIABICHHUEM CTPYKTYPHBIX M3MEHEHHMH CIHM3UCTON 000J0YKU
TOHKOW KHUIIKH.

ManbsabcopOuus rnuirHa (TIIMIUHYPHS) HACJIEICTBEHHBIA CUHIPOM HapyIICHUS
aKTUBHOTO TpPAHCIOpPTa IJIMLKMHA B CIM3UCTOM 000J0YKE TOHKOW KHUIIKM U B
NOYEYHBbIX KaHAJIBLAX-TAKXKE XapaKTepU3yeTCs NPEUMYLIECTBEHHO CHUMITOMamMH
HOpaXeHUs MOYEK, CPEAN KOTOPhIX 00pa30BaHue KaJbI[MeBO-OKCAJIATHO- TIUIMTHOBBIX
kamHel. [l quddepeHnmansHON AMArHOCTUKUA OMPEACIISIOT YKCKPEIHMIO TIIUIMHA C
mouoil. Ilpu raununypun ona cocrasiser 0,8 r/cyT., Torga Kak y 3J0pOBbIX U IIpU
apyrux ¢opmax yponurtuasa - 0.1-0,2 r/cyT.

IIpumep d¢opmynupoBku auarHosa. BpoxaeHHas nucTHHypHsA. KoHkpeMeHT
JIOXaHKH JIEBOW MOYKU. BTOpHUYHBIA XpOHUYECKUN NMUETOHEPPUT, IEPUOJ PEMUCCHUH,
ITHO.

JledeHne HampaBJIeHO HAa CHUXKEHUE KOJMYECTBA HEPACTBOPHUMOTO LMCTHHA B
opranusme. Ero npoBoJT B TpeX HANpaBJIECHUAX: HA3HAUCHUE TUETHI, HE COAep Kalieit
HUCTUHA M €ro MNpeAlIeCTBEHHUKOB: YBEJIWYEHUE KOJIMYECTBA MOTPeOIIsieMoil
KUIAKOCTH C LEIbI0 CHWKEHHS KOHILEHTpAalMW LUCTUHA B MOYE: HAa3HAYCHUE
[penapaToB, NEPEBOAIINX [IUCTUH B PACTBOPUMBIE (POPMBI.

HemenukamenTo3Hoe JieueHue. BOIbHBIM PEKOMEHAYIOT JAMETY C OrPAaHHUYECHHEM
cepocojiepKalnux OeKOB U BKIIOYEHHEM MPOIYKTOB, OllleaunBaromux mMouy. C sTo

HCJIbO HCIIOJB3YHOT MPCUMYHICCTBCHHO OBOIIHBIC, B TOM YHCIIC KapTOCbeJ'IBHBIC u
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KapTO(eblIo-KaTyCTHbIE JHUEThl, KOTOpble Ha3HAdaloT He Oosiee ueM Ha 3-4 He..
1ocJie Yero OOJIbHBIX MEPEBOSAT HA OOBIYHBIA PAlMOH, HO C MCKIIIOUEHHEM TBOPOTa,
PBIOBI, SIUII, COJIEp KAIIUX METUOHUH - IPEIIIECTBEHHUK ITUCTHHA. [losie3HO BKIIIOYATh
B IIUTAHUE MOJIOKO, MOPKOBB, CBEKITY, KapTO(eb, HOMHUIOPHI, OAHAHBI, ITATPYCOBBIE.

Hpyroii cnoco6 fedeHus: 3aKI04aeTcs B CHIDKCHUHM KOHLEHTpalluu LIMCTUHA B
MoOY€ JI0 YpOBHs, He npeBbImaromniero 300 Mr/i1, ¢ MOMOIIbIO YBEJIMYCHHS KOJIMYECTBA
noTpedsieMoil KUAKOCTH N0 2-471/cyT. PEeKOMEHIyIOT peXUM «y4alleHHOro
MOYEHCITYCKaHUS.

MenukameHTo3HOe JeueHne. VIMEeroTCsl yKa3aHHsl Ha HCIOJIb30BaHUE OOJBIIUX
JI03UPOBOK TITyTAMUHOBOM KHCIIOTHI (J10 8 T/CyT. mpu HOpMe 2-3 1/cyT.) B TeueHue 1-2
Mec. Y B3pOCHbIX OONBHBIX JUISI TMPEAYNPEKACHUS KPUCTAIU3ALUUA IUCTHHA
ucnoyb3yoT D-nenunmmuiamud. [Ipuem D-nernnmmiamuna B 1o3e 1-2 1/CyT. 00BIYHO
MO3BOJIAET MOJCPKUBATH KOHIICHTPAIMIO IUCTHHA B MOY€e Ha ypoBHE HIbke 200 mr/T
KpEeaTMHWHA M MOXET Npeaynpeautb ¢GOpMHUpOBaHHME, a TakXKe TMPUBECTH K
pacTBOPEHHUIO YK€ CGOPMHUPOBABILIMXCS MOYEBBIX KamHed. Y gnereit D-
NEHULMJUIAMHUH ITPUMEHSIOT PEIKO M3-3a €ro BBICOKOM TOKCHYHOCTH. B HacTosiuee
BpEMsI HMMEIOTCS YCIEIIHbIE IOINbBITKA JJINTEIBHOTO TNPHUMEHEHHSI Y B3POCIBIX
YMEHBUIEHHBIX 703 perapara.

[lenecoobpa3no HazHaueHue BuTamMuHOB B6, A u E, ymyumaromwmx ¢yHK-
IUOHAJIbHOE COCTOSIHUE INPOKCUMANbHBIX KaHanbleB. llpu uHpexkunn MoueBbIX
yTe MPOBOAAT AKTUBHYIO aHTUOAKTEPUATIbHYIO TEPAIHIO.

Xupypruueckoe seudeHue. B psae ciydaeB NPUMEHSIOT JHUTOTPUIICHIO, XU-
pYprudeckoe yAaaJleHHe KaMHEH JIOXaHKA 1 MOYETOYHHKA.

Ipopuaakruka 3axiaroyaeTcss B 00s3aTeNbHOM OOCIEAOBAaHMM HA ILHMCTH-
HYpUIO OOJIbHBIX MOYEKAMEHHOW OOJIe3HbIO, OCOOCHHO pA3BUBILIEHUCS B JETCKOM
BO3pacT. YToObl mpenynpeauTb poKJIeHUE OOJIbHBIX JICTEH B CEMbSIX, OTATOLIEHHBIX
[0 LUCTUHYPHUH. HEOOXOIMMO MEIUKO-TEHETUYECKOE KOHCYJIbTUPOBAaHNUE.

Iloka3zanuss K KOHCYJbTANMH APYIMX CHEHHAJIUCTOB. BOJIBHBIX KOHCYIb-
TUPYIOT HEPPOJIOT, YPOJIOT.

Ioka3anna k rocmurtanu3anuu. [ocnurtanuszanus HeoOXonuMa B ciydae
ITOYEYHOU KOJIMKH, IOYEYHON HEAOCTATOYHOCTH.

IIporuo3 OnarompusATHBIMN, HO YXYIIIAETCS TPHU Pa3BUTHH TOYEHYHOW HEIO-
CTaTOYHOCTH.

ManbabcopOiiusi METUOHUHA
ManbaGcopOuuss MeTHOHMHA - HACJEJICTBEHHOE 3a00JeBaHUE, OOYCIOBJICHHOE
nedexToM OenKka-nmepeHoCcYnKa, OCYIIECTBISIONIEIO BCAachlBAHWE METHOHHMHA B
CIIM3UCTOU 000JIOYKE TOHKOM KUIIIKU U. B YaCTH CIy4daeB, peabcopOInio METHOHNHA B
KaHaJIbIlaX MOYeK.
Bnepsbie manbabcopOuuio MeTronrHa onucaiu B 1958 r. A.Cmur u JI.Cmur.
Onuaemuosorus. 3aboaeBanne BerpedaeTces ¢ yactoToi 1:40000 HaceneHus.
Kaaccupukanus. Beigensior 2 tuma 3aboneBanusi: npu | Tume HapyiieH
TPAHCIIOPT METHOHHMHA TOJIBKO B CIM3HCTOM 0000uYKe KuineuHwka, npu Il Twume
OTMEUYAIOT Kak JAedeKT BCACHIBAHWS METHOHWHA B KUIIEYHUKE, TaK W HapyIICHUE
peadbcopOIHM B TTOYKaX.
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Jtnojsorun. 3ad0JeBaHUE HACJIEICTBEHHOE. THIl HACIeOBaHUS - ayTOCOMHO-
pPEUECCUBHBIN.

[TaTtorenes. JlepuuuT MEeTHOHMHA, BO3HUKAIOUIMN B pe3yJbTaTe CHUXKEHUS €ro
BCACBIBAaHUS W TOBBIIIEHHBIX MOTEPh C MOYOM, MPUBOJUT B MEPBYIO Ouyepelb K
HapYILIEHUIO JIMUUTHOTO oOMeHa. METHOHUH, Tak K€ Kak OeJOK Ka3euH, B COCTaB
KOTOPOTO BXOAUT OOJBIIOE KOJWYECTBO METHOHMHA, OO0JaJaeT JIUIOTPOIHBIM
JEHUCTBUEM, T.€. CIIOCOOCTBYET yJIaJICHUIO U3 MEYEHU U30BITKA XKHpa. AMUHOKUCIOTA
METHOHHMH SIBJISICTCS JIOHATOPOM METAJIbHBIX TPYII, C KOTOPHIMH CBSI3aH CHHTE3
xoimHa. HemoctaToyHoe TOCTYIUIEHME B OpraHU3M I[MILIEBOrO XOJWHA WJIHU
HEJOCTATOYHOE 00pa30BaHHE €ro M3-3a HEXBATKM METHOHMHA MOYET NPHUBECTH K
KUPOBOM HMHPWIbTpAlMK TieYeHU. bonblioe 3HaYeHHEe B MAaTOreHe3e MPHIAI0T
NOCTYINAKIIUM B KPOBb M OKa3bIBAIOIIMM TOKCHYECKOE BO3JICUCTBUE HA OPraHHU3M
OpoAyKTaM OaKTEepHaJbHOTO PpACHICIUICHUS HEBCOCABIIETOCA B  KHUIIEYHHUKE
METHOHWHA, B YaCTHOCTH aib(a-THIPOKCUMACIISTHON KUCIIOTE.

[Ipu 1 Tune wmanpabcopOLMK METHUOHWHA HAPYIICHUS JUMIUIHOTO OOMEeHa
Pa3BUBAIOTCS MEJICHHO BCJIEACTBUE YACTHUHON KOMITEHCAUU Jie(peKTa BCachIBAHMS
3a CUeT YTWIM3alluM METHOHHMHA B COCTaBe OJUro- u nucaxapunoB. [lpu Il tume,
KOI/Ia HapylIeHO HE TOJIbKO BCachlBaHWE B KHIIIEYHUKE, HO U peabcopOuus B
MOYEYHBIX KaHalbIaX, AeMUIIUT METHOHHUHA O00JIe€ CYIIECTBEHEH, MPOSIBISAETCS
panblie u 6o1ee MaHU(PECTHO.

Kannnuyeckas kapruna. | tun 3a0oneBaHus nporekaeT 0osee OJaronpusTHO U
HAYMHAET TPOSIBIATHCS TOJBKO B 3peraoMm Bospacte. [lpu |l Tume cumnTomsl
NOSIBJISIFOTCS. B JETCKOM BO3pacTe IOCie YHOTPeOJIeHUs MPOIYKTOB, OOraThIX
METHOHMHOM: TBOpPOra, SHWIl, IEYEeHH, CBUHUHBL. (OTMEUalOT KallluileoOpa3HbIii,
WHOTJA KUJKUWA W TICHUCTBIA CTyJd. BcnmencrBue BblIEIEHUS € MOYOM  a-
TUIPOKCUMACIIIHOM KHCIIOTBI MOYa MPUOOpETaeT 3amax CoJIoAa WIM BBICYIIEHHOTO
cenpaepes. C oOpa3oBaHMEM B KHUINEYHUKE M BCACBIBAHUEM JTOrO0 MeTaboauTa
CBS3BIBAIOT TaKXe TMEMeNbHbINH (OeCHBETHBIN) [BET BOJOC OONBHBIX. [IpuCTyMbI
OJIBIIKH, CYJIOPOTH, OT€KM W OTCTaBaHUE B YMCTBEHHOM pa3BuUTHUH. llocTeneHHO
MPOUCXOJUT YBEJIUYECHUE U YIUIOTHEHHUE MEUYEHH, TOSBISIETCS BSJIOCTh, COHJIUBOCTb,
yToMmJisieMocTb. HapacTtaeT orcraBanuwe B (PU3HMUECKOM M TCUXUYECKOM DPA3BUTHUHU.
Bo03MOXHBI CyIOpOKHbBIE ITPUTIAJIKH.

JIMarHOCTHKA BKJIIOYAeT KOMILIEKCHOE HCCIIeIOBAaHUE MOKa3aTeseil 0eIKoBoro,
KUPOBOTO U YIJIEBOJHOTO OOMEHa, MPOBEICHHE MEYEHOUYHBIX MPOO, MpeArnojaraer
uzydyenue ¢pynkunonuposanus [THC, cepaedHo-cocyiucToit © MOYEBOM CHCTEM.

JlaGoparopHas auarHoctuka. OOsi3aTeNibHbIE HUCCIAEAOBAHUS: OONIUN aHaINU3
MOYH (BBISBIISIOT aMUHOALIUTYPHIO).

HonosnnutenbHbie uccnenoBanus. [locne narpy3ku metuonuHom mpu |l Tumne
MajababCcopOIIMM METHOHHWHA OTMEUYAIOT YBEIMUYEHHUE BBIACIICHUS C MOYOM METHOHHUHA
U ero OakTepHabHBIX META0OIUTOB - THAPOKCUOYTUPOBON KUCIOTHI W/WiH aib(da-
TUAPOKCUMACISIHOW KUCIIOTBHI.

NHcTpyMeHTanbHas nuarHoCcTUKa.IIpoBOAST HCClenoBaHUE COCTOSHUS IEUECHU
(Y3U neyeHu U cene3eHkH, TONIIEPOBCKOE UCCIEA0BAHUE MMOPTAIBHOIO KPOBOTOKA,
OI'IC. cumaTUrpadus neuenn) u [HHC (Y3U,20I", nomnmiepoBckoe ucCaea0BaHUE
cocyno, MPT).
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JMuddepeHunaabHblii AUATHO3 TMPOBOIAT C XPOHHUYECKHUMH 3a00JeBaHUSIMU
Ne4YeH!u (XPOHMUYECKHI TemnaTtut, UUppo3 IMEeYeHU U Jp.), C OpPraHu4YeCKUMHU
3aboneBanusiMu LIHC, ¢penunkeronypuei.

IIpumep dopmyanpoBku auarnosa. [lepuuynas manbaOcopOIUs METHOHHHA.
Kuponas guctpodus neuenu. OnurodppeHus.

JleyeHne BKIIIOYAET TUETY U CUMIITOMAaTUYECKHUE CPEICTBRA.

HemenukamenTo3noe sneuenue. [Ipu nepBudyHO ManbabCOpOLMsl METUOHHWHA HE
yInoTpeOSIOT MHUIIEBbIE MPOAYKTHI, OOraThle METHOHHHOM (TBOpOT, siiia, Quie
TPECKH, I€YCHb, TOBSIINHA).

MenukaMeHTO3HOE JICUCHUE HMEET CUMIITOMATUYECKHi Xapakrep. HasHadaror
renaTonpoTekTopsl (Dccennmane goprte, I'cmadene, Jleramon u mp.) U HeHpoTpOoPUKH
(KaBunTtoH, IHCTEHOH U JIp.).

XUpypruyeckoe JIeYeHHE MOXKET MOTPeOOBATbCA TMPHU PA3BUTUU OCIOKHEHUH,
HaIpUMep MOPTATLHON TUIIEPTEH3HH.

IIpo¢gunakTuka COCTOUT B CBOEBPEMEHHOM BBISBICHUH CIy4yaeB MaiabaOcopO-
IUM METHOHUHA U TPOBEJICHUU CEMEUHOTO N'€HETUUYECKOIO KOHCYJIbTUPOBAHUSI.

Iloka3aHns K KOHCYJbTALIMHU JAPYIHUX CIHENUHAJMCTOB. B cBs3u ¢ 4YacThiM
nopaxenueMm nedenu u [{HC HeoOxoauma KOHCyIbTallKs renaroiora i HeBpoJora.

IMoka3zanusa k rocnuranu3anuu. [‘'ocnuTanuzanys HeoOXoauMa Uil IEPBUYHOM
u auddepeHuaiIbHON TMarHOCTUKH.

Iporuos. [lpu coOnroaeHUN IUETHI C BO3PAcCTOM CUMIITOMBI 3a00JIeBaHUSl CTa-
HOBSITCSI MEHEE BBIPKCHHBIMH, TICUXUYECKasi HETIOJTHOIIEHHOCTh COXPAHSETCA.

AGeTanunonpoTenHEMUS

Alerasunonporennemus (0oJie3Hb baccena-KopHuBsciira, akaHTonmuro3)
HACJIEICTBEHHOE 3a0o0yieBaHUE, OOYCIOBJIEHHOE AEPUUIUTOM MHKPOCOMAJIBLHOTO
OeJsika, KOHTPOJIMPYIOIIETro oOpa3oBaHue amomnporenHa B, cojaepikaiierocsi B 0erra-
JHUIONMPOTEMHAX M B KOHEYHOM HTOre o0ecrneYyuBaOIIEero TPAHCIOPT TPH-
IJIMIEPHIOB M3 JHTEPOUMTOB B UMY U IUIa3My KPOBH.

InuaAeMHoI0rus. AOeTAJIUNONPOTEHHEMHI0 CYUTAKT peaKuM 3aloJieBa-
HHEM.

Knaccupukanus. BoiieasiioT nepBUYHY T'MI0- U a0eTATUNIONPOTEHHEMHUIO.
YKa3bIBalOT HMEKLIHEC CHHAPOMBI.

JtHosorus. 3a0oyieBaHWE HACIEACTBEHHOE. THN HaclieJOBaHUS ayTOCOMHO-
peueccuBHbIN. ['eH okanu3oBaH Ha 2-il xpomocoMe (2p23 p24). Taxxe oOHapyKEeHbI
nedexkTsl  BOOJIBIION CyObEIMHMIIE MOJEKYJIbl MHUKPOCOMAJIIBHOIO Oelika -
NEePEeHOCUMKA TPUTTULEPHUIOB.

Ilatorene3. B pesynbraTe nedexra TpaHCHOPTHOM CHUCTEMBI JIMIU[bI, TPEHU-
MYILIECTBEHHO TPUTJIMLIEPUIbI, HE TOCTYIAIOT U3 KUIIEYHUKA B TUM(Y U KPOBb.
HecniocoOHOCTh cHHTE3UMpOBaTh anonporeuH B 1 00pa3oBbIBaTh XHIOMUKPOHBI
OPUBOJUT K MaibabCcopOLMU KUpa U >KUPOPACTBOPUMBIX BUTAMHUHOB (MIpEUMY-
niectBeHHO E u A).

BenencTere neMuenMHU3aMY aKCOHOB Pa3BUBAIOTCS HAPYIIEHHS] KOOPINHALINH,
aTakcys, HUCTarM, NUIrMEHTHAs JIEr€HEPALMsl CETYaTKU U OTCTABaHUE U YMCTBEHHOM
pPa3BUTHH.

45



B pesynbrare oTCyTCTBHS O€TTa-JIHMIIONPOTEHHOB, TPAHCTIOPTUPYIOMIUX >KUPO-
pacTBOpPUMbIE BUTAMHHBI, pa3BUBAETCs AePUIUT BUTAMUHOB E u A.

Knunuyeckas kapTuHa. [ MnoGeTanunonpoTeMHeMus - yMEHbIIICHUE
coJiep>kaHue OeTa- JIMIMOMPOTEUHOB, YacTO MpoTekaeT beccumnToMHo. CoaeprkaHue
anb(a-JIUMONPOTEUHOB B HOPME WIIH Ja)Ke YBEIUYEHO, TpUuriuuepuaos ot 70 go 120
Mr%, 6erra-nmunonpoteuHoB ot 20 1o 70 mr%. BcacsiBanue >xuMpoB 00BIYHO HE
HapYLIEHO.

[Tpu aGeranunonpoTeMHEMUH HA 1-M TOAY KHU3HU MPEOOJIaTar0T U3MEHEHHUS CO
ctoponsl JKKT: crearopes, ppoTa, 00JM B XKMBOTE; CHHUYKAIOTCS TEMIIbI MPUPOCTA
Macchl TeNa, pa3BUBAeTCA TUNOTPOdUs, MBIIIEYHAss CiabocTh. TUNHUYHO
IPUCOEINHEHNE aHEMUH C aKaHTOLIUTO30M, OOYCIIOBJIEHHOM HApYLIIEHUEM CTPYKTYpBI
MeMOpaH »SPUTPOLUTOB, MNPUBOAAIICH K YKOPOUCHHIO MPOAOTIKUTEIBHOCTH HUX
KU3HU.

B nocnenyromiemM BO3HUKAIOT HapyUIEHUS KOOPJAWHAIIMM, aTaKCHs, HapyIICHUs
YyBCTBUTEIIBHOCTH, PA3BUBAETCSI YMCTBEHHAs! OTCTAIOCTh. Kak pe3ynbTaT CHUKEHHS
BCACBIBAHUSA KUPOPACTBOPUMBIX BHUTAMUHOB Pa3BUBAIOTCA HAPYIICHUS 3pPEHUS
(merenepariysi CETYaTKH, MUTMEHTHBIA PETUHUT BIUIOTH 0 CJIETOTHI).

Juarnoctuka. JlaboparopHas auarHoctuka. OOsi3aTenbHbIE HCCIEIOBAHMUS.
[IpoBonAT (heHOTHHUpOBAHUE AUCIUIIONPOTEUHEMHH. XapaKTePHbI OTCYTCTBUE B
KPOBHU JIMIIONPOTEMHOB HU3KOW (OeTTa) M O4YEeHb HU3KOM (TpederTa) IIIOTHOCTU U
XUJIOMUKPOHOB, CHUYKEHHE YPOBHS KUPHBIX KUCIOT U XOJECTEPUHA.

JlononHuTenbHbIe HcclieqoBaHus. [I[poBoAsAT remaTosiorniyeckoe 00CiIe10BaHue:
U3y4aroT MOP(OJIOTHIO IPUTPOLMTOB (HAOIIOJAIOTCS aKaHTOLMUTHI - SPUTPOLUTHI €
MHOKE€CTBEHHBIMU IIUJIOBUIHBIMU BBIPOCTAMU), UCCIEAYIOT TPU3HAKHA T'€MOJIU3A.

NHcTpyMeHTalbHAst auUarHocThka. B OuonTartax  COM3UCTON  000JI0YKU
OOHApyXUBAIOT BaKyOJU M >KUPOBBIE BKIIOUCHHUS B DHTEPOLUTAX, MPHU BBICOKOU
KOHIIEHTpAIIUU TPUTITUIEPHUIOB B OMONITaTe OTCYTCTBYET anonpoTenH B.

NuddepeHuuanbHblii JTUATHO3 TPOBOIAT C 3a00JEBaHUAMH, TPOSBIIS-
foimuMucs creatopeeit.IlepBuunas ManbaOcopOLUsl KEITUHBIX KUCIOT O0O0YyCIOBJICHA
HapylIeHUEM aKTUBHOTO TPAHCIOPTA JKEMYHBIX KHCJIOT B TOHKOW KHIIIKE.
XapakTepHO COYETaHUE BOISHUCTOM Auaper C BbIpaXxeHHOW ceatopeer Il Tumna.
CHmKeHa KOHUEHTpAUMs >KEMYHBIX KHCJIOT B KPOBHM M MOYE, MOBBIIIEHA HX
IKCKpenus ¢ kaoM. HeancopOupoBaHHbIE JKUPHBIE KUCIOTH HAPYIIAIOT BCACHIBAHUE
HMOHOB KaJblIMsl, MarHusl, IIMHKA, CEJICHa, YCYTyOJISIFOT HApPYILIEHHUs] BCAChIBAHUS BOJIbI
W HaTpusi B ToJicToM kuiike. IIpu oOciemoBaHuu TMoOcie HArpy3kd MEUECHBIM
XOJIMHTJIMIIMHOM BBISIBIISIFOT TIOBBIIEHUE coiepkanusi C1l4 B BeIIBIXa€MOM BO3AYXE.
BcacbiBanue xosiecTepuHa U TPUTIIHIIEPUIOB HE CTPaIaeT.

Henuakusa (cMm. pa3a. 1.7) xapakTepuszyeTrcsi KOMILIEKCHOW MayibabcopOruen ¢
BBIpOKEHHOM cTeaTopeed. OpHAKO OTCYTCTBUE O€TTa-TMHUONPOTEUHOB IIEIHAKUU
HECBOMCTBEHHO, HO XapaKrepHO IMOBBIIIEHUE AHTUTEN K TKAaHEBOW TpaHCriayTa-
MUHA3€, aHTUTJINAIMHOBBIX, aHTUPETUKYJIMHOBBIX U AHTUAHIOMH3UUHBIX aHTHUTEIN, a
TaKXke Mpu3Haku runepTpoduueckoit (D-kimeTkn) aTpoduu CIU3HCTOH 000J0YKH
TOHKOM KUIIKH.

Jns  MykoBucLMIO3a XxapaktepHa crtearopess gnpyroro (I), uyem 1mipm
aberamunonporennemMun (1) tuma. Yacto Hapsiay C KHUIICYHBIMUA TPOSIBICHUSMU
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OTMEYAIOT XPOHUYECKYI0 WIH PEHUAUBUPYIONIYI0O CUMIITOMATHUKY CO CTOPOHBI
JbIXAaTENbHBIX MyTel. XapaKTepHO MOBBIIICHUE KOHUEHTPALUU AJIEKTPOJIUTOB B MOTE
(TIOJIOKUTETBLHBIN TTOTOBBIN TECT).

IIpumep ¢opmyaupoBkn aumarnosa. l[lepBuuHas aOeTaaUnonpoTeHHEMHUSI.
AKaHTOILIMTO3HAS aHEMUS JIETKOU cTerneHu. [IurmenTHbIl peTuHUT. Onuro@penus.

Jleuenune BKIIOYAaET AUETY U 3aMECTUTENIbHYIO Tepanuto. Cnernuduyeckoin
TEpaIliu IeT.

HemenukamMeHTO3HOE JieYeHHMEe COCTOUT B HA3HAYCHHHM [IETSIM TPYAHOTO
BO3pacTa CMECE C HU3KUM COJIEPKAHUEM >KUPOB, BKIIOYAIOIIMX CPEIHEIENo-
YEYHbIE TPUIVIMIEPUABL. B mocnenyromeM peKOMEHAYIOT AUETYy C OrpaHuYEHUEM
JKUBOTHBIX JKHPOB, OOraTryr0 TMOJMHEHACHIIIEHHBIMA JKUPHBIMU KHUCIOTAaMU U3
ceMeicTBa JIMHOJEHOBOM KHUCIOTHI W BuUTamMuHOM K (pacTurenbHble Macna:
MOJCOJIHEUHOE, KYKYPY3HOE, XJIOIIKOBOE, COE€BOE, JIBHSHOE, KOHOIUISHOE), 3J1aKOBBIC
rpy6oro rmomosa u 6000BEbIE.

MenukaMeHTO3HOE JieueHHe. Ha3zHauaroT 3aMECTUTENbHYIO TEpaIuio MOJIU-
HEHACBIIICHHBIMUA KUPHBIMU KHUcIOTaMu (JIMHETON), MOMOJHUTENHHOE BBEIACHHUE
KUPOPACTBOPUMBIX BHUTAMHHOB B BBICOKMX jo03ax (ButamuH E 100 Mr/kr/cyr.).
OAHOBPEMEHHO Ha3HAYarOT BUTaMUH A (pEeTHHOJN) JJIsl MPO(UIAKTUKYA I UTIOBUTA-
MHUHO3a A, TaK KaK TOKO(EpOo B BRICOKHX J]03aX MOYKET BbI3BATh €0 Pa3BUTHE.

[IpodumnakTuka COCTOMT B CBOEBPEMEHHON JMArHOCTHUKE a0eTaJumonpo-
TEUHEMUU U TEHETUYECKOM KOHCYJIbTUPOBAHUU YJICHOB CEMbH OOJILHOTO.

Iloka3zaHus K KOHCYJbTAUU APYrUX cnenuasucToB. [Ipu anemuu HeoO-
X0JMMa KOHCYJbTAllUsl TeMaTojiora, Mpu HapylieHuu 3peHust odranbmosiora. [lpu
HapyIIeHUU MTOXOJIKH, YyBCTBUTEILHOCTU HEBPOJIOTA.

Iloka3anus k rocnutaaudanuu. [lepBuyHas 1MarHoCTUKa U HEOOXOJAUMOCTh
i epeHInanbHON TMAarHOCTUKH.

IIporno3. Ilpu CcBOEBpEMEHHOM HAa3HAUYEHUU TEPANUHU, ITO3BOJSIOLICH Ipe-
JTOTBPATUTh TSKEIbIE HEOOpAaTHMbIe HEBPOJIOTHUYECKHE U  O(TaTbMOIOTHYECKUE
HapYIIEHUs, MPOTHO3 OJaronpusTHeIN. MajibabcopOuusi MUHEPAJIbLHBIX BellleCTB U
BUTAMUHOB

ManbadcopOuus MUHEPAJIbHbIX BElIECTB 1 BUTAMUHOB

AKpOZIEpMATHUT SHTEPONIATHYECKUI

AxkpoaepMaruTr 3HTeponarudyeckuit (cunapom Jlanbdoabra—Kiocca, cuH-
apom bpanara) - HaciencTBeHHoe 3a00Ji€BaHUE, CBA3aHHOE C HapyllIeHHEM
BCAChIBaHUS LIMHKA.

BrniepBbie sHTEpOnaTHUYECKHl aKpoJepMaTUT KaK CaMOCTOATEIbHOE 3a00sieBaHue
Beigea B 1936 1. bpanar (T.Brandt). [Toapo6HO 3Ty Oone3np omucanud B 1942 r.
Hau6onst (N.Danbolt) u Kiocc (K.Closs).

Knaccupukanuu. Beiaensior nepBUYHYIO W BTOPUYHYIO (POPMBI, OTMEUAIOT
nepuoibl 3a00aeBanus (000CTPEHUs, PEMHUCCHH ), YKA3bIBAIOT BTOPUYHBIE CUHIPOMBI.
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ITHOJIOTUA.  DHTEPONATUYECKUM  aKpOJIEpPMATUT  PACCMATPUBAIOT  Kak
ayTocoMHopelieccuBHoe 3aboneBanue. Okono 20% O0NbHBIX - AETH, POAUBIIUECS OT
KPOBHOPOJCTBEHHBIX OpakoB. YacThl ceMeiHble ciayyau 3a00JIeBaHusl.

Penkue cnyuan Havaia 3a0ojieBaHUs B CTapilieM BO3pacTe OOYCIIOBJIEHBI, MO-
BUJIMMOMY, BTOPUYHBIM J€(PUIIUTOM IIUHKA, CBI3aHHBIM C HAPYIICHUSIMU BCAChIBAaHUS
[IMHKA TpU 3200JIEBAHUSIX MOJKEITYJOUHOMN KeJe3bl, IEIHUaKUH, MOCie onepanui Ha
KUILIEYHUKE; a Y B3POCIIBIX CO 3JI0YMOTPEOICHUEM ATKOTOJIEM.

IMaTorenes. [IpeamnonaraioT reHETUYECKH JETEPMUHUPOBAHHBIN JAeeKT Oemka,
OCYULIECTBJISIIOLIErO MEPEHOC IIMHKa 4Yepe3 MeMOpaHy SHTEpoLHTOB. B pesynbTaTe
HEJIOCTAaTOYHOTO BCAaChIBaHWsA IIMHKA Hapymaetrcs GopmupoBanue 6Oonee 200
(depMeHTOB, yacTh U3 KOTOpHIX yuacTByIoT B cunTe3e PHK, JIHK. Hapymaercs poct u
neneHne KieTok. Pa3BuBaetcs atpodusi BOPCHH CIM3UCTON OOOJOYKHM KHIIICYHHUKA.
[IpoucxoauT BTOPUYHOE CHUXKEHUE aKTUBHOCTU aucaxapupas. Ctpanaer UMMyHHas
cUCTeMa: pa3BUBaeTCs JTUM(OIEHUs, TPOUCXOAUT HapylieHue auddepeHuupoBku T-
KJIETOK, CHU)KEHUE aHTUTEII000pa30BaHMUS.

Kananveckasa kapruHa. JKEHCKOE MOJIOKO COJEPKUT OTCYTCTBYIOIIUM B
KOPOBBEM MOJIOKE JIMTAHJ. CBS3BIBAIONIMM IMHK M OOECHeuMBaroOnuil ero Bca-
ceiBanue. [Ipu nmepeBojie Ha UCKYCCTBEHHOE BCKapMIIMBaHHUE Y PEOCHKA TMOSBISIOTCS
YacThI BOJSIHUCTBIN, TIEHUCTBIN, )KEJITO-CEPOTO LBETA (CTEATOpEsi) CTYJN, aHOPEKCHSI.
MOBBIIIEHHAS BO30YIUMOCTbD.

Heckonbko mMo3ke MOSBISAIOTCA HM3MEHEHUsT Ha Koxke. Cblllb CUMMETpUYHAs,
pacriojaraeTcsi B KPYIHBIX CKJIaJKaX, BOKPYr pTa, TJia3, B aHaJbHO-T€HUTAJIBIION
obsiactu, B 00JaCTU ATOAUI, pa3ru0aTEIbHBIX MOBEPXHOCTEN KOJICHHBIX U JIOKTEBBIX
cyctaBoB. Cheinb noiuMop(dHasi, BHavajie YpuTeMaTo3Hasi, BE3UKYJIONMYyCTYyJIe3HaAsl WU
OyJie3Hasi, TOCTENEHHO CJIMBAaETCS B MOKHYIIME, 3pPO3UPOBAH- HbIE OYArW,
MOKPBIBAIOIIMECS KOpKaMu. Y OoJbIledl 4acTu OOJIbHBIX BO3HHUKAIOT MAPOHUXUU,
nuctpodust HorTeil. XapakTepHO BBIMAJACHUE BOJIOC C PA3BUTHEM aJIOMNEINU, B YaCTH
CJIy4aeB TOTAIBHOM.

B pesynbprate BTOPUYHOTO HMMMYHOACHUIIMTA HYACTO BO3HUKAIOT Pa3IUYHBIC
uHpekuu. [loutn y Bcex OONBHBIX B 30HAX MOPAKEHHS TMOSBISIOTCS MPU3HAKH
BropuyHON MHMpeEKIUU. Y 70% O0JBHBIX B COCKOOAX ¢ 04aroB Ha KOXKE M CIU3HCTHIX
oboJioukax oOHapyxkuBaroT rpudsl poga Candida.

YacTo mosBISIOTCS 3ae/bl, TIIOCCUT, CTOMATUT. Y MHOTUX OOJBHBIX Pa3BUBAIOTCS
Osepaput, KOHBIOHKTUBHT, CONpOBOXAaromuecs potogodueit, daedapocnazmMom. Y
JI€BOYEK BO3MOXKHBI SIBJICHUS BYJIbBUTA, Y MAJIbUUKOB Oa1aHOMOCTHUTA.

Huapes npuHuMaeT xpoHudeckoe teueHnue. [IoHochl, He moaaronuecs: 00bIYHON
Teparuu, MPUBOJAT K UCTOIICHUIO, 3aJIePKKE POCTa, ICUXOMOTOPHOTO Pa3BUTHSI.

JIMarHocTUKA OCHOBaHAa Ha KIWHUYECKOM CHUMIITOMATHKE M JaHHBIX
J1a00paTOPHBIX UCCIICIOBAHUIA.

Jlabopatopnas mmarHoctuka. OOsi3aTelnbHBIE WCCIIENOBAHUS. XapaKTEePHBI
CHIW)KCHUE YPOBHS IIMHKA B CHIBOPOTKE KPOBU HUKE 6 MMOJB/J, YMEHBIICHHE
DKCKPELMHU LIMHKA C MOYOM.

JlonoIHUTENbHBIE UCCIIEI0OBaHUsA. XapaKTEPHBI CIBUTH B UMMYHHOM CTaTycCe.

48



UuctpymentanpHass  auarHoctuka.  OOs3aTenpHble  HccheaoBaHus.  Pa-
JIMOM30TOIHOE MCCIIE0OBAHIE ¢ °ZN BBIABIAET PE3KOE CHIDKEHHE ero abCopOIMH B
KHILICYHUKE.

JlononHuTenbHbIE  UCCHENOBaHMs. [IpM  T'MCTOJIOTMYECKOM  HMCCIIEIOBAaHUU
ouonTara CIAU3UCTOM OOOJIOUKM TOHKOM KHIIKM OOHApYKMBAIOT XapaKTEPHbIC
BKJIFOUEHMS B KieTkax Ilanera.

Auddepenumanbubiii.  auar”o3. HCkitodaroT aTOHUYECKUW JAEPMATHT,
KaHIUI03, BPOXACHHBIN OyiuiesHblid sumaepmonus. Juddepenuupyor ot BTO-
PUYHOIO HApyLIECHUS BCAChIBAaHUS IIMHKA MPHU BOCHAIUTEIBHBIX 3a00JIEBaHUSX
KUIIEYHUKA, TPU aTpOPHUH CIU3UCTOM OOOJOYKM KHIIEYHHKA M TPU CHHAPOME
KOPOTKOM KUIIKH.

IIpumep ¢opMmyaupoBKM auarHo3a. [lepBuuHBIM OJHTEPONIATHYECKUN
aKpOJEPMAaTHUT, 04aroBasi AJIONELMs], THHTUBUT.

Jleuenne. Hemenukamenrosznoe neuenne. Ha 1-M rony »u3HM NpU OTCYTCTBUHU
IPYyIHOTO MOJIOKa HEOOXOJUMO BCKapMIIMBAHHE HENACTEPU30BAHHBIM JOHOPCKHUM
MOJIOKOM.

MenukamMeHnTo3HO€e jedyeHue. [Ipy MCKyCCTBEHHOM BCKapMIIMBAHUU U y JETEU
crapme | rojga Ha3Ha4arOT Ipenaparbl LUHKA: acnapTrar IUMHKAa M3 pacdera 2
MI/KT/CYT.; Cyab(aT, alieTaT WK TJIIOKOHAT IIUHKa B A03€ oT 10-20 mr/cyT. 1 neteit
1-ro rona xu3HU, y JIeTel cTapile roja B 3aBUCUMOCTH OT BO3pacTa CyTOYHas J03a
coctapysieT 50-150 mr. Yenemno npumensitot Lluakrepan.

[Ipu oOocTpeHMH aMaperd Ha3HA4YalT IPOU3BOJAHBIE §-OKCUXHHOJIMHA (DH-
TepocenTtoi, MHTecTonaH), KOTOpble MPUHUMAIOT B OOBIYHBIX J03aX IO Pa3BUTHUS
KIIMHUYECKOM PEMMCCHUM, IIOCIE 4YEero IepexomsT Ha IOIAEPKUBAIOLIUE 03HI,
MoJIydaeMble B TE€YEHUE MecsueB, JieT. [Ipu nucOakTeprosze Ha3HA4aOT IMpe- U
npoOuoTuku. IIpoBOAST HMMMYHOKOPPEKIMIO, HAa3HAYalOT MECTHOE  CHUM-
IITOMaTHYECKOE JICUCHHUE.

XUpypruyeckoe JIeYeHHE MOXET MOTpeOOBaThCS NPU TMOSBICHUM BTOPHUYHBIX
ouyaroB HHGEKIMH QPypPyHKYIJIOB, aOCIIECCOB U TIP.

IIpoduiakTka BTOPUYHBIX (GOPM 3aKJIFOUAETCS B CBOEBPEMEHHOM BBISIBJICHUU
U JICYCHUM XPOHUYECKHX 3a0ojieBaHWM KuuleuHuka. [Ipodunaktuka nepBUUHBIX
dopM - TpoBenEeHHUE T'E€HETHMYECKOIO KOHCYJIbTUPOBAHUSA B CEMBSAX, B KOTOPBIX
BBISIBJICHBI OOJIbHBIE SHTCPOMATUUECKUM aKPOJAEPMaTUTOM.

Iloka3zanus K KOHCYJbTAMHM APYIHMX cHeuuaaucTroB. B3aBucumoe! m ot
MPOSIBJICHUN HE0OX0JMMa KOHCYJbTallMsd JAepMarosiora, MHQEKIMOHHUCTA, OKYJIHUCTA,
TUHEKOJIOTa.

IMokazanusa K rocmutanau3amuu. [ocnuranuzanus HeoOXoauMa MpH BTO-
PUYHBIX UHPEKIUAX, TSXKETbIX KOKHBIX TPOSBICHUSIX.

IIporno3. Teuenue 3a0oneBaHUs AJIUTEIBHOE C MEPUOAAMH OOOCTPEHHUS U
pemuccun. HekoTopoe cMmsardeHue CHUMNTOMATUKH OTMEYAIOT B IEPUOJ IOJOBOIO
co3peBaHusd. be3 nedenuss OOJbHBIE MOTYT MOTHUOHYTH OT HHTEPKYPPETHBIX
3a0osieBanuil. [IporHo3 3aBUCHUT OT CBOEBPEMEHHOCTHU UArHOCTHKH, aJ€KBATHOCTH
JICYEHUS.
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BpoxnenHas XaopuaHasi guapest

BpoxaenHnasi xJopuaHasi auMapesi - HacJEACTBEHHOE 3a0o0yieBaHUE, OO0YCIIOB-
JIEHHOE HapyIIeHUEM BCAChIBaHUS B KHUIIIEYHUKE XJIOPUIOB C pa3BUTHEM MNpody3HOU
nuapeu, 00e3B0KUBaHUS, HAPYILIEHU MeTaboIn3Ma.

dnuaemuoaorus. Bctpewaercs ¢ yacroroi 1:30000 HOBOPOKIEHHBIX.

Knaccuduxkanusi. Hapsay ¢ Hozomorumdeckod (GopMoi yKa3bIBalOT NEPHOJ
(mexommeHcauu, KOMIEHCAIMK) U KIMHUYECKUE CUHAPOMBI.

JtuoJiorus. 3aboyieBaHHe HACIEACTBEHHOE. THWI HACIEAOBAaHUS AyTOCOMHO-
periecCCUBHBIN. Perynmpyromuii TeH Jokamu3yeTcs Ha 7-if xpomocome (7022-031).

ITaTtorene3. Bciencrteue reHHoro nedekra B KIETKaxX CIM3UCTON 00OJOYKH
KHILIEYHUKA HapyIIaeTcsl PyHKIUA aKTUBHOTO TPAHCIOPTEPA XJI0pa, KOTOPBIN JOJHKEH
o0OecrieunBaTh B SHTEPOIMTaX OOMEH HOHa XJiopa Ha OWKapOOHATHBIM HOH. DTO
MPUBOJAMT K HApPYLIEHUIO BCAchIBaHUS XJOpa H YCHUJIEHHOMY BCAaChIBAHMIO
OukapOboHaTHOTO HOHA. B pesynpTaTe oOTMedaroTcsi cHmkeHue PH B mpocsete
KHIIIEYHHKA U noBblieHue pH B KpoBH. Pa3BuBaroTCs ceKpeTOpHas auapes, TSKEIbIN
aJKanao3, TUMOXJIOPEMUs, THUIMOKAJUEMUs, TUIOHATPUEMHS. XJOp B OOJBIINX
KOJIMYECTBaX BBIACIICTCS € KajloMm. BrocineacTBum pas3BUBAaeTCs BTOPUYHBIA TH
NEPAIBIOCTEPOHU3M, YPOBEHb CBIBOPOTOYHOI'O HATPUSI HOPMAJIU3YETCS.

Kaunnyeckass kapTuHa. 3a0oiieBaHUE MPOSIBISIETCS YK€ BHYTpUyTpoOHO B
HOCJIEIHEM TPUMECTpe OEpEMEHHOCTH BBISBISIOT MHOTOBOJAME, KOTOPOE CBA3aHO C
HayaJioM JAWaped y IUIoja emie 0 €ro poxkaeHus. Jletn oObIYHO poXKAaroTcs
HEJIOHOWIEHHBIMU. [Ipy poXAEHUM OTMEUYalOT B3AYyTHE MXUBOTA, OCJIA0JICHHE Iie-
PUCTANBTUKU, YAaCTO OTCYTCTBYET MEKOHUH. Ilociie KaXaoro KOpMIIEHUs C TEPBBIX
JHEN >KU3HU HaOmrogaeTcs: yrnopHas pBora «(poHTaHOM». CTyn O4YeHb KUAKUH, BO-
ISTHUCTBIN, MTOXO0KUA Ha Mouy, 10 10-20 pa3 B cyTku. beicTpo pa3BuBaroTCs TsKeEmas
AerupaTanusi, OJUTYypusi, BO3MOXxHa rumneprepmus. Hapacraior runotpodus,
MBIIII€YHasi TUIOTOHUS. OTMEHa MOJIOYHOTO BCKapMJIMBaHUs Hed(PPEeKTUBHA.

JIMarHo3 MokeT ObITh 3al0J03PEH aHTEHATAJIbHO MO0 HAJUYHUI0O MHOTOBOAMS Y
O0epemenHol 1 qanHbM Y3U 1mona.

JlaGoparopHas nuarnoctuka. Q0s3aTeNnbHbBIC UCCICAOBAHUS: OO aHAIN3 MOYH
- MOYa MMEeT ILIEJIOYHYI0 pEeaKkluio; OMOXUMHYECKHM aHalu3 KpPOBH BbIpaKEHHas
TUTNIOXJIOPEMUs, THHOKAIMEeMUs. Tshkenbiid ankano3 (pH kposu nmo 7,7- 7,8:BE no
+30,0).

JlomoHUTENbHBIE MCCIEIOBAHUU: aHajdu3 Kajla - TOBBIIMIEHHE HKCKPELHH
xjopunoB (6osiee 15 mmounb/n wim 6onee [ r/cyT.); sKCKpenust XJjiopa ¢ MOYOM
CHUKEHA.

NuctpymenTanbHas nuarHoctuka [Ipm Y3M BBIABISIIOT pe3koe paclIupeHHe
MOJIB3JIOIIHOM Y TOJICTOM KUIIKU C OOJBIINM KOJIMYECTBOM KHUAKOCTH.

JAupdepeHunanbHbIl JHATHO3 IIPOBOAAT C BPOXKICHHBIMUA «BOISHUCTHIMU
TUapEsIMH.

Bpoxnennas HaTpueBas auapes KIMHUYECKHM OYE€Hb CXOJHA C BPOXKIACHHOM
XJIOpUAHOU nuapeeil. B xoHie 6epemMeHHOCTH HaOII01aeTC MHOTOBOINE, PEOSHOK
poxaaercst HezpenbiM. C poXKIAeHHs] 0TMeuaroT Npody3HYI0 YIOPHYIO JHapero, He
OPOXOJAIIYI0 THpU H3MeHeHHH nuTaHus. JuddepeHuunanbHO- IUArHOCTUYECKOE

3HAYCHUE HMEET JadoparopHoe oOcienoBaHue. B KpOBHM THIHMYHBI TsDKEas
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TUTIOHATPUEMHUSI, META0OTUYECKUN aIua03. XapaKTepHO PE3KOe TMOBBIIMICHUE
AKCKPELHUH HATPHUS C KAJIOM.

IlepBuuHas J1akTa3Has HEIOCTATOYHOCTh TMPOSBISIETCA IIO3KE - MO MeEpe
HapacTaHusi 00beMa MOJIOUHOTO KopmiieHUsa. KpoMe Toro, npu pasrpy3ke NUTaHUs
WIM BCKApMJIMBAaHUM O€3JIaKTO3HBIMU CMECAMH auapes ObIcTpo ucyesaer. [lpu
XJIOPUJHOM Juapee KIWHMKA IMPAKTUYECKH HE 3aBUCUT OT OTMEHBI MOJIOYHOTO
NUATAHMUS.

[Ipu conpTepsromeit  Gopme agpeHOrEMUTATBPHOTO CHHAPOMa PEOCHOK
pPOXKAAeTCs C JIOKAIbHOW THUIEPNUTMEHTAllMEd W TpPU3HAKAMH THUIEPAHIPOTCHUN
(MaKpOTEHUTOCOMHS Yy MaJbYMKOB, THNEPTPOPHUS KIUTOpa W TIOJOBBIX TYyO ¥y
neBouek). PBoTa «poHTaHOMY, AMapes, 00€3BOKMBAHUE BO3HUKAIOT MO3XkKe Ha 1 -4-i
HeJene KU3HA. JIMarHo3 MOATBEPKIAIOT BBISABICHUEM ITOBBIIIEHHOIO YpPOBHs 17-
KETOCTEPOUJIOB B MOYE.

IIpumep popmyaupoBku auarHo3a. BpoxIeHHas XJopuaHas auapes, Ie-
puon nexkomiieHcanuu. ['unonarpuemuyeckas neruaparanus |1 crenenu.

Jleuenne. HemenukamenTto3Hoe JsedeHue. PeOeHok moiydaeTr o0OBIYHOE
MUTaHUE, COUYETAIOIIEECs C OpajJbHOM peruaparanueid, 00beM KOTOPOH ONpeesitoT
B 3aBUCUMOCTH OT 00beMa TEKYIIUX IMOTEPb.

MenukamenTto3Hoe Jsedenue. [lpu TspKenoM cocTosHUM peOEHKa 10 €ro
CTaObWIIM3aIMu TPOBOMAST MapeHTEpallbHOE MUTAHWE W perujaparanuio. B mocie-
IyIOIEM HEOoOXOAMMO TMOXKU3HEHHOE 3aMEIIEHUE DJIEKTPOJUTOB M KUIKOCTH M3
pacuera 1o xyiopy 10 mmons/kr. B Tom uucne '/, o6bema gatot B Bujae 0.7% pactBopa
XJopHaa Kaiaus 1 A3 B Buze 0,3% pacTtBOpa xjopuaa HaTpus. 03y KOppUTHPYIOT
WHIUBUIYAJIBHO.

IpodunakTuka BKIIOYAET MPOBEICHUE IEHETUUYECKOTO KOHCYJILTUPOBAHUS B
ceMbe OOJILHOTO.

IToka3aHus K KOHCYJbTAUUHU APYrUX cnenuasuctoB. [Ipu Tsxenom co-
CTOSIHUM W TOTPEOHOCTH B TMAapPEHTEPATbHOM IMHUTAHWM TI0JIE3HA KOHCYJIbTAIIUS
Bpaya-peaHuMaroJora.

[Moka3aHusa K rocunurTaJdM3anuu. l'ocnuranus3anns NoKazaHa IPU THKEIOU
JeTuipaTaluu, He00X0JUMOCTH MPOBECHHUS TAPEHTEPATLHOTO TUTAHUS.

[IporHo3 mocne 061aromoiydHoOro 3aBEpIICHUS TEepUoJa MapeHTEPATHLHOTO
NMUTaHUsl OJIATOTPUSTHBINA, XOTS HEPEUCTUPYIOIIAs CEKPETOpHAas Jauapest MOMKET
COXPaHSTHCH.

Manbabcopbumsa BuTaMunaB |,

Maababcopouun Butamuna B12(cunapom Umepcayna-I'pecdexa) - 3abore-

BaHME, 00YCJIOBJICHHOE HAPYIICHHUEM TPAHCIIOPTHBIX CUCTEM, 00ECIICUNBAIOIINX

BcachIBaHHE KoOajlaMiHa B TOHKOW KuIke. 3a0osieBaHue onucano B 1960 r.
dnuaeMuogorusi. OTHOCUTCS K PeIKUM 3a00JIEBaHUSIM.

Knaccupurkanus. Beinenstor nepBuyHbie (BpOKICHHBIE) U BTOPUYHBIE
(nmpuoOperennbie) hopmbl 3a00eBaHusl. OTMEYAIOT KITMHUYSCKUE CUHIPOMBI
(aHeMust, MIOJTMHEBPUTHI U T.11.).

dtuonaorus. [lepsuunsie Gopmbl CBsA3aHBI C Je(hEKTOM TPAHCIIOPTHBIX CHCTEM,
HAaCIIEyeMbIM 0 ayTOCOMHO-PEICCCUBHOMY THUIy. BTOpHUUYHBIE - BO3HHMKAIOT MpHU
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TSDKEJIBIX aTPO(PUUECKUX JKEITyT0YHO-KUIIIEUHBIX 3a00JIEBAHMSIX, PE3CKITUAX KETyIKa

U T.JI.

ITaTorene3. BoIenssioT HECKOJIBKO BPOXIACHHBIX (opMm nedekTa TpaHcmopTa
KoOanamMuHa:

« Hacnenct Bennbiit gedunut BHyTpeHHero ¢aktopa Kacna. [Ipu aTom kobGana- Mmun
HEe o0pa3yeT KOMIUIEKC C BHYTPEHHUM (haKTOPOM, HE MOKET B3aUMOJCICTBOBATH
C peLenTopaMu SHTEPOIUTA U HE MOCTYIMAET B KIETKY.

- Hapymenune tpancmopra koOalaMuHa Yepe3 JHTEPOLUT U3-3a BPOXKICHHOTO
nedunura crenuduaeckoro nepeHocyrka. Komiieke «kobajaMuH BHYTPEHHUN
dakrop Kacma» B3auMOJeHCTBYET ¢ peLEenTOpOM PHTEPOLNTA, HO HE MOCTYHAeT
BHYTpPb KJIETOK.

- HacnenctBennsiii peduut rpanckobaramuna-1l, mepeHocurnka koOariamMuHa W3
PHTEPOILIMTa B CUCTEMY MOPTaIbHOrO KpoBOTOKa. KoOamamMuH B 3TOM ciydae
HaKaIIuBaeTCs B KJIETKaX CIM3UCTON 00O0JIOUKU KUILICYHUKA.

[Ipu BTOpMYHBIX opMax 3a00JIeBaHMS TPAHCIIOPTHHIE CUCTEMbI TTOBPEKIAIOTCS
BCJIE/ICTBHE OCHOBHOT'O 3a00JI€BaHMUSL.

KoGanamun siBnsieTcss MOJyJISTOPOM MHTO30B KieTok. [Ipu ero nedunmre B
MIEPBYIO OYEPEAb 3aMEIJIAIOTCSA JEJICHUE KIETOK KPOBU M MHUEIMHU3ALMS HEPBHBIX
BOJIOKOH.

Knaununueckasi kapTuHa nepBUYHON (GOpMBI 3a00JI€BaHUS MOKET MPOSBUTHCS
BO BTOpPOM MOJYTOJUH XU3HU PeOCHKa, HO yaile - B 2-3 roga, B 3aBUCUMOCTH OT
pe3epBOB BuUTaMHHa Bj,, MOJNydeHHBIX BHYTPUYTpOOHO oT Marepu. [losBisitorcs
c1a00CTh, TOJIOBOKPYKEHUE, OJIETHOCT b, 33J€pKKa (PU3UUECKOTO pa3BUTUA. Y YaCTH
OOJBHBIX HAOJIOAAIOT CHI)KEHHE alllleTUTa, OTPBDKKY, PBOTY, Auapero. Heckoibko
MO3KE TOSBIAIOTCA HEBPOJIOTHYECKUE HAPYIIEHUS B BUJIE OHEMEHHUSI B HUIKHUX
KOHEYHOCTSIX, NapacTe3ui, 3aJepKKH YMCTBEHHOTO pPa3BUTHUS. 3aT€M Pa3BUBAIOTCS
MOJIMHEBPUTHI, CUMIITOMBI MOPAXEHUS CHOMHHOIO Mo3ra. B KpoBu oTmeHaroT ru-
MEPXPOMHYIO THIOPErE€HEPArOPHYI0 METajJolUTApHYI0 aHEMHIO. B Moue BO3MOXkHa
MPOTEUHYPHUS BCIAEACTBUE MOPAKEHUS STUTEIHS TOUEUHBIX KAHAIIBIIEB.

[TpuoGperennsblil aepuuUT BUTaMuHa Bp (Hanpumep, NpH pe3eKLHH KeITyIKa)
MPOSIBIISIETCSI B OCHOBHOM aHEMM3AILIUEH.

JAMarHoCTUKA CTPOUTCS C YUYETOM aHAMHECTHUYECKHUX JAHHBIX U PE3yJbTaTOB
00IIIero M HeBPOJIOTHYECKOTO OCMOTPOB, HO Oa3upyeTcs Ha Ja0OpPaTOPHBIX JaHHBIX.

JlabopaTtopHas nuarHoctuka. OOs3aTenbHbIE UCCeNOBaHUs. B aHanu3e KpoBH
MIOMUMO METano0JIaCTHOW TUIEPXPOMHON THUIOPEreHEPATOPHOW aHEMHUU MOXKET
HaOII01aThCsl MAHIUTONECHUS. VIMMYHOJIOTHYECKOE HCCIIEIOBAHUE MOKET BBISIBUTH
nedeKThl TYMOPaJbHOIO U KJIETOYHOTO MMMYyHHUTETa. B aHaim3e Mo4u BO3MOXKHA
NICPCUCTUPYIOIIAS POTCUHYPHS.

JlononnutenbHble uccienosBanus. Ilpu onpenenenuu ypoBHs BuTamuHa By, B
ceiBOpoTKe KpoBU (B HOpMe 200-600 ur/mut unu 148-443 HMONB/T) XapaKTepHO €ro
camxenue 10 20-150 ar/mu.

NHcTpyMeHTanbHast Auardoctuka. [IpoBOAsST paarou30TON HOC UCCIEIOBAaHUE
no meroay lluimnuHra ¢ Harpy3kou BUTaMHUHOM Bi,, MEUEHHBIM pPaJMOAKTHUBHBIM
n30TONOM. Y 30poBbIX JIMI] 8 -10% BBEIEHHOTO M30TOMa BBIBOAUTCS ¢ MOo4oi. B

cilIy4dac 3a00J1€BaHM U30TOI B MOYE HE OopCaAcCIsACTCA.
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C uempio auddepeHmaIbHON AUATHOCTUKA WHOTJA HWCCIEAYIOT MUEIo-
rpaMMmy, B KOTOpPOH MpW HaApyUIEHWU BCAChIBaHUS KoOaJaMHMHA OOHApYKUBAIOT
MErajio0JiacTbl.  HaJU4YUE€  HE3PENIbIX  MPEAIIECTBEHHUKOB  JICMKOIIMTOB B
TUITOKJIETOYHOM KOCTHOM MO3TE.

JAunddepeHuualbHblii AMArHO3 TPOBOIAT C NEPBUYHON MalibabcopOIrei
¢donueBoil KUCTOTHI. 3a00JeBaHUE TAKXKE MPOSIBISIETCS OJMKe K KOHIYy 1-ro mo-
ayroaus *ku3Hu. KimHuka cxonHa ¢ neduuurom ButamuHa B12: meranoOnactHas
aHEeMMsI, 3aJIepKKa TICUXUYECKOTO PA3BUTHS, sl HEBPOJIOTMUYECKUX HAPYIICHUH.
Kaptnaa mepudepuueckoit  KpoBH, MHEIOTpaMMa  TaK)Ke  aHAJIOTUYHBI.
JInarHOCTUYECKHA 3HAYMMO OTpE/EICHIEe YPOBHS (POJIMEBOM KUCIOTHI B CHIBOPOTKE
KpOoBU. Y 3I0pOBBIX JeTe OH coctaBisger 6-15 ur/mn (14- 34 Hmomb/m), mpu
HapyIIeHUH BcachiBaHUs — 1-3 HI/MJI 1 MeHee.

IIpumep ¢popmynupoBku nuarnosa. IlepsHuHas manbabcopOLMs BUTaAMUHA
Bi,. MeranobnactHass aHemusi cpeiHei cremeHu TsokecTH. [lapectesmum HUKHUX
KOHEYHOCTEH.

Jleuenne. Ilpu HanMuuu KIMHUYECKOW CUMITOMATHKKA Ha3HA4yaloT B/M BBe-
neHve BuUTamumHa B, B BbicOkoi 03¢ 200-500 MKT, a mpu HEBPOJOTHYECKOMN
cumnromatuke 1000 MKT €XKeJHEBHO O TIOCTUKEHHS T€MATOJIOTMYECKO PEMHUCCHUMU.
OpnHoBpeMeHHO Ha3HavaroT (onatel 15 Mr per oS 4 pasa B JieHb. Yike Ha 2-3-if IeHb
JICYCHUS] HAaYMHAETCS, a Ha 2-W HeJese MPOUCXOUT 3aMeHa MErajo0JacTUYeCKOTo
KpOBETBOpPEHUsI Ma HopMoOjactuyeckoe. Jlaiee mpoAoKaroT MNOAEp:KUBAIOIIEE
BBejIeHHE BUTamMuHa B12 mo 250 MkT B/M 1 pa3 B MecsI] B TEUCHHUE BCEH JKU3HM.

IpodunakTuka 3aKia0yaeTCs] B TEHETUYECKOM KOHCYJIbTHUPOBAHUU CEMbBU
OOJILHOTO.

KoncyapTanuu cnenuaauctoB.Heo0xonumbl KOHCYIbTAMS U HAOIIOJICHUE
reMaTosora U HeBpoJIora.

IIporno3 OnaronmpusATHBIA TPU YCIOBHM CBOECBPEMEHHOW JIMArHOCTUKU H
CHUCTEMATUYECKOTO JICYEHUS.

Heanakus

Henunakum - XxpoHuyeckas odpaTimasi ayTOMMMYHHAasi BOCHAJIUTENbHAs SHTEPOIIATus,
UHAYLUPOBAaHHAS MUIIEBbIM TJIIOTEHOM W BO3HUKAIOMIASl TOJBKO Y TE€HETUYECKH
PEIPACTIONOKEHHBIX JIHII.

CHHOHHMMBI: TJIIOTEHOBAs JHTEPOINATHS. TIIIOTCHYYBCTBHUTENbHAS SHTEPOHI THS,
KHUILEYHBI MHQaHTWIN3M, HETPONMYECKasl CIpy, Liciuakuinas cupy, (bonesns 'u-
I'eprepa-I'eiiGnepa.

B BocnamuTenbHBIA Tpouecc MNpU ATOM 3a00JI€BaHUU BOBJICKACTCS MPEUMY
[IECTBEHHO JBEHAALATUIEPCTHAs H TOllasg KUIIKA. XPOHUYECKOE BOCHAJICHHE
BO3HHMKAET B pe3yjibTaTe omnocpefoBaHHOW T-kieTkaMu peakiuu Ha TKaHEBYIO
TpPaHCIJIyTaMHHa3y U JIpyrMe ayTOAHTUTE€Hbl KHIIEYHHKA C BBICBOOOXKICHHEM
MPOBOCHAIUTEIBHBIX IUTOKMHOB, BHI3BIBAIOIINX MMOBPEKICHNE KUILIKH. JHTEPOINATUS
IpH 1eIMakuyd UMeeT 0OpaTuMblil XapakTtep. [locTosHHAs STMMUHALIMA KOMIIOHEHTOB
OCJIKOB 37AKOBBIX KyJIbTyp (TJIFOTEHA) U3 JUEThl OOJHLHOTO B a0COIIOTHOM

OOJNBIITMHCTBE CIy4YaeB MPUBOAUT K MOJHOMY BOCCTAHOBJICHUIO MOP(OTOTUYECKUX U
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(GYHKIIMOHATBHBIX XAPAaKTEPUCTUK KHUIIEYHUKA. TakuM o0pa3oM TepMaHEHTHOE
NOCTYIJIEHUE C THIIeH TIJII0TeHa SBISETCS O00S3aTeNbHBIM  YCIOBHEM  JUIS
BO3HUKHOBEHHUSI U  TEPCUCTUPOBaHUS  dHTepomatuu. Hanuuue  MONIUreHHO
OOyCJIOBIIGHHBIX ~ MHAMBUAYaJIbHBIX  OCOOCHHOCTEH  (DYHKIIMOHMpPOBAHUSA  Kak
€CTECTBEHHOI'0, TaK M aJaNTUBHOTO HMMYHHUTETa TaKXKe SBISIETCS OOJIMIaTHBIM
yCIIOBUEM BO3HUKHOBEHHUS OOJIE3HHU.

dnuaeMuosorus. MzydeHue snu1IeMUOIOTHYECKUX aClIeKTOB LETUAaKU U aHAIIN3

MaTepUalioB, CBUIETEIICTBYIOIIUX O PACIIPOCTPAHEHHOCTU PA3TUYHBIX KIMHUYECKHUX
dopm sTOTO 3a00JICBaHUS B PA3IMYHBIX PETHOHAX MHUpPA, BAXKHBI ISl TIOHUMAHUS
reHeza camoil 0ozne3nu. Yactora peructpanuy JaHHON MATOJIOTUU B TOW WM MHOU
MOMYJISIIIAA 3aBUCHUT OT psifa GaKTOPOB:

* IOMYJISIMUOHHOM  YacTOThl TE€HOB, JETEPMUHUPYIOIIUX  HACIEACTBEHHYIO
MPEAPACIOIOKEHHOCTh K 00JIe3HU. DTO B MEPBYIO Oouepeqlb KacaeTcs Haubosee
M3YYEHHBIX K HACTOSIIIEMY BpPEMEHHM KJIAaCTEpPOB T'E€HOB MIPEIPaCIOIOKEHUS,
koaupytomux cnenuduaasie 6eaxkn HLA-DQ2 wm HLA- DQS8. I'enetnueckas
MPEAPACTIOIOKEHHOCTD SIBJISIETCSA OHOJIOTHYECKON COCTaBJISIIOIICH
AMUAEMHUOJIOTUN 3a00JI€BaHUS;

« PacCIpOCTPAaHEHHOCTH B IMHUILIEBOM PAllMOHE KUTEJIEH JAaHHOTO PETHOHA 3JIaKOBBIX
MPOAYKTOB, TaKUX KaK MIIEHUIA, pPOXb, SYMEHb, WU KOMIIOHEHTOB HX
TEXHOJIOTUYECKOM  mepepaboTKh.  DTO  3aBUCUT  OT  HAIMOHAJILHO-
KyJIbTYPOJIOTUYECKUX OCOOEHHOCTE TOW WJIM HHOM HalMHM, a Takke OT
CBOWMCTBEHHOTO €M YPOBHSI JKM3HU U SBISIETCA COLUMAJIbHOM COCTAaBJISIIOINICH,
ONPEAEIAIONIEN YaCTOTY LEIHAKHY;

* JpYroil COIUAIbHON COCTABISIONMICH 3MUAEMUOJIOTHUA OOJE3HH, a UMEHHO OT
pPa3BUTUSI MEAMIIMHCKOM HAayKH U 3paBOOXPAHCHHS B TOM WJIM WHOM
rocynapctee. CTeneHb €€ BIUSHMS 3aBUCUT OT KBaIM(UKAIMU Bpayed caMbIX
pPa3HBIX CIEHHUATbHOCTEH, HaJW4yus HAIMOHAIBHBIX PETUCTPOB LEIUAKUHU,
IPOBOJUMBIX CKPUHUHTOBBIX MPOTPaMM, a TaKkKe OT psfa IPYTUX CyObEKTUBHBIX
(dakTopoB.

B Hameit cTtpaHe snuaemuosiorus OOJIE3HH MpaKTHUEeCKH He wusydeHa. Ormy-
OJIMKOBaHBI JIMIIL OTPHIBOYHBIC CBEICHMS, B YAaCTHOCTH JaHHBIE O PACIpPOCTpa-
HenHoctu 1cnuakuu (13,1%) B rpynme pucka cpenu B3pocibix skutened Hroke-
rOpoJICKOM 00yiacTh. YOeIUTEeNbHBIX JaHHBIX O PACHpPOCTPAHEHHOCTU IETHAKUU
cpenu JeTckoro HaceneHus: PO k HacTosiieMy BpeMEHH He OIyOJIMKOBAHO.

Cuuraercs, 4TO LEIUAKUS SBISETCS OJHON U3 CaMbIX PACIpPOCTPAHEHHBIX H MUPE
Oone3Hel MyJbTU(DAKTOPUATIBHONM MPUPOALI C AayTOMMMYHHBIM maroreHe3om. I[lo
NpUONM3UTENILHBIM  pacdyeTaM, pa3IMYHbIMU, YacTO HE JIUArHOCTHUPOBAHHBIMU
KJIMHUYECKUMH BapuaHTaMU 3TOM OOJIe3HM MOXeT cTpanath A0 1-2% HaceneHus
Hamied TuTaHeThl. MaccoBbie, HEBBIOOPOUHBIE MYJBTHIICHTPOBBIE CKPUHUIITOBHIC
CEPOJIOTUYECKUE WCCIICIOBAHUS MOKa3aiu, 4To nenuakus mMeer mecto y 0,5-1,0%
xuteneir EBpornbl, CeBepHOil AMepuKH, ABCTpalIuM, a TAKXKE HACEJICHHS] CEBEPHOMU
gacTu Adpuku. MakcumanbHas pacrpoCTPaHEHHOCTh JAaHHOW MATOJOTUHW B MUPE
yctaHoBieHa y xuteneit Caxapsl (5,6%). Ha mocnennoro mudpy, moMUMO BBICOKOM
nonynsnuoHHo yactotel HLA-DQ2 u mpeoOmanaHus B MUTAaHUHM TPOIYKTOB W3
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NIICHUIIBI, CBOMCTBEHHBIX apabam u OepOepam, BIHUSIOT U KPOBHOPOJCTBEHHBIC
Opaku, XxapakTepHble 17151 3Toro Hapozaa. B EBpone MakcuManbHas 4actoTa LeIuakuu
3aperucTpUpOBaHa y HApOJOB Yrpo-(GUHCKON BETBH, T.e. y »xurteied Benrpuw,
Octonnu U OunnsHauu: ot 1:85, 1o 1:99 (1,0 - 1,2%). [1o COBOKYITHBIM 31K IEMHUOJIO-
TMYECKUM JaHHBIM MPEANOoaraercs, 4To ’TUM 3a00JIeBaHHEM CTPAJAeT OKOJIO 3 MIIH
xutenet EBporbl, ckonbko ke - CeBepHoil Amepuku, a B Kutae - 6onee 10 mun
YEJIOBEK.

HecomHeHHO, 4TO pacpOCTPaHEHHOCTh Pa3IMUHbIX KIMHUYECKUX (OPM LIETHAKUU
Cpeau TONBKO JETCKOTO HaceJeHHWs JOoJbKHa ObIThb HIKe. B mome3y 3Toro
YTBEPKACHHS CBUIETENHCTBYET (hat0 BOZMOXKHON MaHupecTauu 00JIe3HH, 0OCOOCHHO
BHEKHILIEYHON €€ (POPMBI, BO B3pPOCIBIX MEPUOJIaX OHTOreHe3a. Tak, MomysIuOHHas
4acTOTa HEKJIACCHYECKUX (OpM IEIHAKUU Y IIKOJIBHUKOB M B3pocCibiX Typruu
cocrasisieT 0,87 u 1.15% cooTBETCTBEHHO. YBEIUYEHHUE BBISABISEMOCTH LCIHAKUU Y
neTel, HaOroAaroneecs: B MOCEIHNUE TObl, 0COOCHHO B Pa3BUBAIOIIUXCS CTPaHAaX, B
CYLIECTBEHHOW CTENEHH OOYCIOBIEHO M YMEHBIIEHHEM IPOJOJIKUTEIbHOCTH
IPYAHOTO BCKAPMJIMBAHUS, PaHHUM M TIOBCEMECTHBIM HCIIOJIb30BAHHEM CMECEM,
COJEp)KalIMX KOMIIOHEHTbl OEJKOB 3JaKOBbIX. OJTO CBSI3aHO C  LIUPOKUM
pacupoCTpaHEHUEM 3allaHOTO CTUJISA JKU3HU, WCIOJIB30BAHMEM aJallTUPOBAHHBIX
CMeced M JIPYyrux KOHCEPBUPOBAaHHBIX IPOAYKTOB, MOCTYNAOIINUX B 3TU CTPAHBI IO
JIMHUY TyMaHHATapHOU noMouu u3 Espocorosza u CIIIA.

Knaccudukanusa. I[IpuHATO BBIAEHAT 3 OCHOBHBIE KIMHUYECKHE (DOPMBI, WU
BApPUAHTA, IIEJIMAKUY - KIIACCUYECKYI0, HEKIACCUYECKYIO U JIATEHTHYIO.

Knaccuueckuil (TUNHWYHBIN, KUAIIEYHBIA, CHUMIITOMHBII) BapHaHT HPOSBIIAECTE»
KHUILEYHON TUChYHKIMEH U CUHIPOMOM ManbabcopOumu. Yame BcTpeyaeTcs y aeren
TPYJHOTO W paHHEro Bo3pacrta. [[ns Hekjmaccuueckoi (aTUMUYHOM, BHE KHIIICUHOM,
MaJIOCUMITOMHOM) (pOpMBbI HEXapaKTEPHbI KIMHUYECKHME NMPHU3HAKH dHTEepomnatuu. B
OOJIBIIMHCTBE CIy4aeB AMArHo3 LCIMAKUHM MPU 3TOM BapUaHTE yCTAHABIMBAETCS Y
JETE M TOIPOCTKOB IIKOJBHOIO BO3pPACTa, a TAaKXKE Y B3POCIBIX IO HAIWYHUIO
BHEKUILIEYHBIX MPOSBICHUN OO0JIe3HH WIM B XojA€ OOCIeAOBaHHS TPYII pPHCKa.
JlarentHass (OeccumnTomHas) ¢GopMa ILEIUaKud XapacTepU3yeTcs OTCYTCTBHEM
KALIEYHbIX M BHEKHILEYHBIX MPOSBICHUN OOJE3HH, HO MOJIOKUTEIbHBIMU
ceposiornueckuMu Tectamu. OOBIYHO 3Ta (hopMa BBISBISETCS y JIeT€d U B3POCIHbIX,
POJICTBEHHHKOB OOJBLHOTO, CUUTAIONINX C€0s BIIOJHE 3J0POBBIMH MPHU OOCIEIOBAHUH
MX MO TMOBOJAY BBICOKOTO pHCKAa pPa3BUTUSl y HUX LeNHakuu. JIaTEeHTHBIA BapuaHT
00JIe3HH MOJpA3/IENAETC Ha JIB€ MOATPYIIIBI: C MOP(POJIOTUYECKUMHU U3MEHEHUSMH B
CIM3UCTOM M 0e3 HuX. B 1nuarHo3e Lenumakuu Takke 1es1ecoo0pa3HO YKa3bIBaTh,
HaxOJIUTCA JIM TMAalMEeHT Ha JUeTe WIM HeT, U ee 3(P(HEeKTUBHOCTh, B YACTHOCTH B
TEYEHUH LIEJIMAaKUU BBIACISAIOT aKTUBHBIN MEpUOJ W Mepuoj pemuccuu. B ciyyasx,
Korjga JJMTeNbHas (He MeHee 6 Mec.) CTporo cooOirogaeMasi MalMeHTOM
Oe3rJIIoTeHOBass JaMeTa HE MPUBOAUT K JIMKBUJAIMM Yy HEro KIMHUYECKUX U
MOP(OJIOTUUECKUX MPOSBICHUN O0JIe3HU, TUArHOCTUpYyeTcs pedpakTepHas (opma
LEJTUAKUU.

ITHOIOTHS U NAaTOoreHe3. 3a0ojieBaHne MaHU(ECTUPYET TOJBKO MPHU COUYETAHUU
OJTHOBPEMEHHO 3 (haKTOpOB:

+ TEHETUYECKOU MPEeIPacoI0KEeHHOCTH:
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+ CBO€0Opa3HOI peaKTUBHOCTH aJalTUBHOTO U BPOXKICHHOTO UMMYHHUTETA;

* HUCIOJIb30BaHUS OOJIbHBIM TIIFOTEHCOEPKAIUX MPOAYKTOB.

Henuakust hopmupyercs U MaHUPECTHPYET B pPe3yJIbTaTe TECHOTO B3aUMHOIO
UHUIMUPOBaHUS W Mocjieayromero  (GyHKIHOHAIBHOTO  B3aUMOJIEHCTBUS
BBIIICTIEPEYUCIICHHBIX (PakTOpoB. BakHO MOMYEPKHYTh, UTO KaXIbli U3 TpHUBE-
JICHHBIX THOJIOTMYECKUX (PAKTOPOB B OTJEIHLHOCTH JOBOJBHO YacTO BCTpEYAETCs B
NOMYJISIUN Y 3I0POBBIX JIFOJIEN, OJTHAKO JJIs pa3BUTHs 3a00JI€BaHUs HEOOXOIUMO UX
OJTHOBPEMEHHOE MPUCYTCTBUE (KOMOUHAIMS) Y OJTHOTO UHIUBU/IA.

CoBpeMEeHHBIN TePANEeBTUYECKUI MOIXO0/T K LIEJIMAKUHU 0a3upyeTcs ra JUETUIECKON
ANMMMHUHALUU TJIIOTEHA. DTO MPUBOAMT K Pa3pyLICHHUIO MATOJOIMYECKOTO TECHOTO
B3aUMOJICMCTBUSL 3THX JTHONATOIC€HETHUYECKUX COCTABJISIOIMX, BCIEIACTBUE YEro
HacTymnaeT nojHas Mop(poyHKITMOHATbHAS] PEMUCCHSI.

['mioTeH 3TO YCHOBHBIN, HEOPUIMAIBHBIN TEPMHUH, OOBEAMHSIONIUNA TPYIILY
NENTUAOB TaKWUX 3JIAKOBBIX KYJIbTYp, Kak MIIeHUNA (TJIMAIUH U TJIFOTEHUH).pOXb
(cexonuH) U SUMEHb (TOpJEUH) U. BO3MOXKHO U TOJBKO B PEAKHX CIydasX, OBEC
(aBeHuH). B 3TO mMOHATHME BKIIOYAIOTCA TOJBKO TE€ OEJNKH, KOTOPBIE CIIOCOOHBI
MHUIMMPOBaTh B OpraHuW3Me ayTOMMMYHHBIM mponecc. OOmiee OMOXMMHUYECKOE
CBOMCTBO ATHX NENTHUIOB OOJBILIOE COACPKAHUE 3aMEHUMBIX AMMHOKHCIIOT MPOJIUHA
U TJIyTaMHHa, 4YTO OOECHeYMBAET UM BBICOKYIO CTENEHb PE3UCTEHTHOCTH K
NEPEBAPUBAHUIO TPOTEA3aMU JKEIYJKA, IOPKEIyJOYHOM JKeJie3l U IIETOYHOMU
KAaeMKH 3HTEpOLMTOB. JlOKa3aHO, YTO OpPraHuM3M Ja)xe 3J0pPOBOTO YEJIOBEKAa HE
CIOCOOEH MOJIHOCTBIO MEPEBAPUTh TaKue O€NKW. DTO MPUBOHU K HAKOIUICHHIO B
TOHKOM KHILIKE KpPYIHBIX MOJEKYJ O€IKOBBIX (parMEHTOB € OYEHb OOJBIINM
collepKaHUEM IMpOJIMHA WU TiayTamMHuHa. [ 3amycka ayTOMMMYHHOTO mpoLecca B
cobcTBenHoM Tutactuake (lamina propria) ciIM3UCTON KUIIIKK 3TH MOJICKYJIBI JIOJKHBI
MMETh JJIMHY, COCTOSIIYIO0 HE MEHEE YeM U3 33 aMUHOKHUCIOT. /JJ0CTaTOYHO JIK TOJIBKO
(U3MOIOTUYECKN HE3aBEPILIEHHOTO MUILEBApeHUs JUIs 3amycka uenuakuu? Ha stor
BOIIPOC 1O HACTOSALIErO0 BPEMEHHM OTBeTa HET. He HMCKIIOYEeHO, 4YTO HENOoJIHOE
NepeBapuBaHUE 3TUX IENTUIOB BTOPUYHO U OOYCIIOBJIEHO NMEPBUYHBIM CHUXKEHHUEM
(GYHKIIUY SHTEPOLIUTOB W/WUITU TIOJKETYTOYHON KEITE3bI.

Hanuuue nponmHcoaepkamux OETKOBBIX OCTaTKOB B TOHKOM KHUIIKE SIBISETCS
00s13aTeIbHBIM, HO HE €IMHCTBEHHBIM YCJIOBUEM JUI MHULIMALUU onocpenoBaHHoN T-
KJIETKaMU peakuuu. AYTOMMMYHHBIM TpoliecC B COOCTBEHHOH IUIACTHMHKE KHILIKU
3aMycKaeTcsl TOJBbKO TMOCJE MPEABAPUTENIBHOIO JTana Je3aMUHUPOBAHMS ITUX
MOJIEKYJl TKAaHEBOM TpaHCIIIyTaMHHa30M. B pesynprare »TOro mpounecca OHU
NpUOOPETAIOT OTPULATEIBHBIN 3apsii W CTAHOBATCA CIOCOOHBIMHU 00pa3oBaTh
koMmriekc ¢ anTureHamu HLA-DQ2 wimm HLA-DQ8 B neHIpUTHBIX KJIeTKaxX W OBITh
NPE3EHTUPOBAHHBIMU Ha UX MeMOpaHe M, TaKuM oOpa3oM, BBISBUTH T-KIETOUHYIO
(CD4+) cencuOmmuzanuio. JIo HACTOSINErO0 BPEMEHH OCTACTCSA HEACHBIM, KaKUM
o0pa3oM (parMeHThI TIIOTEHA JOCTHTAIOT IMOBEPXHOCTH COOCTBEHHOW IIJIACTHHKH
ciu3uctor  kumku? Takoil maccak BO3MOXKEH JHOO K clydasx oOcliabyieHus
MEXAMUTETUATBHBIX CBS3€M B CIM3UCTOM, JMOO TpaHCAMHUTENUANbHbIM ImyTeM. K
TAaKOMY «OOJIErY€eHHOMY» JIOCTYIy MOTYT HPUBOAUTH KaK BPOXKICHHBIE CBOMCTBA
CaMoO# CIM3UCTON TOHKOW KHUIIIKH, TaK U paHee TIEPEHECEHHBIC KUIIEYHbIC NHDEKITNH,
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MPEeXJIe BCETO BUPYCHOM dTHONOrHH. He nckimroueHa posib B 3TOM MPOIIECCE U CaMUX
JIEHAPUTHBIX KJIETOK COOCTBEHHOM MJIACTUHKH CIIM3UCTOM.

['eneTnueckasi MpeApacroNOKEHHOCTh K IEIHAKUU JETEPMUHUPYETCS OO0JbIION
rpynmnoit reHoB. O 3HAYUTENBHON POJIM FEHETUYECKOro (pakTopa B re- He3e 1eIMaKuu
CBUJICTEIBCTBYET BbICOKass KOHKOpAaHTHOCTH (70 75%) 00ne3HH y MOHO3UTOTHBIX
onu3HenoB. Takue nU@pbI ABIAIOTCS MaKCUMAIbHBIMU J1JI1 U3BECTHBIX K HACTOSIIIEMY
BpEMEHU 3a00JIeBaHUM C HACJIEICTBEHHOMN MPEIPACIIONOKEHHOCTDIO.

[leHTpanbHYIO pPOJH B HACIEIACTBEHHON MPEAPACIIONIONKEHHOCTH OTBOJAT Te€HAM
nokyca DQ(6p21.3), xogupyromum anturensl HLA-DQ2 wmu HLA- DQ8. Cunres
anbda-tienu 6enka DQ2 xouTpomupyercs amienem HLA-DQAL*05, a (Gerra-mienu
HLA-DQB!*02 (wm HLA-DQB!*0201, wmma DQB1*0202). Anturen DQ2
onpenensercs y 90-95% Gonbubix nenuakuei, aHLA-DQS8 BoisiBsieTCs MOUTH y BCex
octanbHbIX 5-10% OompHbIXx. DQ8 Takke crpoutcs u3 a- W p-leneid, KOTOpbIe
konupyrores amwtensimu HLA-DQA1*03 u HLA- DQB1*0302 cooTBEeTCTBEHHO.
[lepeuncrnennbie amienu BHocaT 40% Bkiaag B OOIIyI0  HACJEICTBEHHYIO
penpacnoyiokeHHocTh K Oosne3nu. OctanbHbie 60% TpenpacrosioKEeHHOCTH K
HEINaKUKd  ONPENENSIOTCS IMOKa eHle TOYHO HE YCTAHOBJICHHBIMU T'€HaMH.
PaccmartpuBaroTcst JEeCsATKH JIOKYCOB T'€HOB, HE oTHOcsmuxcst kK HLA, mpetenayromux
Ha poJib KaHJAUJATOB B I'€HBI MPEIPACHOIOKEHHOCTU: Ha 2, 3, 4. 5, 6,9, 11, 15, 18 u
19-i1 xpomocomax. HecMOTpst Ha TO 4TO MPAKTUUYECKH y BCEX OOJIBHBIX OMPEEISETCS
HLA-DQ2 nmu6o HLA-DQH, puck BO3HMKHOBEHHS 3a00J€BaHUS y 00JIagaTene 3Tux
AHTUT€HOB OTHOCUTEIBHO HU30K M cOCTaBIsIeT He Oosee 3%. DTO CBSI3aHO C BHICOKOM
MONYJISITMOHHOM yacToTol (35-40% y eBpoIeon10B) yKa3aHHBIX aHTUTCHOB. [aHHBIN
(aKkT BaKHO YYHTHIBATh MIPH TUATHOCTUKE Ienuakn. OOHApyKEHUE dTUX aHTUTCHOB
B CHJIy UX HU3KOW CIIEM(UIHOCTA HE MOXKET IMOATBEP)KIAaTh HaTU4Iue 3a00JICBaHUS.
Okcnpeccust 6enkoB HLA-DQ2 mu6o HLA-DQ8 m mx coBMecTHas mpe3eHTalus C
peIBapUTEILHO MOAUGDUIIMPOBAHHBIM TKAHEBOW TPaHCTIyTaAMUHA30M TJIIIOTEHOM Ha
MeMOpaHe JEeHIPUTHBIX KJICTOK COOCTBEHHOM IIACTMHKU 00S3aTEIbHOE YCIOBUE IS
BO3HUKHOBEHUSI OTBETa, OmocpenoBaHuu ro T-xemmepamu tuma 1. DTo ABOiTHOE
pacnio3naBanue (pectpukuus mo HLA) sBisieTcss KJIIOYEBBIM JJIS pa3BEPTHIBAHUS
KackaJa ayTOMMMYHHBIX TPOIECCOM MPHUBOMASIIUX K TOBPEKICHUIO CTPYKTYPHI
TOHKOM  KHUIIKA W  TOSBJICHUIO  CHEUU(PUYECKUX  TMPU3HAKOB  OOJIE3HU
MOP(OTOTUYECKUX U3MEHEHHUH CIIM3UCTOM, COOTBETCTBYIOIIMX KpuTepusM Mapiia.

CBoeoOpa3Hasi WMMYyHHas pPEaKTHBHOCTh QJAallTHBHOTO M BPOXKICHHOTO
MMMYHUTETa, HEOOXOoAuMas JUId BO3HUKHOBEHHS IICIMAKWHM 3aKIIOYaeTCs B
TCHETHYECKH OOYCIIOBJICHHOM CHIDKEHWH WMMYHHOMW TOJIPAHTHOCTH W TIOSIBJICHUH
CIIOCOOHOCTH  OpraHu3Ma OTBeYaThb CHEUU(PUUECKOW HMMYHHOW  peakiuen
(amanTHBHBIA IMMYHHTET) Ha «(U3HOJIOTHYECKOS» Bo3elcTBHe. IMMYyHHAs peakIus
onocpenyercsa uepe3 Jmumbonutel CD4+ (T-xenmepsi). Kackam HWMMyHHBIX
TpaHchopManyii MPUBOIUT K BHICBOOOKICHHUIO OOJBIIIOTO KOJIMYECTBA ITUTOKUHOB U
oOpazoBannio  B-nmumdonmramu  paznuuHbIX  aHTUTEN. M3 IIUTOKWHOB,
BBICBOOOXKIAIONIUXCSI B pe3yjdbTaTeé WMMYHHOM  peakiuu,  HauOOJIbIINM
MOBPEXIAIOIIMM TKAaHW CBOMCTBOM oOnanatoT ramma-untephepon u ®HO-ambba.
OHU COBMECTHO C JPYTUMHU MeAHaTOpaMU «YBEKOBEYMBAIOT» TOBBIIICHHYIO YYB

CTBUTCJIIBHOCTL OpraHu3Ma K TIJIFOTCHY, BbI3bIBAA ITOBPCIKICHHC CIIM3UCTOM TOHKOM
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KHUIIIKA U TEM CaMbIM MOBBIIIAS €€ MPOHUIIAEMOCTbh JIJIsl TJI0TeHa. 3a/1€ U CTBOBAHHbIC
B HMMMYHHBIX peakuusax B-nmumdouutsr mnpoaymupyror antutena. K ux uyuciy
OTHOCATCS AHTHUTENA, HaNpaBJCHHbIE MPOTUB TIIOTEHA (AHTUTIUAJUHOBBIC),
cOOCTBEHHOM IIJIACTUHKHU CIIU3UCTOU (aHTUPCTUKYISIPHBIE), SHIAOMU3US
(HIOMU3HANIbHBIE, (AKTUYECKU SIBISIONIMECS AaHTUTENaMU MPOTHUB TKaHEBOU
TpPaHCTIyTAMUHA3bl) U HEMOCPEACTBEHHO TKAHEBOW TpaHCriayTamuHa3bl (aHTU-TTI -
aAHTUTEJIA).

K HacrosimieMy BpeMEHM HEJOCTATOYHO M3YYEHO 3HAYEHHE BPOXKICHHOIO
MMMYHHTETA, a TAK)KE€ CAMHUX SHTEPOIIMTOB B BOSHUKHOBEHHHU Oosie3HH. B wacTHOCTH,
HE JI0 KOHIIa MOHATHA POJIb MEXAMUTEIHAIBHBIX JuMbonuToB (MOJI) Ha paHHUX H
MO3JHUX  JTamax  I[aToreHe3a  LEJUMakhuh. OJTU  KIETKHM  IPEICTABIICHbI
npeumyiiectBeHHo (enotunom CD3+, CD8+ T-numdouutoB ¢ ramma, curma-
pelenTopaMu, TOrja Kak y 37A0POBBIX MPeoOsaaloT aHAJIOTHYHBIE KIETKU ¢ alb(da,
OeTa-penenTopaMu. Y CTaHOBIEHO, 4TO mnposudepamuss MOJI u u3MeHeHue ux
denotuna wuHaynupyrotcs WII-15. M3BecTHO, 4YTO 3TOT MeaMaTop CIOCOOEH
IPOAYLMPOBATh MOHOUUTHI, T-TMMQOLUTHI, a TaKKe JMHUTENUaIbHbIE KIETKHU, B
4acTHOCTH dHTepouuThl. HecomHenHo, uro poias MOJI B reHe3e Oosie3HM 3Ha-
YuTeNbHAs, 0COOCHHO B (opMupoBaHUU pedpakTepHON K aueToTepanuu (HopMbl
LeJIMaKuM, cocTaBiisitole 10 5% Bcex ¢opM nenuakuu. Kpome toro, yctaHOBIEHO,
9TO0 (PaKTOpHl BPOXKJICHHOTO HMMYHUTETa OOYCJIOBJIMBAIOT TOSABJICHUE PAHHUX
OCJIO)KHEHHWH, B YaCTHOCTU TaKOro, KaK sHTepornarhyeckas T-kierodHas aumdpoma
(EATL).

Kinanuyeckas kapruHa. XapakTepu3yeTcsi BBICOKOM  BapuaOEbHOCTHIO.
CumnToMaruka UEIHaKWU 3aBUCHT KaK OT KJIMHUYECKOM (POpMbI OOJIE3HH, TaK M OT
BO3pacTa peOeHka. 3a00JeBaHHE MOXKET BIEPBBIE MPOSIBUTHCS B JIIOOOM MEPHUOJIE
OHTOr€HE3a, KaK B TIPYJHOM, TaKk U TNOXWIOM Bo3pacte. B cuimy wmmpokoro
KIIMHUYECKOTO MoMMopdu3Ma IeIHaKui, KOTOPhIA B MPaKTUYECKON IESTEIHLHOCTH
Bpaya CO3/1aCT HEOOXOJMMOCTh HCKIIOUCHHUS JPYyrod camMoil pa3HOOoOpa3HOM
MaTOJIOTUHM, JTOMY 3a00JI€BAHUIO KIWHUIIMCTHI HEPENKO NPHCBAUBAIOT DIUTETHI
«BEJIMKUH UMUTATOP» WIH «OO0JIE3Hb-XaMEJICOH.

Bce wHOroo0pasue KIMHUYECKUX TPOSBICHUNA [EIMAKUA MOXKHO YCIOBHO
pa3lieuTh Ha JBE TPYINIBI CHUMIITOMOB: KHIIEYHbIE (TaCTPOMHTECTUHAIBHBIC) U
BHEKUIILICYHBIE.

Haunboiee yacTo BcTpeyaromuecs: KMILEYHbIEe CUMITTOMBI:

- [locTostHHas WK nepuoanYecKas Auapes (B HEKOTOPBIX CIIydasiX 3arophbl).

« 37I0BOHHBIN OOUJIBHBIN KUPHBII CTYJ, BO3SMOXXHO C KPOBBIO.

+ YBEIWYEHHBIN B pa3Mepax KHUBOT.

- Mereopusm.

- PenmauBupytomre 0011 B )KUBOTE.

« CHMKEHHBIN anmeTuT (MOXKET ObITh COXPAHCHHBIM WJTU TaKE MTOBBIIICHHBIM),

neUITUT MacChl Tea.

- HenepeHOCHUMOCTH JTAKTO3bI (HEPEAKO SIBIISIETCS «IIEPBBIM», MPEAIIECTBYIOIIUM

JIMarHO30M ).

- TomnoTa M pBOTA.

HaunbGonee yacTo BcTpeuaronmecs BHEKUIIICYHBIE CUMITTOMBI:
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- AHeMus1, 0coOeHHO pedpakTepHast K mpenaparam xenesa u GoyaToB.

- 3a7iepKKa pocTa HESICHOTO MPOUCXOKICHUSI.

- Hapymienus moyioBoro pa3ButHs.

- PaznpaxuTenbHOCTh, U3BMEHEHHE MOBEICHUS, IETPECCHS], TPEBOKHOCTD.

- [ToBbIllIEHHAsS] YTOMIIIEMOCTD, JUIUTENIbHAS ACTCHU3AIHSI.

« CyZIOpOKHBII CUHAPOM.

- 3a0osieBaHus KOXH (0OCOOCHHO TepreTUu()OPMHBIN 1IepMaTHUT).

- JleexTrl 3yOHOM IMau, H3MEHEHHS OKPacKu 3yOO0B.

- [Ipusnaku nepunurta nuTanus, AePUIUTHBIE COCTOSAHUA (TUIIOTPOUS, PaXHT,

HejocTaTok BUTamuHa K, »xenesa, ¢ponatos u T.1.).

- PentumuBupyromnuii s3BeHHBIN (A TO3HBIN) CTOMATHT.

- Anonenys, Jaie rHe3JHas.

- UnnoHaTtuueckoe CTOMKOE MOBBIIICHUE AKTUBHOCTHU MTE€UYEHOYHBIX TPAHC- AMUHA3.

- 'unornmkemus.

« MpblieyHbie Cy10pory.

« CKIIOHHOCTb K 00pa30BaHUIO SKXUMO30B, HOCOBBIM KPOBOTCUCHHUSIM.

- Bosu B KOCTSIX U cycTaBax, apTPUTHI.

- KocTtHas maTosiorust (0CTEOMOPO3, OCTEONEHUSI, TOBTOPHBIC MEPETIOMBI).

+ OteuHocTs (0011ast WK B 00JIACTH KUBOTA).

[lepeuniciieHHbIE KHUIIEYHBbIE W BHEKHUIIEUHbIE CHUMITOMBI MOTYT B pPa3HbIX
BO3PACTHBIX MEPHOJAX BCTPEUYATHCS B PA3IUYHBIX KOJUYECTBEHHBIX COUCTAHUSX, a
BBIPQKEHHOCTh HMX CYIIECTBEHHO BapbhbUPYET (KOJWYCCTBEHHBIM W KadeCTBECHHBIN
KIIMHUYECKUM OoTUMOphU3M).

[Ipu wmanudectanuu O0JE3HM B TPYJHOM WIM pPaHHEM BO3pPACTE IMEPBBIMU
MPOSIBJICHUSMH OOBIYHO OBIBAIOT TaKWE KHIINCYHBIC CHUMITOMBI, KakK Jguapes,
YBEJIMUEHHUE KUBOTA, a TaKXke 3aJepkka pa3BuTus. OgHAKO pBOTA, MOBBLIIICHHAS
BO30yIMMOCTb WJIU BSJIOCTh, aHOPEKCHUS U JaXKe 3amopbl B J€OI0TE IEIMaKUU B 3TOM
BO3pAaCTe HE PEAKHU. Y CTapIIuX JAETeH U MOJPOCTKOB 3a00JICBaHUE Yallle MPOSBISETCS
U JIMarHOCTUPYETCS MO BHEKUIIEYHBIM CHUMIITOMAM, TaKHMM KaK aHEMUs, 3aJIepiKKa
(bu3HUeCcKOro pa3BUTHS, ICUXOHEBPOJIOTHIYECKUE PACCTPOICTBA U TIP.

Brieyaryiromumili CKadyoK BBISBJISIEMOCTH LEJIMAKWA B MUPE, UMEKOLIUN MECTO B
nocneauue 10-20 siet, B CylIeCTBEHHOM CTENEHU CBSI3aH C TMArHOCTUKOW aTUIMMYHOMN
U JTaTeHTHOU (popm O0Je3HU. DTOMY CITOCOOCTBOBAIM BBHISIBICHUE U BBIJCIICHUE TPYIII
pUCKa, TPOBENCHHE CPEAM HUX CEpPOJIOTMYECKOr0 TECTUPOBAHUS U CEIEKTUBHOTO
ckpuHuHTa. K Takum rpynmaM pucka OTHOCSITCS JIMIA CO CIASAYIOIUMHU MPU3HAKAMU:

- PoncrBennuku 1-ii crenenu poactsa (poaHbie CHOCHI M X POJIUTEINH).

« XpOoHHUYECKAs IUApEs.

- KenczonedunutHas anemMus, pe3UCTCHTHAs K TEpaIuHu.

- Hapymienust oHToreHesa: 3aiepxka (pu3n4eckoro u/uiam mojJoBOro pa3BUTHS

HEU3BECTHOTO MPOUCXOKICHUS.

- AyrouMMyHHBIE 3a00JIeBaHUS: caxapHbI auaber Tuma 1, ayTOMMMYHHBIN

tupeounut, cuaapom Illcrpena, cucremuabie 3a001€BaHUST COSTMHUTEIILHON TKAHH.

« [IcuxoneBposioruueckue 00Ie3HU: AMUIICTICHS, IIepeOpaibHas aTaKCus,

nepudeprdeckas HelpornaTus, JeIPECcCHsi, TPEBOKHBIA CHHIPOM.

59



- HacnencrBennnie 3a0oneBanus: cuaapoMsel Jlayna, [llepemesckoro- Tepuepa,

BunbsimMca, cenektuBHbii nedurut IgA.

- 3a00JIeBaHMs TEMAaTOOMIIMAPHON CUCTEMbI: ayTOUMMYHHBIN T'€aTUT, XOJIAHTUT,

UMOMAaTUYECKas TUIIEPTPAHCAMUHAZEMHUS.

- bosie3Hu Koku U ee MPUIATKOB: reprneTU(hOPMHBIN IepPMATUT, AJTOTELUs,

rcopuas.

- Ipyrasi matoyiorusi: oCTeOnopo3 WIA OCTEONEHHS; HENEPEHOCUMOCTh JIAKTO3bI;

Oecrioue, BBHIKUBIIIY, aMeHOpes; AePEeKThl 3yOHOU 3Malli, PEIUAUBUPYIOIINAN

CTOMATHT.

BeposiTHOCTh 0O0Hapy>KeHUs IeIMakKuid B TIEPEUYUCICHHBIX TpyInax 3a0oJeBaHUiA
BapbpupyeT. Tak, Hanpumep, Npu celeKTUBHOM nedunute |gA oHa COCTaBISIET OKOJIO
10%, y poactBeHHHUKOB l-ii crtenmenu poxactBa - mnpumepHo 30%, a npu
repretudopmuom aepmarutre Oosnee 90%. C apyroil CTOPOHBI, TPHU IEIUAKUU
MOBBIIIAETCA PUCK (OPMHUPOBAHUS IPYTOM MATOJOTHH, IPEKIE BCETO ayTOMMMYHHBIX
3a0oneBanuil. IlpuueM BepOSTHOCTH pa3BUTHS AyTOMMMYHHBIX 3a00JieBaHUN Yy
NAlMEHTOB C LEJIUWAaKHEW CYIIECTBEHHO BBIIIE B CIydasX €€ HECBOECBPEMEHHOMN
JUArHOCTUKH U MO3/IHEW Tepanuu.

Pedpaxrepnas dhopma nennakuu (pedpakrepHas crpy). JaHHbiit BapuanT 00J1€3HU
JTUATHOCTUPYETCS B CIIy4asX COXpaHEHUs KIMHUYECKUX CHUMIITOMOB U aTpoduu
BOPCHUHOK, HECMOTpS Ha TIIATEIbHOE COOMI0/IeHNE OONBbHBIM TUeThl. Peructpupyercs
noutu y 5% OonbHBIX. DTa (opMa ILEIMAKUUA KIMHUYECKH OOBIYHO MPOSBIISICTCS
MEPCUCTUPYIOIIEH JHMapeeil, MoTeped Macchl Tela, CHUHAPOMOM MalibabcopOIuuy,
0O0JIsIMU B JKMBOTE, aHEMHUEH, MOBBIIICHHON MOTIMBOCTHIO M OOpa3oBaHUEM 3B B
Tomen kumke. Mopgosoruuecku BoiAensaoT 1 tuna. [lepBblil TUI XapakTepU3yeTcs
HOpMaJIbHBIM ~ (peHOTHIIOM MDJI, BTOpOH MOABIEHHEM KIOHA (PEHOTHUIHNYECKU
aHomanbHbIx MOJI. Ha MemOpaHe TakuxX maToJoru4ecKux JUMEGOIUTOB OTCYTCTBYIOT
o6enku CD3+ u CD8+, a taxxke peuentopsl B, , v, , npucymiue o0sraHbiM MOJI.
Nmvmynorucroxumudeckas auddepeHuanus 3TUX TUIOB KIETOK IpH pedpakTepHOi
LUEJIMAaKUU KpailHEe aKTyalbHa. OJTO CBSI3aHO C TE€M, 4YTO 2-i KJIETOYHBIA THUI
CBUJIETEIBCTBYET O BBICOKOW BEPOSITHOCTH W3BA3BICHUS TOIIEW KHILIKH, a TaKKe
paccMaTpuBaeTCs Kak HadasibHOe TiposiBiienne EATL.

OcaoxxHenusi. B gerckoM Bo3pacTe pa3BUBAIOTCS PENKO, OOBIYHO MOSIBIISIIOTCS
yepe3 MHOro JIeT Mocje Havaja 3a0oyeBaHMs U, KaK IMpaBWIO, HAOMIONAIOTCS Y
B3pocibIX. Puck Bo3HuKHOBeHUS muMpoM, B yactHoctu EATL, a Takxe kapumHoMm u3
pazmuunbix Kietok JKKT y B3pocibix, B 00lleM, HE OYEHb BBICOK, HO OIYyXOJIU
OOBIYHO BO3HUKAIOT Y HMX B T€X ClIydasiX, KOrja 00je3Hb KJIMHUYECKH MPOSBUIACH
€lle B IETCKOM BO3pacCTe.

JluarHocTuKa. AJITOpPUTM BBISBICHHS 1IEJIMAKUM K HACTOSIIEMY BPEMEHHU B
OCHOBHOM BbIpa0OTaH. B OONBIIMHCTBE CIIy4aeB OH COCTOMT U3 YETHIPEX OCHOBHBIX
ATANoOB, XapaKTep KOTOPBIX MOXKET 3aBHCETh KaK OT Bo3pacTta OOJBHOTO, TaK U OT
KJIMHUYECKON (HhOpMBI 3a001€BaHUS.

[lepBriii 3Tan 3akirodaercs B aHalM3e (DaKTOB, MOJYYEHHBIX MU cOOpe aHaMHe3a
¥ TIPOBEJACHHOM OOIIEeM KIWHUYECKOM oOcieoBaHuu OonpHOTO. HememecooOpa3zHo
NPOJODKEHUE peaju3alil alropuT™Ma, €ClIM B aHaMHE3€ OTCYTCTBYIOT (DaKThl
CUCTEMATUYECKOTO HCIOIb30BaHMsI OOJBHBIM 3HAYMMBIX 3JIAKOBBIX TMPOIYKTOB,
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HarpuMep, MPU HCKIIOYHUTEIFHO TPYJAHOM BCKapMIIMBAaHUU. Takke HE IMOKa3aHO
nanbHeiee o0caeq0BaHUE, €CIU MPUYMHBI UMEIOIIUXCS CUMITOMOB YCTaHOBJICHBI:
Hanpumep, 1eUIUT Keje3a ATMMEHTAPHOTO MTPOUCXOKICHUSI P aHEMUU U T.1I.

Bropoit »tan (mabopaTopHas AMAarHOCTUMKA) BKJIIOYAeT MPOBEACHUE  Ce-
POJIOTMUECKMX TECTOB M B pANE CIy4daeB OIpEJCICHUE HACIEICTBEHHON mpe-
PACIIOJI0KEHHOCTH MHMBH/IA K IIEJIMAKUH 110 HAJIM4UKI0 y Hero antureHoB HLA- DQ2
win HLA-DOS.

Ceposiorndeckue TeCThl BKIIOYAIOT B ce0s OMpeeeHNe aHTUTeN K TIUaguHy, a
TaK)K€ ayTOAHTUTEN K aHTUTCHaM COOCTBEHHOW IIJIACTUHKH CIIM3UCTOM, TAKWM Kak
PETUKYIHMH, HSHAOMH3MN W TKaHEBas TpaHCTIIyTaMuHa3a. METOIbl OmpeneaeHus
TATPOB AHTHUTEN K TJMAJAWHY B HACTOAIIEEC BPEMS TEPSIOT CBOE MPAKTUYECKOE
3HAYCHHE M YCTYIMAIT MecTo ompenencHuto ayroantuten IgAm IgG x TkaHeBoi
TpPaHCTITyTaMUHA3E " SHIOMHU3HIO. Cuuraercs, 9TO MaKCHUMaJIbHON
YyBCTBUTEIBHOCThIO M crenuduyHocThio (Oonee 90% u 98% COOTBETCTBEHHO)
XapaKTEepU3ylTCs aHTUTENa K OHHAOMU3UI0O UM TKAHEBOM TpaHCIUIyTaMUHAa3e,
otHocsamuecs K kiaccy IgA.OaHako K OIIEHKE YCPEIHEHHBIX BEJIMYMH BaJUHOCTH
Pa3IUYHBIX CEPOJIOTUYECKUX TECTOB, MPUBOJAUMBIX B PA3NIMUYHBIX HCTOYHHUKAX,
CJIeIyeT OTHOCUTBHCS C OCTOPOXKHOCTHIO. Ha 3Th niudpoBbie mokazarenu MOTYT BIUATD
MHOTHE (PAKTOpPhI, B TOM YHCJIE KayeCTBO TECTOBBIX PEAKTUBOB W KOMMEPYECKUU
MPOU3BOIUTENb, KBaTU(UKAIMSA COTPYAHUKOB Jaboparopuu. M3BectHo, uyTO
CIIOCOOHOCTH CHHTE3MPOBATH IMOTHOIICHHBIE aHTUTENIA 3aBUCT OT Bo3pacTa pebenka. B
YJaCTHOCTH, B TPYTHOM II€PHOJIC AaHTHUTENIA CHIBOPOTKH MOTYT BBISBIISITECS PEXKE, YEM B
ctapmreM Bo3pacTte. [[udpsl 9yBCTBUTENBHOCTH 3THX TECTOB B PAaHHEM JETCTBE MOTYT
ObITb O4YEHb BapHaOEIbHBIMU M HMMETh Oojee HHU3KME 3HadeHus. Kpome Toro,
BEJIMYMHBI ATUX MMOKa3aTeIeH 3aBUCAT KaK OT KIMHUYCCKOW (OPMBI EIMAaKUH, TaK U
oT cTaauu 3adoseBanus. [loka3aHo, 9YTO B CBS3HM C JOBOJBHO YacTO# (MPUMEPHO B 2-
3% cnydaeB) accolMalieil eauaku ¢ CeNeKTUBHBIM Aedunurom IgA cymiecTByeT
BEPOSITHOCTh TIOJIYYCHHS JIO)KHOOTPHUIIATETBHBIX PE3yJbTaTOB MPU OINPEACICHUN
AHTUTEN, OTHOCAIIUXCS TOJMBKO K IJA. B 9T0i1 CBsi3M B MpakTHKE HEPEIKO BO3HUKAET
HEO0OXOIUMOCTh MCIOJIBb30BaHMs 00Jiee MIMPOKOTO CIEKTpa CEPOJIOTUYECKUX TECTOB,
OoTHOCAIUXCS Kak K kiaccy IgA. tak u 1gG, B TOM uuncie HampaBiICHHBIX MPOTHUB
rNIMaJiiHa, a TaKXKe pETHKyJIWHa. Bmecte ¢ TeM CcuuTaeTcsi, 4YTO OINpeJeicHHe
IgGanTuTren K rMagMHy B CHIIy UX OTHOCHUTEIHLHO HEBBICOKOW YYBCTBUTEIBHOCTH U
cneuuduynoctd  (80-90% s KaXAOro M3 HHUX) HE SIBISETCS HaACKHBIM
JTUATHOCTUYECKUM KPUTEPHEM, OCOOCHHO TMPH MEPBUYHON TUArHOCTHUKE IETHAKUH Y
nereu nepBbix 18 MecsueB xxu3Hu. BMecTe ¢ TeM 3TOT TECT yCHEIIHO UCTOJIb3YIOT AJIs
OomleHKH 3(()EKTUBHOCTH AMETOTEpANH, TaK KaK €ro TMOoKa3aTedu MpH dJIUMUHAIIAN
TIIFOTEHa OBICTPO MPUOOpPETAOT HOpMajbHBbIC 3HadeHUsA. Hamudwe XOoTs Obl OHOTO
TIOJIOKMTEIIBHOTO TEeCTa W3 TIEPEUMCICHHBIX JaeT OCHOBAHHWE TOCTABUTH JIUATHO3:
[[eJTUaKUs, BEpOSITHASI.

VY nmereli ¢ OTYETIMBBHIMU KIMHUYECKUMHU TPOSBICHUSIMH KJIACCHUYECKOU (hOPMBI
OOJIe3HW W HESCHOCTBHIO JUArHO3a OTPHIATENIbHBIE PE3yJIbTaThl CEPOJTOTUUECKUX
TECTOB HE SBJISIIOTCS OCHOBAaHWEM JIJIi OTKa3a OT MPOBEJEHUS OWOTICHUU CIU3UCTOMN
KHIIKH ¥ TIOCTEAYIOMETr0 MOP(HOIOTHIECKOTO UCCIICIOBAHMUS.
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Tperuit 3Tran (MHCTPYMEHTAJbHAs [JMATHOCTHKA) 3aKJIIOYaeTCs B MOp-
donornueckoit Bepudukanuu nuarfosa. C 3Tol 1enbl0 MPOBOJUTCA 3HIOCKOMUS C
MOCJIETYIONINM B3ITHEM 00pa3loB TKaHW W3 HauOoJyiee BU3YaJIbHO IMOJ03PUTEIbHBIX
YYaCTKOB JAMCTAIBHOIO OTJEJNIa JBEHAIATUIIEPCTHON KUIIKU. CUUTAETCS, YTO YUCIIO
OMOMNTAaTOB JOJKHBI ObITh HE MeHee 4, TaK KaK HepelKo HaOJI0JaeTCsi 04aroBOe
NOpa)KEHUE CIM3UCTON O0O0OJOUYKH. YCTAaHOBJIEHO, YTO BEPOSITHOCTH OOHAPY>KEHUS
neauakuu Bo3pactaeT oT 90% mpu B3sATHH JUIIb 2 o0pasioB ciauzuctoit 10 100% -
pHu KccleqoBanuu 4 o0pasnoB TkaHW. B mociemanee BpeMs 1isi HHCTPYMEHTAIBHOTO
HCCIICJIOBAHUS y JETEH CTalld MCIO0JIb30BaTh KANCYJbHBIA 3HAOCKON. Bumeokamepa
SHJIOCKOIA TIO3BOJISIET HCCJIEAOBATENI0 C TMOMOIIBID 8-KPaTHOTO yBEIUMYECHUS
TIIATEIbHO OCMOTPETh CIM3UCTYI0 TOHKOW KHUIIKHM W MPUIIEIBHO B3ATh OOpasiibl
TKaHU, BO3MOXHO, TOJIbKO M OJHOTO ydacTka. MeToJ OTiAMYaeTcs OT OOBIYHOMU
SHJOCKONUA MHUHUMAJIbHOM HWHBA3UBHOCTBIO M XOpOUIEH TMEPEHOCHUMOCTBIO, YTO
HEMaJIOB)XXHO B IMeaUaTpUYecKoil mpakTuke. Mopdomornyeckas olneHka CIU3UCTOU
KUIIKY JIOJI’KHA MTPOBOJIUTHCS B BHICOKOKBATU(UIIMPOBAHHOM J1a00paTOPUU ONBITHHIM
mopdomorom. [Iis oueHkW craguu  (CTEEeHH) MOP(OJOTUYECKUX HN3MEHEHHUIH,
UCIIOJIB3YIOT OOIIENPUHATEIE MOAU(PUIIUpOBaHHbIE KpuTepuun Mapma. [lpu sTom
ocoboe BHUMaHue oOpalatoT Ha coctosiHue MOJI, BEICOTY BOPCUHOK, TITyOUHY KPHUIIT
U CTENEeHb BOCHAIUTEIHHOM HWHOUIBTPAIMK COOCTBEHHOW IJIACTUHKHU CIIM3UCTON
muMdorMTaMd U IJIa3MaTHYECKUMHU KIeTKamMu. B 3aBUCMMOCTH OT CTENEHU
M3MEHEHHSI U COOTHOILICHMS YKa3aHHBIX TMPU3HAKOB JUArHOCTUPYIOT CTaJauu
(crenenn) nponecca: 0, 1, 2, 3 (moapaznensercs Ha A, B, C) u 4. HecmoTpst Ha TO, 4TO
MOP(hOIOTHUUECKUM KPUTEPHUSIM HEPEAKO MPUCBAUBAIOT MUTET «30JI0TOTO CTAHAAPTA»
JTMAarHOCTUKH IIEIMaKUM, HAIMYKUE 3TUX TMPU3HAKOB MO3BOJSET OMNpPEACsaTh 00JIE3Hb
JUIIb B KayeCTBE MPEABAPUTEIBHOTO JUarHo3a, TaK KaK CXOXXHE HW3MEHEHUS
CIM3UCTOM MOTYT BCTPEUAThCS MPH HEKOTOPHIX JPYyrux 3a0ojeBaHusIX (CM.
muddepeHnmanbubiil quardos). OOBIYHO ATO aKTyaJbHO TOJIBKO JUISI KJIACCHMYECKOTO
BapuaHTa TEYCHHS OOJIE3HHU.

YerBepThlii 3Tan, B OOJBIIMHCTBE CiIy4yaeB sABIsSeTCS 3aBepmiatomuM. OH
3aKJIF0YACTCS B KIIMHUYECKOW U TAOOPAaTOPHOM, B TOM YHCIIE CEPOJIOTHUECKON, OIICHKE
3aboseBaHus mocie 6 -12-mecsuyHoro coOoIeHusT OOJIBHBIM CTPOTroi aueThl. bosee
mmrtensHoe (12 wmec.) HaOmrofeHHWe OOBIYHO TpedyeTcs TPH  HEKOTOPBIX
BHEKHIIICUHBIX MPOSBICHUAX O0Je3Hu. B yacTHOCTH, IpU 0CTEONOpO3€e KOHTPOJIbHAS
NEHCUTOMETPUSI PEKOMEHAYETCS HE paHee 4eM depe3 12 mec. mocie Hadana
nuerotepanuu. Eciam 3a ykazaHHOe BpeMs MPOM3OILIA TOJIHAS KIWHUYECKas |
nabopaTtopHas HOpMaliM3allvs ToKaszaTeseil, 4yero He ObIBaeT Mmpu 3a00JICBAHUSX CO
CXOXXMUMHU MOP(POJIOTMYECKUMH HM3MEHEHUSIMU CIU3UCTOM, TO JMArHO3 CUUTACTCS
MOJIHOCTBIO JIOKA3aHHBIM M OKOHYATEeNbHBIM. [IpuMepHble BapuaHThl TUATHOCTUKHU
pazuuHbIX GOPM IETUAKUK TIpeIcTaBIeHbI B Ta0uie 1.2.

Tabnuma.2
CxeMbl TMATHOCTHKH MPEANOJIaAraeMbIX KINHUYECKUX (GOpPM HeJTHAKHH
Knaccuueckast (kuueyHas)| ATUnu4Has JlatenTHas dhopma

dbopma (BHekuIIeyHas) popMa|  (TPYIIIBI PUCKA)
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Onpenenenue ypoBHs 00111ero
ceIBOpoTOYHOTO IgA 1 Ipo-
BEJICHUE CEPOJIOTUYECKOTO
TECTUPOBAHUSL:

« [Ipu Hanuuum xoTst ObI OJTHOTO
MOJIOKUTEIBHOTO Ce-
POJIOTUYECKOTO TECTa LIeTHAKUS
BEPOSITHA U TIPOBOAUTCS
Mop(hoornuecKoe
UCCIIE0BAaHNE CIIU3UCTOM. [Ipu
MOP(OTOTHIECKOM
MOATBEPKICHUY JUATHO3
CTaHOBUTCS MPEIBAPUTEIHHBIM.
JIukBUAALMS KIMHUYECKUX U
71a060paTOPHBIX MTPU3HAKOB
neaakuH nocie 6(12)-
MECSIYHOU CTPOroMn
JUETOTEepaNii OKOHYATEIIbHO
noATBepKAaeT nuarno3. [pu
COMHUTEITBHBIX
(HEeBpa3yMUTENbHBIX )
MOP(OJIOTUYECKHUX PE3YIIBTATAX
MIPOU3BOJAMUTCS THITHPOBAHUE TIO
IILA-DQ2 n HLA-DQS8. Ilpu
HAJIMYUHU aHTHUTCHA meabakus
BEpOsITHA, HA3HAYAETCS JHUETA.
JIuxkBumays KIMHUYECKUX U
71a060paTOPHBIX MTPU3HAKOB
neanakuH nocie 6(12)-
MECSTYHOU CTPOroMn
JMETOTEepPaNU OKOHYATEIIHLHO
MOATBEPKIAET TUATHO3.

B ciywasix orcyrcTBus
antureda DQ2 wim DQ8 nua-
T'HO3 [ETHaKUH UCKITIOYaeTCsl.
[Tpy COMHHMTENBHBIX WIIN
OTPHIATENBHBIX PE3yIbTaTax
MOPGOTOTHYECKOM
JTMArHOCTHKH JKeJaTEThHO
MPOKOHCYIBTUPOBATH Mpenapar
y Oonee
BBICOKOKBATU(DUITIPOBAHHOTO
MopdoJiora.

« Eciii cepoiornyecKue TeCThI
OTpHUIIATEIbHBIC, POBOIUTCS

TunupoBaHue 10
HLA-DQ2 u HLA-
DQS8:

. IIpu oTcyrcTBUM
AHTUTEHA TUarHo3
LEJTUAaKUH
HCKJIIOYAETCA

- IIpu BBIsIBIIEHUM
AHTUTE€HA MPOBOJIATCS
CEpPOJOTHYECKUE TECTHI
C ONPENEIICHNEM
ypoBHs ob6miero IgA.
JlanpHeuIasi TakTUKa
KaK MPU KJIACCHYECKOMN

dbopme

OnpeneneHue CTETIeHHY|
pucka (CM. «KJIMHUYECKas
KapTHHA H
(KOMMEHTAapUH» B KOHIIE
TaOJIUIIbI).

PoncTBeHHMKH — mpoOaHd
(cMm. «KOMMEHTApHM»).

Onpenenenue tutpa IgA U
IgG- anTHTEN K TKaHEBOM
TpaHCTIIyTaMUHA3E:

- Ilpy Hamnuum aHTHTEN
IgA PEKOMEHIyeTCSl
NTUAarHOCTUYECKasi OUOTICHS.
[Tpu MOp(OTIOTUYECKOM
MOITBEPKICHUU
Ha3HauaeTcs  jauera. B
ciy4ae OTCYTCTBUS
MOPGhOITOTHIECKUX
MIPU3HAKOB PEKOMEH]IYEeTCS
MTUHAMHIYECKOE
HaOJII0IEHYE.

[Ipu oTCyTCTBHUM aHTUTEN
IgA u 1gG obGcnenoBanue
MpEKpaIaroT.

[Ipyn Hanuuum aHTUTEDN
IgG u orcyrctBun IgA
OTIPEIEISIOT oO1ee
KOJTMYECTBO CBIBOPO-
tounoro IgA. B cayuae
Hamuuus  gedurmura  IgA
pekoMeHayeTcst ouorncus. B
ciydae OTCYTCTBUSI
neduimra STOT
MMMYHOTJI00yJIHHA
MTOKA3aHbI MTOBTOPHBIE
MEPUOTNICCKUC
CEpOJIOTUYECKUE
00CJIeI0BaHUS.
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tunrpoBanue mo HLA-DQ2 u
HLA-DQS8. B ciyuae
BBISIBJICHHS aHTUTEHA JHAarHo3
I[EJTMAKIH OCTACTCSI BEPOSTHBIM,
IPOBOAUTCS MOp(oIorHIecKoe
uccienoanwue. [Ipu
MOp(oTOTHIECKOM
MOATBEPKICHUH JUATrHO3
CTaHOBUTCS TPEIBAPUTEIHHBIM.
JIukBUIAMS KITMHUIECKUX
MPU3HAKOB LIEJIMAKUU Hocie 6
(12)-mecsaHOi cTporoi
JTUETOTEPANUY OKOHYATEIIHHO
NoJTBEepKaaeT nuartos. [Ipu
otrcyTcTBUU aHTureHa DQ2 unu
DQ8 6uoricus He BBITIOIHAETCS,
HETHAKUS UCKITI0YAeTCs

KomMmenTapuun
Br16op xapaktepa u konudectBaBeibop ceposnornueckux(CxeMbl 0OCIEIOBaHUS IS
CEPOJIOTUYECKHUX TECTOB TECTOB  MPOU3BOJUTCIPTON dbopmbl enle)
3aBUCHUT OT BO3MOXKHOCTEM 1 [KaK IPH KJIACCUYECKOMOKOHYATEIbHO HE

KaueCTBa BBITTOJTHEHHS 3TUX
TecToB Jlabopatopuei. [Ipu
BBISIBIICHUN CEJICKTUBHOTO
nedurura IgA npoBoasaTcs
ucciaenoBanus anturen 1gG.
[Tpu OTCYTCTBUY WM HATUYUH
HEBPa3yMUTEILHBIX MOP-
(dosornueckux MpU3HAKOB
[[EJTMAKUU B PSAJIE CITydacB
JOTyCKaeTcs mpoOHOe
Ha3HAUYCHUE TUETOTEepaINuu Ha 6
Mec, a pU MoTydeHuH P exra
BO3MOYKHO MPOBEJICHUE
MIPOBOKAITMOHHOMN MTPOOHI C
TJTFOTCHOM.

[Ipu orcyrctBuu 3ddekra oT
AQrJIIOTCHOBOM JHUETHl BO3MO’KHA
pedpakTepHas eInaKus. a TAaKKe
Npyrue MpUYIUHBI 3a00sieBanus. B
MOCTIEIHEM Cllydae TMPOBOJIUTCS

dbopme

pa3zpaboranbl. UHIUBUAOB C
BBEICOKUM PHUCKOM,
HallpuMep,  CTPaJaroIIuX
reprneTu@OopMHBIM
NEpPMaTUTOM,
11e71eco00pa3Ho
00cJIeI0BaTh KaK IMPHU KJlac-
cuuyeckoil hopMme 1erakuu.
[Ipy HEBBICOKOM pHCKE IO
cxeme, MpejjiaraeMon sy
ATUITNYHOM [IEITUAaKUH.

[Ipu CEMEMHOM
00CJIeIOBAaHUN, OCOOCHHO
POJICTBEHHUKOB 1-1
CTETICHH POJICTBA, aJITOPH
™ 1es1eco00pa3Ho
HAYWHATh C CEPOJIOrHYe-
CKMX TECTOB, OIpEICIICHHUE
antreHoB HLA mpu sTOM
Hele1ecoo0pas3Ho. 210
CBSI3aHO C BBICOKOW

b depenunanpHas JIMArHOCT
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uKa Cc Japyrumu  Qopmamu HACJIE1yEMOCThIO I'€HOB

DHTEponaTHu (CM. HUXKE). mokyca DQ. B  Ttakux
[Tpu UCKITIOYCHUN JIpyTOi CIIydasix JUarHOCTHYECKas
MaTOJIOTUM W COXPaHEHUHU KIIU- [ICHHOCTh (CHEIIU(PUIHOCTH )
HIUYECKON KapTHHBI 710 MoKa3aTes KpailHe HU3Kas

Ha3HAYEHUs MPOOHON JAHMeTOoTepa-
A BO3MOXHO  IIOBTOPHOE
00ceJ0BaHUE Ha LIEJINAKUIO

* [lo MHEHHIO HEKOTOPBIX aBTOPOB, MPU BBIPAKEHHBIX MPOSBICHUSX THITUIHOU
LEIUAKUA U TOJIOKUTENbHBIX TecTax aHTuTen |gAK TKaHEeBOW TpaHCTIyTaMHUHAa3e U
SIIOMHU3UIO OMOTICHIO MOKHO HE TPOBOIUTH

quddepenunanbubiii  auarHo3. B OoJbIIMHCTBE KJIMHUYECKUX — CIIydacB
NPEAJIOAKEHHBIX JUArHOCTUYECKUX MOJAXOJO0B AOCTATOYHO ISl MOATBEPKIACHUS WU
ucKIItoueHus nenuakui. COMHEHHUS B MPaBUJIBHOCTH JUArHO3a OOBIYHO BO3HUKAIOT Y
Bpaua B ciyyasx O€3yCHEIIHOCTH NPUMEHEHMsI Oe3rII0TEeHOBOM aueTsl. B sTOoM
cllydae MOJ03peBaIOT pedpakTepHyro menuakuio. OnIHAKO HEKOTOpble 3a00JIeBaHUsA
MOTYT UMETh CXOXKHE€ C LEJIUAKUEH KIMHUYECKUE CHUMITOMBI U JAXXE€ UICHTUYHBIC
MOp(}OJIOrHYECKHUE U3MEHEHHMSI, YTO MOKET BBI3BAaTh ONPEEICHHBIE 3aTPyIHEHUS KaK
y KIMHULHKCTA, TaK U y Mopdosora. OOBIYHO 3TO MMEET MECTO MPU KHUIIEYHOM
Bapuante Oone3nu. K uucny 3a0oneBaHui, C KOTOPbIMHM HMHOI/A HPUXOIUTCS
IIPOBOAUTH g depeHunanbHyo JIAarHOCTUKY OTHOCSITCSA: IAMOIHO03,
HEIOCTATOYHOCTh MOJDKETYJIOYHOM JKEJIe3bl, HENmepeHOCHUMOCTh JakTo3bl, C'PK,
OoJie3Hb YWIILUIA, ajUIepruyeckas SHTEPONaThs U HKCCyAaTHUBHAS HHTEPOIATHS
TyOepkyine3, 0one3nbr Kpona, mMmmyHomnponudepaTuBHasi OOJI€3Hb TOHKOW KHIIIKH.
Kumeunyio ¢dopMmy ueamakud MOTYT HAnOMHHATh HMH(EKIIMOHHBIE 3a00JIeBaHUS
KULICYHNKA, H03MHOMUIBHBIA TaCTPOIHTEPUT, CHHIPOM 30JUIMHIepa-DJUIMCOHA.
Kpome mnepeunciieHHbIX 3a0oieBaHM B psAAe CIy4aeB ULEIMAKUIO MPUXOAUTCS
mubdepeHurpoBaTE € TPOMUYECKOW  CIpy, KOJUIAr€HO3HOW  CIIpy, OOIIMM
BapuaOeIbHBIM UMMYHOIE(PHUITUTOM.

Cnpy Tpomuueckass - OSHTEPUT HESICHOW JTHOJIOTHH, XapPaKTEPU3YIOIIMICS
HapyLI€HUMEM IIpoliecca BCachlBaHMS B KHIIEYHUKE. Bcrpedaercs B palioHax cC
TPONMYECKUM KJIUMaroM - y xutened WMuaum, LlentpanbHoit Amepuku Adpuku,
Cpenneii A3um, a TakKe y BEPHYBIIMXCS U3 3TUX PErHOHOB. [[pHUMHBI HEN3BECTHBI,
0JIHaKO MH(EKIIMOHHASI MpUpoa 3a007eBaHUsI HE MCKIIOUEHA, YTO MOJATBEPKIAECTCS
MOJIOKUTENIBHBIM 3(DPEKTOM MPUMEHEHUSI aHTUOMOTUKOB. B marorenese 3aboJieBaHus
ONpENEICHHOE 3HAYEHHE MMEET HHAOTEHHAash HEJOCTATOYHOCTh (POJMEBON KHCIIOTHI.
[Ipu 5TOM Ccripy BOPCHUHKHM TOHKOW KHIIKKA YBEJIWYEHBI W YTOJILEHBI, TIPU TKEIOM
TEUCHUU Pa3BUBAECTCS CyOTOTanbHash aTpodusi BOPCHMHOK, KPUMTHI Oosee TiyOokwue,
4eM B HOpME, MH(PWIHTPUPOBAHBI JUMQPOIUTAMH, TUIA3MATUYECKUMH KIETKAMH U
so3uHouIamu. Teuenne OoJie3HH OCTpoe (IOOPOKAUYECTBEHHOE) WIIM XPOHUYECKOE.
OcHOBHbBIE CHMIITOMBI JUapesi ¢ nonudexkanued u crearopeeid. B3AyTue U O0IM B
KUBOTE, YBEIMYECHHE IMe4eHH, oOmias crabocTh, MOTeps Macchl Tena. Moryt
HaAOJIIOJIaThCSL TJIOCCUT, CTOMATUT, CYJOPOTM W JAPYrue€ MpPHU3HAKU, CBSI3aHHBIE C
MEeTa0OJMYECKUMH HapylieHusMu. [Ipu XpoHHUYECKOM TMpoliecce CHUMITOMATHKA

yCYryoJsieTcsi, Pa3BUBACTCS MaKpOIUTapHasi aHEMUs, UCTOIIEHUE MOXET JOCTUTaTh
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Kaxekcuu JlmarHo3 yCTaHaBIWMBAaIOT HAa OCHOBAaHWHM JAHHBIX OHOTICHHU CIIH3UCTOU
00010ukH TOHKOHM Kuiku. [Ipu mocTaHoBKe nMarHo3a, a Takxke npoBeneHuu audde-
PEHIIMATIBHOTO JMarHo3a, Hampumep C IeHaKkued, UMEIOT 3HAUYCHHUE PE3YJIbTaThl
aedeHus ex juvantibus(momoxutenbHbIH 3(PGEKT OT aHTHOMOTHKOB M (POJUEBOI
KUCIOTBl M OTCyTCTBHE d(dekra oT Oc3rmoTcHOBOM nuetsl). [IporHo3 mnpu
CBOEBPEMEHHOM JICYEHUU OJIarONpPUSTHBIN.

Komnarenosznast cnpy (MHKpPOCKONIMYECKHH KOJMT) - XPOHUYECKUW HEUH-
(DEKIMOHHBIN TMPOTPECCUPYIOMUNA IHTEPUT C PA3BUTHEM aTpPoPuu BOPCHUHOK U
OTJIO)KEHHEM TMPOCIOEK U3 KOJUIAreHONoJOOHOro BeElIecTBa 1OJA  0a3aibHOU
MEMOpaHOI SMUTENUATBHBIX KJIETOK. 3a00JieBaHUE MPOTEKACT TSKENIO, B KIMHHKE
MPEeBAIMPYIOT AUapes U CHHIPOM MajibabcopOruu. [lanneHTsl 0OBIYHO PEe3UCTEHTHBI
KO BceM (popmam Tepamuu, 3a MCKIIOYCHHEM MapeHTepaJbHOro MUTaHUs. Y AeTel
BCTPEYAETCS OUYEHD PENKO.

K oTtHocutenbHO penkum QopMaM MOPaKEHUS TOHKOM KUIIKA BOCHAIUTEIBHO-
npoiaudepaTUBHOTO XapakKTepa OTHOCUTCS TaKKe DJHTEponaTtus Mpu  oO0IIeM
BapuaOeIbHOM UMMYyHOJePUIIMTE. DTUM TEPMHUHOM O0O03HAYAETCsl TpyImmna He A0
KOHIIa U] PEPEHIIMPOBAHHBIX CHHIPOMOB, XapaKTEPU3YIOMUXCS NePEKTOM CHUHTE3a
AQHTUTE U KIETOYHOrO 3BE€HAa HWMMYyHHUTETa. JlOCTOBEpHBIM JUATHOCTUYECKUM
KPUTEPUEM CUHMTACTCs] 3HAYUTEIbHOE CHIDKeHHE (0ojiee yeM Ha 2 CTaHJapTHBIX
OTKJIOHEHHS) He MEHEe JIBYX M3 TPEX OCHOBHBIX KjiIaccoB MMMyHoroOymuHoB (IgA,
IgG, IgM) B coderanun XOTs ObI C OJHHM M3 CJCIYIONIMX MPHU3HAKOB: 1) Haydaio
KIMHUYECKUX TPOSIBJICHUA B  BO3pacte crapumie 2 JeT; 2) OTCYTCTBHUE
M30TEMarTIIOTHHUHOB W/WIW TIJIOXOW OTBET Ha BaKIIMHAIMIO;, 3) NPYrue W3BECTHBIC
NPUYMHBl araMMarJioOyJTMHEeMHUHU WCKIIOYEHBI. 3a0ojieBaHWE MOXET B JETCTBE
JUTUTEJIbHOE BpEMsI ITPOSIBISITHCS CENIEKTUBHBIM Aeduuutom IgA, a manudectupoBaTh
TOJIbKO B TOJPOCTKOBOM BO3pacTe€ WJIM y MOJIOJBIX B3pOCIbIX. B 1€10M KIMHUKa
UMMYyHOIe(pHUIITa TOpa3ao dHaie MposBiseTcss y B3pocibix. K Hambomee vacThiM
racTPOIHTEPOJOTUYECKUM TMPOSBICHUSAM OOIIEro BapuadeIbHOr0 MMMYHOAE(UITA
OTHOCATCS y3eJKOBasi JWUMQouIHAs TUIEPIUIa3us CIU3UCTOM OOOJOYKA TOHKOMU
kutku, MAK, 6one3ns Kpona, peruanBupyromuii 1sM0I103, 9KCCyIaTUBHAS YPHTEPO-
naTusi, MaibadcopOIus, Crpynoao0HbIi cuHApoM. DakTopamMu, MPOBOIHUPYIOIMIUMHU
paszButue auMdonponudepaTUBHOTO Mpoliecca B KUIIICYHUKE, MOTYT OBITh KUIIIEUHAs
MUKpodopa, mapasuThl (JIMOJMH), BHUPYCHl Tpynmbl repreca. Jms oOmiero
BapualOeIpbHOTO0 HMMMYyHOJIE(hUIIMTAa C BOBJCUYEHHWEM B TMPOIECC KHUIICYHUKA
XapakTepHbl HAIMUYUEe MOPGOIOTHYECKUX MPU3HAKOB aTPOPUU CIM3UCTOU 00O0JOUKHU
TOHKOHM KHIIKH, 3HAYMTEIIbHOE YMCHBIIICHUE KOJIMYECTBA IJIa3MaTHUECKHX KJIETOK B
COOCTBEHHOW IUTACTMHKE CJIM3UCTOW OOOJIOUKH KHUIIKH U CKOIUIEHHE JUMQPOUIHBIX
kieTok B Buue ¢omnukynoB. [lociaeanue pacnonaraiorcsi HE TOJBKO B TIyOWHE
COOCTBEHHOW TUIACTMHKU CJIM3UCTOM OOOJIOYKM, HO M HEMOCPEACTBEHHO TOJ
SIUTENIMEM M BOJHM3U OT 0a3allbHOM MEMOpaHBL.

Nnentudukaum pa3nuaHbIX MPUIUH pedpakrepHbIX CIpy MOXKET IIOMOYb
Mpe1JIaraeMblii HIJKE alTOPUTM.
[. B mepByto ouepenp TIIATENHHO aHATU3UPYIOT CTETICHD BHITIONHEHUS MTAllUEHTOM

JTUETUYECKUX PEKOMEH/IAlUN U UCKITFOYAIOT 3a00JIeBaHUSI, KOTOPHIC TIPOSIBISIOTCS

MOP(OJIOTUUECKH CXOXHUMHU U3MEHEHUSIMH KUIITKU (CM. BhIMe). [Ipu
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HECOOJII0IeHNH OOJIbHBIM JUETHI BBISICHSIOTCSI IPUYUHBI 3TOT0. OHU MOTYT OBITH

CyOBEKTUBHBIMU U OOBbEKTUBHBIMU. K UX 4HCITy OTHOCSTCS:

« BBICOKAsl CTOMMOCTb TUETHYECKUX MTPOITYKTOB;

« 1e(ULUT MTOCTABOK UX B PETHOH MPOKUBAHUS MAIlMEHTA;

- IJIOXKE BKYCOBBIE KaUY€CTBA TaKUX OJIIOJ;

« OTCYTCTBHE YXVYAIICHHUS CaMOYYyBCTBHsS OOJIbBHOTO peOeHKa MpHu KpaTKOBpe-
MEHHOM HapyUIEHUH JTUETHI;

« HEOCBEIOMJICHHOCTh IMMAIMEHTa W €r0 POJAUTENEH O HaJIUYUU TJIIOTEHA B
OMPEICJICHHBIX MPOAYKTaX MUTAHUSI, OOBIYHO MPOMBIIIJIEHHOTO MPOU3BOJICTBA, a
TAKK€ B HEKOTOPBIX JIEKAPCTBEHHBIX IIpEraparax;

« HEJIOCTaTOYHAsi O0YIEHHOCTh OOJIBHOTO U €r0 POIUTENCH;

« HEKOppEeKTHass WHQPOPMAIIUS CO CTOPOHBI JIEHAIIETO Bpada, JUETOJIOTA, IPYTOTO
MEJIMIIMHCKOTO MepcoHala, a Takxe B CMU;

- Hey4yacTHe OOUIECTBEHHOCTH, B YAaCTHOCTH OTCYTCTBHUE OOIlEeCTBa CeMEH,
CTpPaJarolIUX LUEIUAKUEH;

* BBIHYKJICHHOE [TUTAHUE BHE IOMA;

« OTPUIIATEIILHOE BIUSHUE POBECHUKOB, KYJIBTYpPbI, OOLIECTBA;

* IOJIPOCTKOBBIN BO3PaCT IMALMEHTA,;

* OTCYTCTBHE MPEEMCTBEHHOCTH TMPHU TMepexojie OOIBHOTO U3 MEeIUaTPUIECKON BO
B3POCIYIO CETh.

B cnydasx BbIABIEHUS] TPUYMH HAPYIICHUSI PEKOMEHIAIMNA MPOBOIUTCS CO-
OTBETCTBYIOIIAsl TPOCBETUTEIIbHAS PabOTa CO CTOPOHBI JICHAIIIETO CIEUAIIUCTA,
JIMETOJIoTa, BBOJUTCS O0Jiee TIAaTeIbHbIM KOHTPOJIb CO CTOPOHBI MEATIEPCOHAIA U
poauTteneit peOeHka.

- Ecniu He BBIABISIOT (AKTOB HECOOJIOACHUS MpaBW MNUTAHUS, IMOKA3aHO [10-
MOJIHUTEIbHOE KIMHUYECKOe o0clienoBaHue OoJibHOro. B mepByro ouepenb
11€JIeCO00Pa3HO YCOMHUTHCS B KOPPEKTHOCTH PaHEE YCTAHOBJICHHOTO JIMATHO3a.
Heobxoaumo mOBTOPHO M THIATEIHHO MPOAHATU3UPOBATH UMEIOIINECS CBEIICHUS U
OIICHUTHh CTEMEHb BEPOSTHOCTU (JIOCTOBEPHOCTH) paHEe IUAarHOCTHUPOBAHHOTO
COCTOSIHUSL.

- Jlamee 1moka3aHbI: TTOBTOpPHAsi OMOTICHS CIM3MCTOM JBEHAAIATUIICPCTHON KHIIKHU C
MOCJICAYIOIMEH HMMMYHOTHUCTOXMMHUUYECKON  JauarHocTukor denoruna MDOJI,
MPOBEJCHUE BU3YyaJIbHONU YHTEPOCKONUU C CUJIOBBIM (TOJYKOBBIM) MPOBEAECHUEM
sHpockona. C 3TOM WENbl0 Tropas3io MOpeANnoYTHUTENIbHEE HCIoab30BaTh BKD.
[Tokazana taxxke KT kumeunuka.

- PeanuzoBanHas cxeMa JOMOJHUTEIBHOTO OOCIEIOBAHUS MO3BOJISET UCKIIOUUTH Y
oonpHOrOo EATLM aneHOKapuUMHOMY, a TaKXe JIUarHOCTHUPOBATh pedpaKkTepHYIO
dbopmy nenuakuu ¢ uaeHTuukamueit ee T-kieTouyHoro Bapuaura, T.e. 1-ro uiu 2-
ro Ttuna. B mocienHem ciydae MalMEHT JOKEH OBbITh KOHCYJbTUPOBAH
raCTPOIHTEPOJIOTOM-OHKOJIOTOM.

Ipumepst ¢opmMyaupoOBKH AuarHo3a. /[marHoz HeoOXOIWMO OCHOBBIBATh, Ha
KiIaccu(ukanuy, OJHAKO OH JIOJDKEH WMETh HWHAWBHUAYaJbHBIE YEePThl M HOCHUTH
STanmHBIM  XapakTep. KiumHWYeckud nuar€Ho3 MoXeT ObiTh chopMyIupoBaH
CJIeIYIONUM 00pa3oM.

[enmakwusi, kmaccuueckasi hopma, (paza TUETHIECKON KOMIICHCAITUH.

67



[enmakwust kmaccuaeckasi, BepostHasi, paza oOcieqoBaHmsl.

Lenuakusi, aTunuyHas Qopma, npeaBapUTENbHBIA NUAarHO3, (pa3za AUETUYECKOTro
HAOJTIOICHUS.

Jleuenmne. [1oxxu3zHeHHOE CTporoe coOIt0/IeHne O0E3rII0TEHOBOM JUETHI SIBISETCS B
HACTOSIIIIEE BpEeMsl E€AMHCTBEHHBIM J(P(GEKTHUBHBIM METOJIOM JICUCHHUS IIeJIMaKUH,
HE3aBUCUMO OT KIJIMHHUYECKOW (opmbl Oosie3HM U Bo3pacta O0JbHOTO. [ 'NaBHBIN
OPUHIIMI TAaKOro MUTAHMS 3aKiIovaeTrcss B HemonmymieHud mnoctyruieHuss B JKKT
00JBHOTO JJa’ke OJTHOKPATHOTO MUHUMAJIBHOTO KOJIMYECTBA IIII0TEHA.

HemenukamenTosHoe neueHue. OrpaHnuuBaerca auetod. B Hacrosimiee Bpems
BBIITYIIEHO TOCTATOYHOE KOJIMYECTBO JIMTEPATYPHI I Bpadeld, poanuTe Jiekd 00IbHOTO
pebeHka, a Takke JJIsl camMoro OOJBHOTO, CoAepKalllel MHPOPMAIUIO MO MUTAHUIO
NanyeHTa ¢ Lennakueil. MOoXHO TONyduTh Takyro HHQPOpPMAIMI0O U B pecypcax
HMHTEpHETA.

[Ipo/10BOILCTBEHHBIE MPOIYKTHI, HE COJIEpPKAINUE TIIIOTEH. 3J1aKOBBIE MPOYKTHI,
KpOME TIIEHUIIbI, SYMEHs, p>KU M oBca. DpPyKThl, OBOIIM, MACO, pbiOa, siiIa,
HaTypajJbHOE  MOJIOKO, KapTtodenb, KyKypy3a, 0000Bble, a TakXke Bce
IIPOJIOBOJILCTBEHHBIE TOBAPhI, CHEIUAIBHO BBITYCKAEMbIE MPOMBIILIEHHOCTBIO IS
OOJBHBIX LIETUAKUEH.

[IpoayKThl MPOMBIILIEHHOTO MPOU3BOJICTBA, HECOMHEHHO, COJEPIKAIINE TIIFOTEH.
Xnebo0ynouHble W3IENus, MEYeHbE, KPEKEPhl, COYChl W TMOIJIMBKH, TOYTH BCE
KOHCEpBbI, OOJBIIMHCTBO CYNOB, OJIMHBI M OJIaJlb, MaKapOHHbIE W3/ENUs,
3amedyeHHbIe 0J1roa, NuIla, (api ¢ HalOJIHUTEIEM U .

[IponykThl MaccoBOro ynoTpeOiaeHus, MOTEHIIUAIbHO (KMHKOTHUTO») COJIEpKAIIHE
rmoTeH. IIuBo, KBac, KOH(EThl, Kapamellb, MOPOKEHOE, CaJlaTHbIE 3alpaBKH,
0COOEHHO MalOHE3; MapUHAJlbl, OCOOEHHO COEBBIC; HOTYpPTHI, TBOPOKHBIE CBHIPKH,
JIeKapCTBEHHBIE TIpenapaThl U JIp.

MenukameHTo3HOE JieueHne. PaKTUUECKH UMEET CUMIITOMAaTUYECKUN XapakTep U
HAmpaBJICHO HA JIMKBUJAIMIO TPOSIBICHUM  MalbaOCOpOIMU.  JIMKBUIAIIUIO
Ne(UIUTHBIX COCTOSHUM, HOpMalU3alMi0 OWOIIEHO3a KuIlleyHuKa u T.a. [lpum
NOSIBJICHUM HEXENATeIbHBIX COCTOSIHUM, HANpUMEpP AayTOMMMYHHBIX 3aBOEBaHUM,
OCTEOII0PO3a, MEIUKAMEHTO3HOE JIEYEHUE MPOBOIAT B COOTBETCTBUM C IPOTOKOJIAMHU
JUIS. TAHHOM MAaTOJIOTHH.

Xupyprudeckoe JseueHue. Tpedyercs TOIBKO B CIIy4asX TOSIBICHHUS T'PO3HBIX
OCJIO)KHEHHH, TAKUX KaK 3JI0KaY€CTBEHHbIE HOBOOOPA30BaHUs KUILIEYHUKA.

Ipopunaakruka. Peanuzyercs myrem mpoBeneHHs] 0OCIENOBaHUSI TPYII PHCKA,
MpeXJIe BCEro CUOCOB U UX poauTeseH (CM. BBIIIIE).

IToka3zaHusi K KOHCYJbTAMM JAPYrux crnenuajaucroB. Crpamaromme AaHHOU
NaTOJIOTUEH JETH MOTYT HYXIAaThCsl B HAOIIOJIEHUU U KOHTPOJIE HE TOJBKO JIEYAIEro
Bpaya, HO U psAga APYrUX CHEIHUAJIMCTOB: JHUETOJIOra, ICUXO0Jora, MMMYHOJIOra,
OHKOJIOTA.

[Moka3anusa k rocnurajau3auuu. [Ipy HaaKEHHONW CUCTEME OKAa3aHWS MOMOILIU
JeTSIM C TeNHaKkued Bech 00bEM HEOOXOAUMOTO O0O0CIIeIOBaHUS MOXKET OBITh
peann3oBaH B aMOylaTopHOM 3BeHe. OHaKO B HEKOTOPBIX CIIydasX, OCOOEHHO TPH
Hed(D(PEKTUBHOCTU NHETOTEpANuM, OOJBHBIX TOCHHUTAIM3UPYIOT B  CTaIl[MOHAp
racTPO3IHTEPOIOTHUECKOTr0 IPOpuUIIs.
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[Iporuos. Ilpu MOXWU3HEHHOM aJEKBATHOM COOJIOICHUN OE3TTFOTEHOBON JTUETHI
OPOTHO3  BIIOJIHE  YJOBJIETBOpUTENbHBbIM. [lo3mHss  AguarHocTuka, OTKa3  OT
JUETOTEpAllMd WM HEpEryJsipHOE €€ IIPUMEHEHHE B JETCKOM BO3pacTe MOTYT
IIPUBECTU K IOSBJICHUIO HEKEIATENIBHBIX COCTOSIHUM B CTapIleM BO3pacTe, HEPEIKO
NPEICTABISIIOIINX CEPhE3HYI0 YIpo3y 3/0pPOBbIO U JaXKe JKU3HU OOJBHOIO:
ayTOMMMYHHBIX 3a00JI€BaHHi{, B TOM YHCJIE CUCTEMHBIX; 3JI0KAUECTBEHHBIX OIyXOJIeH
KUIIEYHNKA; OCTEONOopo3a M IOBTOPHBIX IIEPEIOMOB KOCTeH; Oecruiogus u
NPUBBIYHBIX BbIKUAbIIEH. Haumbonee HeOmarompusTHBI MPOTHO3 B  CIIydasx
pedpakTepHOU (GOPMBI IIETMAKUU, OCOOCHHO TP 2-M KJIIETOYHOM THIIC.

3akmtoueHue. 3a mnocnenHue 15-20 yeT B NMOHMMAaHMM LEJTUAKUM JTOCTUTHYTHI
CYLLIECTBEHHBIE YCIEXU. OTH JOCTWKEHUS, MPEXKAE BCEro, KOCHYJIUCh H3YYECHUS
pacupoCTpaHEHHOCTH OO0JIE3HW B MHpPE, MEXAHU3MOB €€ pPa3BUTHS, HMMYHO-
JIOTUYECKON JUArHOCTUKH, B TOM YMCIJIE CKPUHUHIOBOM. BBIACHMIOCH, UTO LIEINAKUSA
ABJISIETCS] OTHOM M3 CAMBIX YaCThIX ITATOJIOTMM ayTOMMMYHHOU IPUPOJIBI Y YEIOBEKA C
MaKCUMaJIbHOW CTENEHBIO HacienyeMocTH. OKa3ajlock, 4YTO ¢ y4€TOM IeT€pOr€HHOCTH
naToreHe3a M KIMHMYECKOTO IMOJIUMOP(HU3Ma, CBOMCTBEHHBIX JAHHOW MaTOJOTHH,
LEINaKUs SBIIAECTCS:

- [laTomorueii ¢  HaclIEACTBEHHOM  MpPEAPACHONIOKEHHOCThIO  (MyJbTH(AK
TOPUAJIBHOM, IOJMICHHON IPUPOJIbI), Pa3BUBAKOLICHCSA TOJIBKO Yy HEKOTOPOH
KATETOpUU JIIOJIEH, Yallle B ONIPEACIICHHBIX CEMbSX.

« XpOHUYECKUM BOCHAIUTEIBHBIM 3a00JIEBAHUEM TOHKOW KHIIKH ayTOMMMYHHOM
IPUPOABL, UHAYLIMPOBAHHBIM O€JIKaMU HEKOTOPBIX 3JIAKOBBIX KYJIBTYD.

- [IommopranHoO¥ NaTOJIOTUEN C BO3MOKHBIM BOBJIECYEHUEM B MPOLIECC MPAKTUYECKU
BCEX OPraHOB M CHCTEM, HO C IIEPBUYHON JIOKAIM3ALKEN ayTOMMMYHHOTO O4ara B
TOHKOW KHUIIKE.

« AyTOBOCTIAJIMTENbHBIM ~ 3a00JIEBAHUEM, COYETAIOIIUMCA C JPYTUMH  ayTo-
UMMYHHBIMH 1 HCAYTOUMMYHHBIMU OOJIE3HSIMHU, B TOM UHUCJIE C XPOMOCOMHBIMU U
MOHOT€HHBIMHU.

- ConmanbHO 3HAYMMOM 00JIe3HBIO (Kak Ha CEMEWHOM, TaK M Ha roCyAapCTBEHHOM
YPOBHE) B CBA3M C IIHPOKOW NOMYJSILIMOHHOW pacnpoCTPaHEHHOCThIO U
HEOOXOMMOCTBIO OOJIBIINX YKOHOMUYECKUX 3aTparT.

Crano o4eBUIHBIM, YTO 3a MOCJIEAHHUE OBl LEIHAKUSA U3 YUCTO MEAUATPUUYECKON
racTPO3HTEPOJIOrHUECKON TpaHCc(hopMHUpOBaach B MEXKIUCHUIUIMHAPDHYIO U JlaXke
o01LeMeIMIMHCKYI0 podseMy. 3a00eBaHre YacTO BIIEPBbIE MAaHU(PECTUPYET TOJIBKO
Y B3pOCIIBIX, a LEJIMAKKUsl, BO3HUKIIAS B IETCTBE, COXPAHAETCS Ha BCIO KU3Hb. B cBA3H
C 3TUM (PAKTOM Bpauyd MHOTHUX CHEIUAIbHOCTEW IOJKHBI 00JaJaTh COBPEMEHHOMU
nHpopmanueir 00 OCOOEHHOCTSX TEUYEeHHs] W AMArHOCTUKM Uenuakud. K Takum
cCrenuaiiucTaM OTHOCATCS: Bpaud oOOWed MNpakTUKW, TeAuaTpbl, TEeparneBThl,
SHJOKPUHOJOTH, PEBMATOJIOTH, HEBPOJIOTH U NICUXUATPBI, TEMATOJIOTH, AEPMATOJIOTH,
renaTojioTH, OPTOMNEIbl, TMHEKOJOrM, HWMMYHOJIOTH, KIWHHYECKHE TE€HETHUKU M
oHkojiord. HWHOOPMUPOBAHHOCTh MEPEUMCICHHBIX CHEIHATUCTOB 1O JaHHOU
npobsieMe OyIeT CrocOOCTBOBATh paHHEMY BBISBICHUIO U CBOEBPEMEHHOMY JICUEHHUIO
KJIMHUYECKH MOJUMOP(PHO MPOTEKAIOIIEH 1eTMakuy Ha JIFoOOM 3Tare OHTOTreHe3a.

IlepcnekTuBBl MAarHOCTHKM LeIMakud. B HacTosiiee BpeMs B IPaKTUKY

BHCAPAKOTCA MCTOAbI, HAIIPABJICHHBLIC HA CO3JdHHUC YMCTBIX peKOM6I/IHaHTHI)IX -
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ArHOCTHUYECKHX AHTUTCHOB, B YAaCTHOCTHM MNPEABAPUTENBHO J€3aMHUHUPOBAHHOTO
ranuia, ans goctuxeHus 100% 4YyBCTBUTENBHOCTH M CHEHU(PUYHOCTU Cepo-
JIOTUYECKUX TECTOB. BHEApEeHNE B IPAKIrMKy TAaKUX TECTOB MO3BOJIUT OTKA3aThCS OT T
PaBMAaTUYHON MpPOIEAYpPhl SHAOCKONMH U B3SATUS 0OpasloB ciau3ucToil. [lpyroe
Hay4yHOE HaIpaBJICHHE BEACTCsS C Ienblo uaeHTuukanmuu npyrux He HLA- reHos,
OTPENENAIONUX HACIEACTBEHHYIO MPEAPACIIONOKEHHOCTh K Oone3nu. Orpezaenenue
TaKUX T'€HOB MO3BOJIUT BBISBJIATH 3a00JI€BaHNUE HAa JOKIMHUYECKON CTaIuu, a TaKXKe C
BBICOKOM HAJIE)KHOCTBIO JUArHOCTUPOBATH MPEAPACIOIOKEHHOCTh HA PAHHUX 3Tarax
OHTOTE€HE3a, B TOM YHCJIE BHYTPUYTPOOHOM.

[IepcniekTUBBI JieueHUs LEIUAaKUUA. BOCCTAaHOBICHHE HAPYLIEHHOW TOJIEPAHTHOCTHU
K DJIIOTEHY - UJEaJbHbIA MyTh JI€YEHUS W JUKBUAAUMU 1Heauakuu. C 3TOH 1elbio
MOTYT OBITh HCIIOJB30BAHBI JK30TCHHBIC TMENTUA3bl, CUHTE3UPYEMble MHOTUMH
OakTepusMU U TpUOAMH, CIIOCOOHBIC TOJHOCTHIOTOM T€TEPOTCHHOCTH TaTOreHe3a U
KJIMHAYECKOTO TOJUMOP(PU3MA, CBONCTBEHHBIX JaHHOW MATOJIOTHH, IEIHaKus
SIBJISICTCSL:

- [laronormeit ¢  HACIEACTBEHHOM  MPEIPaACHONOKEHHOCThIO  (MyJlbTH(AK
TOPUAIbHOM, IMOJUTE€HHON MPUPOABI), PA3BUBAIONIICHCSA TOJBKO Yy HEKOTOPOM
KaTEroOpuu JIOJIEH, Yallle B ONPEICIICHHBIX CEMbSIX.

« XpOHUYECKUM BOCTAJIUTEIBHBIM 3a00JIEBAHUEM TOHKOW KHIIKH ayTOMMMYHHOM
MPUPOIBI, UHAYIIUPOBAHHBIM OEJIKaMU HEKOTOPBIX 3JIAKOBBIX KYJIBTYD.

« [ToimopranHoO# NaTOJIOTUEN C BO3MOKHBIM BOBJIICUEHHUEM B MPOLIECC MTPAKTUUECKHU
BCEX OPraHOB U CUCTEM, HO C IEPBUYHON JIOKAJIM3ANEN AYyTOUMMYHHOT'O O4ara B
TOHKOM KHUIIKE.

« AYTOBOCHIAJIUTE'LHBIM ~ 3a00JICBAHUEM, COUYETAIONIUMCS C JIPYyTUMH ayTo-
MMMYHHBIMH U HCAyTOUMMYHHBIMU OOJIE3HSIMH, B TOM YHCJIE C XPOMOCOMHBIMH U
MOHOTECHHBIMU.

- ColManbHO 3HAYMMOM 0OJIE3HBIO (KaK HA CEMEIHOM, TaK U Ha TOCYAapCTBEHHOM
YpPOBHE) B CBSI3W C IIHUPOKON TMOMYJSIITUOHHOW PACIpPOCTPAHEHHOCTHIO U
HEO0OXOMMOCTHIO OOJBIINX YKOHOMHUYECKUX 3aTparT.

Crajio 04eBUIHBIM, UTO 3a MOCIJIEIHUE TOAbl LEIUAKUS U3 YUCTO MEIUATPUIECKON
racTPOIHTEPOJIOTUYECKON TpaHCHOPMUPOBATIACh B MEXKIUCHUIUIMHAPHYIO U JIaXe
o0IIeMeIUIIMHCKYI0 TIpoOsieMy. 3a00eBaHre YacTo BIIEpBbIe MAaHU(DECTHPYET TOIBKO
y B3pOCJBIX, a LEJINAKUS, BOSHUKIIASA B JIETCTBE, COXPAHSAETCS HAa BCIO )KU3Hb. B CBA3M
C 3TUM (PaKTOM Bpauyd MHOTHUX CHEIUATbHOCTEW IOJKHBI 00JaJaTh COBPEMEHHOMU
nHopmarmeit 00 OCOOCHHOCTSIX TEUEHHS M JMArHOCTUKU Ienuakuu. K Takum
CIICMAIUCTAaM OTHOCATCS: Bpaud oOOIIEeW TpaKkTUKUA, TMeAUaTpbl, TEPAreBTHI,
SHJIOKPUHOJIOTH, PEBMATOJIOTH, HEBPOJIOTH U MCUXUATPHI, TEMATOJIOTH, I€PMATOJIOTH,
reraTojiord, OPTOMNEAbl, THHEKOJIOTH, HWMMYHOJIOTH, KIMHUYECKUE TEHETUKH W
oHkojoru. MHPOPMUPOBAHHOCTH TEPEUYUCICHHBIX CHEIUATUCTOB 0 JaHHOU
npo0Oseme OyeT crmocoOCTBOBaTh paHHEMY BBISIBICHUIO M CBOEBPEMEHHOMY JICUCHUIO
KJIIMHUYECKH MOJIMMOP(HO TPOTEKAIOIIEH IeIMaKuU Ha JIIOOOM dTare OHTOTeHe3a.

IlepcnekTBBl AMArHOCTHKKA LEIMakWh. B Hacrtosimiee BpeMs B MPAKTUKY
BHEJIPSIOTCS METOJIbI, HAMpAaBIICHHbIE HA CO3JaHUE YHCTHIX PEKOMOWHAHTHBIX M-
ArHOCTUYECKUX AHTUITCHOB, B YAaCTHOCTHM NPEABAPUTEIBHO J1€3aMUHHUPOBAHHOIO

rmanuaa, ans goctikeHus 100% dYyBCTBUTENBHOCTH W CHENU(PUYHOCTH CEpPO-
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JIOTUYECKUX TECTOB. BHEIpEHNE B MPAKTUKY TAKUX T€CTOB MO3BOJIUT OTKA3aThCSl OT T
PaBMAaTUYHON MpPOIEAYphl SHAOCKONMMH W B3SATUS 00pasloB cau3uctoil. [Ipyroe
Hay4yHOE HaIpaBJIeHHE BEAETCS C I1eNblo uaeHTuukanuu apyrux He HLA- reHos,
OTPENENAIONUX HACIEICTBEHHYIO MPEAPACIIONOKEHHOCTh K Oone3nu. Orpezaenenue
TaKUX T'€HOB MO3BOJIUT BBISIBIIATH 3a00JI€BaHNE HA JOKIMHUYECKOU CTaIuU, a TAKXKe C
BBICOKOW HAJIE)KHOCTBIO JUArHOCTHUPOBATH MPEAPACIOIOKEHHOCTh HA PAHHHUX ATaIax
OHTOT'€HE3a, B TOM UUCJIE BHYTPUYTPOOHOM.

[IepcniekTUBBI JieueHUs LETUAaKUUA. BOCCTAaHOBIEHNE HAPYLIEHHOW TOJIEPAHTHOCTHU
K TJIIOTEHY - UACAIbHBIA MyTh JICYEHUS W JUKBUAAUMHM Lenuakud. C 3TOH LeINbio
MOTYT OBITh HCIIOJB30BaHBl JK30TCHHBIC TMENTUJIa3bl, CUHTE3UPYEMbIE MHOTHUMU
OaKkTepusMHU U TPUOAMHU, CIOCOOHBIE MTOTHOCTHIO
paciieruisiTh OoraTtble MPOJIMHOM OCNKH 37aKOBBIX. JIpyrMMU TNepCHeKTUBHBIMU
HaIpaBJICHUSIMU JICYCHUS OOJIC3HU SIBISIOTCS CO3/IaHHEC WHTUOMTOPOB AKTHBHBIX -
muMmponuToB, a Takxke WUJI-15, akrusupytromero MOJI. nutokuHoB (mmcpdepona-y u
®I10-a), HenocpeACTBEHHO MHUIIMUPYIONTUX MTOBPEKACHNE TKaHEH TOHKON KUIIKH.

XpOanecmle BOCHAJIUTE/IbHbIE 3200/1eBAHUS KHILIEYHUKA

XpoHHYeCKHE BOCNAJIUTENbHbIE 3a00/1eBAaHUSI KHIIEYHUKA - OOIIMUA TEpPMUH,
KOTOphIM  00O3Ha4aroT  rpynmy  3a00JIeBaHUW  HEU3BECTHOM  ATUOJIOTHUH,
XapaKTEPU3YIOMINXCSI HAJIMYUEM BOCHAIMTENbHO-AECTPYKTUBHBIX IMPOLECCOB U
KUIICYHUKE U PELUIUBUPYIOIINUM TEUECHUEM.

B rpynny XB'3K Bxonsat 6one3nb Kpona u HAK (si3BennbIit konut). B mocsiennee
BpeMsi BbIeNA0T Henuddepermpyemsbiii koaut (1o 10-15% XB3K) - 3aboneBanue
TOJICTON KHIIIKH, IPU KOTOpoM oTtMmeuaroTcs npuszHaku u HAK, u Gonesnu Kpona u
KOTOPBIN paccMaTpuBalOT Kak arpeccuBHbI maTtomopdo3 HAK, Bo3moxHbIN 3Tan
tpanchopmarmu HAK B 6one3us Kpona.

Onuaemuosorusa. PacnpoctpaneHHocts OosiesHu KpoHa, Mo JaHHBIM pa3HBIX
aBTOpoB, coctasisieT 9-200 na 100 Teic. Hacenenus, HAK 20-270 na 100 TeIic. Tuk
3a00JieBaHUsl TIPUXOIUTCS Ha Bo3pacT 15-35 ner, ogHako 3a00JieThb MOTYT JUIA
moboro Bo3zpacta. Hactora XB3K Bblllle B MPOMBIIIJIEHHO Pa3BUTHIX CTpaHaxX U Cpeau
TOpPOJICKOTO HACEJIEHUS, YTO CBS3BIBAIOT C XapaKTepoM NUTaHus (ynoTpeOJjeHue B
nuiy paduHUPOBAHHBIX TPOAYKTOB). CoOTHOIIEHHE 3a00JE€BAEMOCTH MEXKIY
TOPOACKUMU U CEIIbCKUMH KUTEISIMU cocTaBiisieT 5:1. Exxeroansiil npupoct: HAK ot
5-20 o 117 ciyuaeB Ha 100 TbIC. Hacenenus:, 6one3Hs Kpona - 5-15 na 100 ThiCc. B
Poccuun B cBsi3M ¢ mo3AHEW auarHocTukou mpeodriamaroT Tsokenbsie Gpopmel XB3K ¢
BBICOKOM JIETaTbHOCTHIO (B 3 pasa BhIllIe, 4YeM B OOJIBIIMHCTBE CTPaH); OOJIBIIOE YUCIIO
ocloXHeHHBIX (popm. [Ipu mo3aHeN TUarHOCTUKE OMACHBIC JISL KU3HU OCJIOKHEHUS
paszBuBatorcs B 29% ciyuyaeB. CmeptHOCTh 0T XB3K cocraBnsier B Mupe 6 ciydaeB Ha
[ miH Hacenenus, B Poccuu 17 Ha 1 muH Hacenenusi. ExxerogHo peructpupyercs 5
HOBbIX ciryyaeB XB3K na 100 Teic. HaceneHus: Mmonoxe 18 jeT (B ToM 4ucie rpyaHOro
Bo3pacrta). Yactora HAK B Poccun HenspectHa, B Mockse 22 Ha 100 ThiCc. HaceneHus,
JeTu cocTaBislOT okoio 8-20% Bcex OombHbIXx HAK. Pacnpoctpanennocts HAK y
nereil ouenuBaetcs B 3,4 Ha 100 Thic. HaceneHusi. Yactora Oone3nu Kpona B Poccum -
10 ma 100 TteIic. Hacenenus, y 20-25% wnabmromaercs MmMaHudecTtanus B JIETCKOM
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Bo3pacte. Cpennuii Bo3pacT Mmanudecranuu 6one3an Kpona y aereit 12 ner. Y tpetn
nanueHToB nepsasi Mmanudecranus XB3K npoucxoaut no 18 ner, npuyem y 40% u3
HuX - 70 10 ner. CBeneHus 0 MONOBBIX paznuyusax 4acToT bl XB3K nmpoTUBOpPEUYUBEI.
ITo nanueM JI.H.Ma3zankoBo#i u coaBT. (2008) 6one3np Kpona yame HaGmaomaeTcs y
MaJb4YMKOB; B paHHeM Bo3pacte (1-3 roga) yactora 3a0oieBaHusl y MaJbYMKOB U Jie-
BOYeK oJinHakoBa. Cpenu B3pocibix 00Je3Hb KpoHa HECKOJBKO Yallle BeTpedaeTcs y
KEHIIUH (COOTHOILIEHHWE >KEHIIMH K MyXyuHaM coctaBisier 1,1:1) B gerckom
Bo3pacte HAK y MampumkoB M J€BOYEK BCTPEYAETCS INPUMEPHO C OJMHAKOBOM
yactotoi. bone3np Kpona cocrasnsier 48% XB3K, cootHomenune 6one3nn Kpona k
HSK - 1:1,5-1:2, ogHako B MOCHEIHUE TOABI OTMEUEH POCT YacTOThI 60se3un Kpona.
Ocnoxuenuns npu 6one3nun Kpona nHabmonatores y 46-100% nanuenros, npu HAK -
B 20% ciyyaeB. OTMeuaeTcs pacoBasi ¥ 3THUYECKAs IpeapacnoyiokeHHocTh kK XB3K:
6ose3up KpoHa uvaie BcTpe yaeTcst y eBpeeB, MPOKUBAIOIIKUX B cTpaHax EBpomsl u
Awmepuku, pacnpoctpaneHHocTh HAK cpenu eBpees-amikenasu 0Oosee yeM B 3 pasa
BBIIIIE, YEM CPEJIM ITPOUYEro HaceJIeHus CTpaH EBponsl 1 AMEpUKH.

JTHOJIOTMH M reHeTHka. J[o Hacrosuiero BpeMeHu atunonorus XB3K ocraercs
Heu3BecTHOM. M3ydaBmimecs panee kak stuojoruueckue (axtopsl XB3K numiessie
aJlJIepreHsbl, onpeesieHHble MH(EKIIMOHHBIE areHThl (MUKOOAKTEPUH. CaIbMOHEILIBI,
[IUTEIUIbI, JINCTEPUHM, WEPCUHUH, XJIAMHJIHH, BUPYCHl KOPH, IUTOMETaJIOBUPYCHI,
BUpychl Kokcaku, poTaBuUpycChl, YCIOBHO-TIAaTOr€HHAsl (hjopa MpH yCIOBUU BBICOKOU
O00OCEeMCHEHHOCTH  KHUUIIEYHHMKA),  XpOHWYECKas  MHTOKCUKalus  (KypeHue),
MICUXO3MOLMOHANBHBIA CTPECC U JIPYTME€ PACCMaTPUBAIOTCS HA CETOAHSIIHMA JEHb
KaK TPUITEPbl WM MOJJEPKHUBAIOIIME (PAKTOPbl BCEro IMOCIEIYIOUIEro Kackaaa
MMMYHHBIX  HapyUIEHUM, NOPUBOASAIMX K  JCCTPYKIMU  CTEHKH  KHUIIKH.
OTHONATOTCHETUYCCKYIO POJIb MHUIIEBOM M OaKTepUadbHON ajleprud B Pa3BUTHHU
BOCHAJMTENIbHBIX  3a00JI€BaHMU  KHUILIEYHUKA  MOATBEPKIAIOT  OOHapyKeHUE
HoBbIIIIEHHOTO ypoBHS IJE B ChIBOpOTKE KpOBH, a TakXe IOBBIIICHHbBI YPOBEHb
rucTamMuna B CIM3UCTOW 000704Yke KWIIKK mnpu Oosne3nu Kpona. YcTaHOBIEHO
Hanuuue reHetudeckoi mpenpacnonoxeHHoctn k XB3K. Tak, y 20% O0oibHBIX
POJICTBEHHUKHU CTPaJatOT BOCTIAIUTENIbHBIMU 3a00I€BaHUSIMU KUILIEYHUKA, IPU 3TOM Y
POJICTBEHHUKOB NEPBOM CTENEHU pojacTBa puck 6one3nn Kpona ysennuuBaercs B 10-
35 pa3, puck HAK B 8-10 pa3. YcraHoBiieHO, YTO Te€Hbl BOCIPUUMYMBOCTH K XB3K
JoKanu3ytoTcs Ha 12-it u 16-it xpomocomax. Tak, TeH BOCTIPUUMYUBOCTH K OOJIE3HU
Kpona pacnonoxxen B sokyce IBD1 xpomocombl 16. Heckonbko JOKYyCOB,
acconuupoBanHbiXx Kak ¢ HAK, tak u ¢ 6one3nbto Kpona, oOHapyKeHbl Ha KOPOTKOM
mieye 6-i1 XpOMOCOMBI B 30HE TJIABHOTO KOMIUIEKCA THCTOCOBMECTUMOCTH. M3ydaercs
HaJIM4ue COOTBETCTBYIOIIMX JIOKyCOB Ha 14-ii m 17-i xpomocomax. B Hacrosmee
BpeMsl CUHMTaeTCsl JloOKa3zaHHbIM, uTo Mytanmuu B TeHe NOD2 (CARD15),
pacrojio’)keHHOM Ha 16-i1 XpoMocoMme, CBsi3aHbl C BOCIHPUUMYHBOCTBIO K 00JIE3HU
KpoHa W npuBOIAT K YCHUJICHHIO BOCHAJUTENILHOTO OTBETa Ha OaKTepHalbHBIC
npoaykThl. Jlokazana cBsizb XB3K ¢ anturenamu |ILA, mpuyeM BBISBICHBI Kak
MTOJIOKUTENbHBIC (TIOBBITIICHHBIA PUCK PAa3BUTHS 3a00JIEBaHUS ), TAK U OTPUIIATEIIHHBIC
accounanmu. B Poccum pans 6onesnn KpoHa ycTaHOBIIEHBI IOJIOKHUTEIbHBIC
rammotunsl A3, B14, orpunarensusiii - Awl9, B CIIIA monoxurensasie A2, B14,

B15, BIS8, orpunarenshsii All. Takke B psjae HCCIEIOBAaHUM OTMEYaeTCs
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3HaYUMOCTh Tamaotuna B27, oco0eHHO uis pa3BUTUS BHEKUIIEUHBIX MPOSBICHUI
(aptputsl). KpoMe Toro, ykasplBarOT Ha BEpOsTHYIO posib B pa3Butuu XB3K rena,
Haxojsmerocs B 3oHe HLA xmacca I, kogupyromero cunte3 ®HO-a, ogHoro u3
OCHOBHBIX MPOBOCIAIUTEIIBHBIX IIUTOKMHOB B MaTOreHe3e 00JIe3HU

AHTAroHUCTH!
[ — N
o m ﬂpoTMBOBOCﬂanMTeanb‘e

ﬂpoaocnanmenbub\e

Puc.5. JlucOananc muTOKMHOB Tpu XpoHndeckoM BocmaneHuu (Papachristou G. Et al.,
2004, ¢ nononnenusmu benoycosoii E.A., 2006).

Kpona, u reHOB, KOAMPYIOIIHUX CHHTE3 PEHENTOPOB K MHTEPPEPOHY-Y U SACPHOTO
dakropa NFkfB, aktuBupyromero TpaHCKPUMIMIO TE€HOB, OTBETCTBEHHBIX 3a
BBIPAOOTKY IIMPOKOTO CIIEKTPa BOCHAIUTEIBHBIX MEIUATOPOB. [ eHEeTHYeCKUMHU
Pa3IUYUSIMU OOBSICHSIOT OCOOEHHOCTH KIIMHUYECKOW KapTHHBI 3a00JIeBaHUS U OTBETA
Ha Tepanuto. Tak, amnens HLA-DRB1 *0301 accouuupoBana co cBUIEBOM GpopMoit
6one3nu Kpona, npu Hanuunu HLA-DR103 BbicOoK pHCcK pa3BUTHS apTPUTOB.

Bepositnee Bcero, XB3K wumeroT MHorogakropHoe mnpoucxoxaeHue. Ha ce-
TONHSIIHUN JIeHb KaKOW-TMOO KIIIOUEBOM JTHOJOTMYECKUNM (PAKrop BBIACIUTH HE
YAAJIOCh.

IIaTorenes. Y WHAMBHIYYMOB C TEHETHYECKOW NPEAPACIIOIOKEHHOCTBIO IIPU
B3aMMOJICHCTBUM (DAKTOPOB OKPYXKAIOMIEH cpefapl U MUKPOQIOPHl KHIIEYHUKA B
MPUCYTCTBUU HEU3BECTHOTO TPUITEpa (BO3MOXKHO, MH(PEKIIMOHHBIN areHT, MUIIEBBIC
OeNKH, IIIMTETbHBIA TCUXOCOIUANBHBIN WM SMOIMOHATIBHBIA CTPECC) MPOUCXOIUT
aKTUBalUsi a0eppaHTHOIO HMMMYHHOTO OTBETa, pEaJU3yIOUIerocsi Ha YPOBHE
UMMYHHOU cucteMbl kuinednnka (GALT). Ha koHe4HOM 3Tame 3TO NPUBOAUT K
nucOallancy  MPOBOCTAIUTEIBHBIX M MPOTHBOBOCIHAIUTEIBHBIX IIUTOKHMHOB  C
PEBATMPOBAHUEM TIEPBBIX U K PA3BUT MO0 XPOHUYECKOTO BOCTAJICHUS U JIECTPYKIIUU
TKaHW KUKy (puc. 1.5).

B kauectBe Bemymiero myckoBoro (akrtopa s pa3Butus OonesHu Kpona
paccMaTpuBalOT OaKTepuadbHbIE AareHTbl, B TOM 4YHUCJIE OaKTEPHUH-KOMMEHCAIbI
HOPMAJBHON TPUCTEHOYHOW MHKPOQIOPHl KHIIKH, C TOCICAYIOUUM HapyIICHHEM
UMMYHOJIOTHYECKON TOJEPaHTHOCTH K HUM H (OpMHUpOBaHWEM T-KIECTOYHOTO H
rYMOPaJIbHOTO MMMYHHOIO OTBeTa. J[oKa3aTrenbCTBOM MPEUMYIIECTBEHHON pPOJIU
MHPEKIMOHHBIX areHTOB B pa3BUTHH Oojie3HW KpoHa CUYMTAIOT CENEKTUBHYIO
aktuBaiuio u audpdepenuuposky aumponutoB CD4+ no nyrtu T-xenncpos Ttuna 1,

73



torga kak npu HAK ormeuaercs auddepenuu- poka TuMEGOIUTOB Mo myTu T-
XEJIEepoB TUMA 2 ¢ NPOAYKUUEH peryasaTopHbiX HuTokuHoB WMJI-10 m WJI-4, uto
KOCBEHHO YKAa3bIBa€T Ha MPeoOJIaaiollyl0 poJib UMMYHHBIX (2yTOMMMYHHBIX?)
¢bakropoB. Y 6onbHbIX HAK BhIBIsIOTCS anTHTE A K tenTuay 40 KD(TpormoMuo3un),
OOHapy>KMBa€MOMY B OIUTEIMM TOJICTOM KHIIKH, MKEITYHBIX THPOTOKAX, KOXKeE,
cycTaBax, ria3ax. [I[poTeKTUBHYIO POJib BBIIOJIHSIOT CyOnonysiiuu T-Xcamnepos TUna
3, crumynupytomue BbeIpaboTky TOP-B. IIpu OGonesnn Kpona ocoboe 3HaueHHE
MPUJAETCS MOBBINIEHUIO MPOHUIIAEMOCTH KHIIIEYHOTO Oaphepa st OakTepuil U ux
TokcuHOB. [IpoBocmamutenpabie uTOoKUHE (PHO-a, WI-1, NJI-2. UJI-6, NJI-8, NJI-
12, WJI-18, wuntepdepoH-Y) OKa3bIBalOT MpPsIMOE MOBPEKIAIOIIEe BO3ICHCTBUE,
CIOCOOCTBYIOT YCHJIEHHIO OTE€Ka, HPOHULAEMOCTH COCYAOB, PAaCcCTPOMCTBaM
MUKPOLUPKYJSIUU. DTOMY K€ CIIOCOOCTBYET 00pa30BaHUE MMMYHHBIX KOMIUIEKCOB,
¢ukcupoBaHHBIX B ouare mopaxeHus. OmHEM W3 HamboJee AaKTHUBHBIX
IPOBOCIHANUTENb  HBIX  IUTOKMHOB  cuutator @OHO-a, mnpoaynupyromuiics
muMpormramu CD4+ 1 MOHOIIUTAMU U PUHUMAIOIINI HEMOCPEICTBEHHOE y4acTHE B
o0pa3oBaHMM T'paHyJIeM B CTeHKe KHUIIKU npu OosiesHu Kpona. ®HO-a ctumynupyet
CUHTE3 SHIOTENHATBHBIMU KJIETKaMHU XEMOKHHA MCP-1
(monocytechemoattractantprotein-1), crmocoOCTBYIOIIET0 MHUIPAIMKM MOHOIUTOB K
MECTY I'paHyJIEeMaTO3HO- 0 BocnajeHus. [[poTuBOBOCTIATUTENBHBIE U PETYIATOPHBIE
rutokuHsl (MJI-4. WJI-7, NJI-10, UJI-11, sugoreHHbie aHTaroHUCTHI perentopo NJI-
1, TOP-B) oOycnoBnuBarOT BeIpabOTKy aHTHUTEN, 0coOeHHO 1gG. [IpenmymiecTBenHas
BoIpabotka 1gG mpu XB3K 3amyckaer BTOpmYHBIE (DaKTOPHI BOCHAICHHUSA, MOAJEP-
KUBasi BJIOTEKYIIUA XpOHUYEeCKU mponecc. EcTh naHHble 00 y4acTUU MMMYHHBIX
KOMILIEKCOB B TMOJJCPKAHUU XPOHUYECKOTO BocmanmutenpHoro mporecca (IlgG+C3,
C4, C'9-pakTopsl KOMIIJIEMEHTA).

Cuuraror, 4TO B OCHOBE CHUCTEMHBIX MPOSBIECHUM M TOCTOSHHOTO TIPOTpec-
cupoBanusi XB3K jexutr ayroarpeccus, UYTO JOKa3bIBaeTCsl OOHApY>KEHHEM
ayTOaHTUTEN K ToJicToM kuike y 60-75% OonpHbIX Oone3npto Kpona u 50-60%
o6onpubix HAK. Ilpun HAK uame BcTpewaroTcs aHTUTENa K LUTOIIA3ME HEUTPO-
¢utoB, 00bruHO K Muenonepokcuaase (PANCA).

Boae3nr KpoHa - xpoHHUeckoe peluIuBUpPYIOIICe 3a00JieBaHWE HEHU3BECTHOMU
ATUOJIOTHH, XapaKTepU3yrolieecs TPaHCMYPalIbHBIM IPaHyJIEeMaTO3HbIM BOCIIAJICHUEM
C CErMEHTapHBIM MOPAKEHUEM PA3THYHBIX OTJEIOB MHINEBAPUTEILHOTO TpaKTa C
MPEUMYIIECTBEHHOW JIOKAJIN3ALMEN B TEPMUHAIBHOM OTAEJE MOAB3AO0IIHON KUIIKU U
Pa3BUTHUEM OCIIOKHEHUN CO CTOPOHBI KUIIKW Y BHEKUILICUHBIMU MPOSBICHUSMH.

CUHOHMMBIL: TPAHYJIEMATO3HBIM KOJHUT, TEPMUHAIBHBIN WIEUT. BriepBoie
3abosieBanue Obu10 onrcano B XVIII B. G.B.Morgagni, no3aHee ero HaO 012711
J.Berg (1898) u Lesniowski (1904), T.K.Dalziel (1913). ITeproe noapodHoe onucanue
ATOTO 3a00JIeBaHUS C JIOKaIU3aIel mpoiecca B MOAB3A0IIHOM KUIITKE (UJICUT) C
YETKOM CUCTeMaTU3alnel MPU3HAKOB 00e3HH ObLIO JaHo B 1932 1.

B.B.Crohn. L.Ginsbergu G.D.Oppenheimer.Oxnako ganbHeiIme
MCCJIEIOBAHMS TIOKA3aJIi, YTO TEPMUHAIIBHBIN WIICUT SBIIICTCS JIUITH OJHOUN U3 (opM
6one3nn Kpona.

Kaaceupuranus. Cornacao moauduinmpoBanHot B Monpeane B 2005 r. Uetkoit
knaccudukanuu, npuHaTo B 1998 1., 60ne3np Kpona paznensior:
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« 10 BO3pacCTy MallMeHTa MpHY BISBICHUH 3a00JeBanus: A, - 16 net u mnaaiie, A, -
17-40 ner. A, - crapiue 40 ner;

- 110 Jokanu3auuu: L-1 TepMUHanbHbIN WIeuT (Mopa’keHrne TEPMUHAIIBHOTO OT/ena
MOJB3/IONTHON KHIIKKH W Cjleno Kuiku), L 2- komut (mrobas JoKamu3aius
MOPaXKEHUS B TOJICTON KHUIIIKE MEXKY CJIETON U MPsIMOM KUILIKOW 0e3 BOBICUCHUS
ToHKOM kumiku wuid BepxHero otaena JXKT), Ls- uneokonut (mopaxkenue
TEPMUHAIBHOTO OTJEJIa MOAB3OIIHON KUIIKK C BOBJICYEHHUE CICMON KUIIKU WIN
0e3 TakoBOro W Jto0as JIOKATW3AIUS MEXKTY BOCXOSAIIUM OTACIIOM TOJCTOU
KHUIIKKA W TpsSAMOW KUIIKo#), L4~ Bepxuuit otaen JKKT (mrobas moxamm3amus
mporecca MPOKCUMallb- HEe TEPMHUHAIBHOTO OTJAENA TOAB3IOIIHONW KHIIKH -
TOHKAas KUIIKA, )KeIYyI0K, MMUIIEBOJ, MOKET coueTaThes ¢ L2-L.3);

- Mo KmHUYecKor ¢opme: Bl - BocmanmutenpHas (popma (HUKOT/IAa HE WMEBIIAS
ocnoxHeHu# 6one3ub Kpona). B2 - crpukrypupyromas (cteHo3upyrorias) ¢gopma
(bopmupoBanue CY>KEeHHUSI pOCBeTa KHIIIKH, BepUUIIUPOBAHHOTO
PEHTIC€HOJOTUYECKUMH WM SHAOCKOIMYECKUMHU METOJIaMH, & TAKXKE IO JaHHBIM
omepanuoHHOT0 Marepuana). B3 mnenutpupytomas ¢opMa (BOZHHUKHOBEHHUE
UHTpaaOIOMUHAIBHBIX CBUIIECH, BOCIATUTEILHOTO HHGUIbTpaTa u/uinu abdcuecca
B J11000# meproa 00Jie3HU, UCKITI0Yasi TIepUaHalIbHbIE TTOpaXEHUs (CBHUILH, S3BBI,
abcIiecchl), a TaKKe MOCICONEPANMOHHbBIE BHYTPUOPIOITHBIE OCIOKHEHUS).

Kpome Toro, BbijensioT Bapuant P mnepuananpHas Oone3nb Kpona (Moxker

coueTaThcs ¢ 0ol popmoit 6osie3nn Kpona).

[Tpu popmynupoBke nuarHo3a yka3biBarT (KoHCeHCyc EBpomeiickoil opranusanuu

1o u3ydenuro 6osxe3nu Kpona u si3sennoro konura ECCO, 2004):

« CTerneHb aKTUBHOCTH 3a00JI€BaHUS, JIJISI OIEHKH KOTOPOH HCITONB3YIOT WHJIEKCHI
AKTUBHOCTH, OCHOBBIBAIOIIHECS TJIABHBIM 00pa3oM Ha aHAIN3€ CyObEKTHBHBIX
CUMIITOMOB: HWHJEKC becra (He HCHONB3YIOT Yy JeTeld MIIAIIIEro BO3pacTa),
nexMaTpuueckuid nHaeke aktuBHocTH Xapmca (HarmsH.K. etal,, 1994), a taxke
unaeke PCDAI (PediatricCrohn'sDiseaseActivitylndex). ITpu 3ToM y4HTBHIBArOT
HAJIMYUE CUCTEMHBIX MPOSIBICHUH. ypoBeHb C-peakTUBHOTO Oelka U APYTrHux
nabopaTOpHBIX  MOKa3aTresei AKTUBHOCTHU BOCIAJICHHS (pexanpHBIM
KaJbIIPOTEKTUH, JakTodeppuHa W Jp.) - HHU3Kas AaKTUBHOCTb, YMEpEHHas
AKTUBHOCTb, BHICOKAsI aKTHBHOCTb.

[Menunatpuyeckuii nuaekc aktuBHocTH Oosie3nn Kpona(HarmsH.K. etal,, 1994):
49,7+20,2><annetut (1 - xopomwii, 2 - CHUKEH, 3 - OTCYTCTBYET)
+2,4x4actoTta nedekaiuii 3a HeJ1eIto

+0,8*COD MM/u

+4,1 a2

a,-T7100yIuH, %
+ 1,3"KOMMYEeCTBO TPaHyIOHUTOB, %
-0,3 X ypOBEHb CHIBOPOTOYHOTO KEJI€3a, MKMOJIB/JI
Wnurepnperamnus: meHee 150 - Hu3zkas akTuBHOCTB; 150-220 - ymepennas
aKTUBHOCTD; Oosiee 220 - BeIpaXe€HHasi aKTUBHOCTh. H/IEKC aKTUBHOCTH 00JIE€3HU
Kpona y nereit (PCDAI).Coctout u3 5 kommonentos (ot 0 g0 100):
- Bonw B KUBOTE, XapakTep CTyja U 00IIee cCaMOYyBCTBHUE (32 MOCIIEIHIOIO
ueaeno) [0-30].
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- BHekullleuHbIe TPOSIBJICHUSI, B TOM YHCJIE IUXOPAJIKA, apPTPUT, ChITIb U YBEUT
[0-10].

« Ou3uKaIbHOE 00CIIe0BaHUE: KUBOT U NMepuaHaibHas oomacts [0—201

« V3MeHeHus Macchl Tela U pocTa win ckopoctu pocta [0-20].

« T'emaroxput, COD u ceiBopoTounbit ansOymun [0-20]. UuTepnperanus: MmeHee

10 6amioB - OTCYTCTBUE aKTUBHOCTH (pemuccus); 11-30 6amioB - jgerkas wiu

cpeaneTskenas Gopma; 30-100 6an 0B - TsKenas Gopma.

- CTenieHb TsDKeCTH 3a00JICBaHUSI - C Yy4E€TOM AaKTUBHOCTH, aHaMHE3a, o0bhema

ONEPAaTUBHBIX BMEIIATENIbCTB JIETKasl, CPEAHEN CTENEHH TAKECTH, TSKENasl.

- Meromuecs OCI0KHEHHS - CTPUKTYPbI, CBUIIH, A0CLECCHI, aHEMUS, CETICUC U JIP.

- BHekuineuHbie MpOosIBIEHUS - CO CTOPOHBI CYCTaBOB, KOKH, CIIM3UCTHIX, IJ1a3.

Ipumep dopmynupoBkn nuarnoza. OcHoBHOU auarHos: bonesns Kpona xonur,
BOCHIAJIUTENNbHAS (popMa C MEpPHAHATBHBIM MMOPAKEHUEM, CPEIHEH CTENEeHH TSIKECTH,
yMepeHHasi akTUBHOCTh. OCIIOKHEHUS: Kcae30/eUIIUTHAS aHEMUSI CPEHEN CTeneHu
TSKECTH. BHEKUIIEUHBIE POSABICHUS: APTPUT KOJIEHHBIX CYyCTaBOB.

Ilatomopdoaorusi. I'maBHas 0coOEHHOCTH MOPGOJIOrHYECKUX H3MEHEHHWH Mpu
06onesnu Kpona - TuUnMYHOE TpaHCMypajJbHOE MOPAXKEHHE C BO3MOKHOCTBHIO
pacnpoCTpaHEHUs] Ha CEPO3HYI0 OOO0JIOUKY M COCEIHUE OpraHbl C 0Opa30BaHUEM
cBuled u cnaek. Jlpyras xapakTepHas OCOOCHHOCTH 3a0oJieBaHus (popMuUpOBaHHE
HEKa3€03HBIX CAPKOUIOMOJOOHBIX 3MUTETUOUIHBIX TpaHysieM ¢ MeTkamu Yuporosa-
Jlanrxanca, uyto BbIBIAIOT B 30-50% ciywyaeB Oone3snu Kpona (1o gaHHBIM
UCCIeI0BaHMsl OMOINCUUHOrO Marepuana). ['paHynemMbl MOryT OOHApyKMBAaThCS B
BOCIAJIMTEIBHOM MH(UIBTpATE BO BCEX CIOSIX KHUIIEYHOM CTEHKH, TUM(ATUUECKUX
y3nax u Opbbkelike. CaMblil paHHUN MakpOCKONMMYECKUH npu3Hak Oosne3Hu Kpona -
oOpazoBaHue u3bA3BICHUN (adT) cnu3ucToil 000J04KK. BocnmamuTenbHbIN Mpolecc
MOCTENEHHO PACIPOCTPAHSAETCS U3 TITyOUHBI OJICTU3UCTOrO CI0sI HA BCE CIIOU CTEHKH
KHUIIKA Kak BHYTpb, TaK W Hapyxy. lIpm MHUKPOCKONUYECKOM HCCIIEIOBAHUU
OTMEUYaeTCs BBIpaXKEHHAss WHPUIbTPAUs COOCTBEHHOW IUIACTUHKH CIIM3UCTOM
000JIOYKH U TIOJCIU3H CTOM OCHOBBI MPEUMYIIECTBEHHO JTUMQPOUIHBIMU KIIETKAMH,
BBISIBJISIFOTCSI TOJICTOCTEHHBIE COCYJbI C SIBICHUSAMH BACKYJIMTA, YaCTO TUIEPILIA3US
muMmdouna- HbIX QoiuHKyNoB, (Gudpo3 crpomsbl. [Ipeobiamanue BOCHATUTEIHLHOTO
mpoliecca B IIyOOKUX CJIOSX KUIIIEUHON CTEHKH MPUBOJUT K BBIpAKEHHOU HiiemMun B
pe3yabTare TMOSIBISIOTCS APYrM€ XapaKTepHbIE MPU3HAKU-YTOJIIEHUE CTEHKH,
CY)KEHHE TOPaXEHHOI0 Yy4acTKa WM €ro CerMeHTa, pPUTHIHOCTh KHILKH,
dbopmupoBaHre TIyOOKHX SI3B-TPEIIMH CIM3UCTOM OOOJIOYKH M CBHUILECH, BO3MOXKHO
oOpa3oBaHME JOCTYIHOIO ISl Majblaluyd HHPUIbTpAaTa B OPIOIIHOW HHU FOCTH.
XapakTepHa OpHEHTAlMs $3B MO ONMHHUKY KHUIIKKM. B pe3yinbrare moBpexIeHUS
KpunT HeuTpoduiiamu popmupyrorcs kpunrt-adcreccsl. [lonepeunbie H NpoOAOIbHbIE
U3BA3BICHUS MPUIAIOT TIOBEPXHOCTH CIU3UCTOM OO0OJIOUYKM BHUJ «OYJIBDKHON
MOCTOBOI».

[Io mepe mporpeccupoBaHusi 3a00J€BaHUS B IPOIIECC BOBIEKAETCS OpbLKeiKa,
KOTOpasi CTaHOBUTCS OTEUHOM W yTOJNIIEHHOH. JlumdaTtuueckue y3ibl OpbLKEUKH
YBEJIMYHUBAIOTCS, YIUIOTHSIOTCSA, COJEPKAT OOJBINOE KOJIMYECTBO BOCIAIUTEIHHBIX
KJIeTOK. Bocmanenue cepo3Hoi 000709KH ¥ OPBDKEUKH TMPUBOIUT K (POPMUPOBAHUIO
criaek v HHGUILTPaToB. CBHIIK 00pa3yrOTCs MPH pacipo- il paHeHNH U3bI3BICHUS Ha
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BCIO TOJIIy KHWINKU. TpHCMypaidbHOEe BocmajeHue, | |yOokue s3BBI, OTEK W
(GuOpUHO3HBIE M3MEHEHUS CTEHKHM KHUIIKKA CO3Jal0T YCIOBUSA [JIsl HAapyIICHUS
KUIIEYHOW mpoxomumocTH. Jns Oonesnn KpoHa xapakTepHO CErMEHTapHOE
nopaxxenue JXKT. 30HbI mopakeHUss MOTyT OBITh JIOKaJbHBIMHU. YEPEIOBATHCS C
ydyacTKaMu 37I0pOBOM TKaHU (WIIPBDKKKM KEHTYpy»), TPH  SHIOCKOIMUYECKOM
UCCJIEIOBAHUM KHUIIIKA UMEET BUJ| «reorpaduuecKor KapThi».

[lo maHHBIM pa3HBIX aBTOPOB, Hambojee yacto npu Oosxe3nu Kpona mopaxkaercs
uieoreKanbHas 007acTh (10 50%) mim 0TMEYaroTCs COYeTaHHOE TTOPAKEHNE TOHKON
Y TOJICTOM KHIIIKH, yaiie uiaecokomuT (40-60% cimydaeB). [lopakeHne TOIBKO TOJICTOM
KHILIKHK BeTpedaetcs B 33 78% citydaeB, TOJBKO TOHKOW KUIIKU B 7-19%, coueTaHHbIe
MOPAKEHHU, B TOM yucie npokcumanbHbix oTaesnoB KKT, - y 2-10% nereid. Mmeercs
YeTKas 3aBUCMMOCTbh MEKy BO3PACTOM IMALMEHTA U JIOKAJTU3ALKMEN MaTOJIOrHYeCKOro
mpolecca: B MOJOJOM BO3pacTe€ dYalle HaOII0JAeTCs COYETAaHHOE MOpaKeHUe
MOJIB3JIOIIHON M TOJCTOM KHIIKH, B TO BpeMsl KaK y TOXXUJIBIX MAlMEHTOB Yalle
BCTPEUACTCS HM30JUPOBAHHOE TOPAKEHHE TOJICTOM KHUIIKA. (OTMEUYEHBI TaKXke
CAMHUYHBIC CIIy4au H30JIMPOBAHHOTO TMOPAXKEHHUS TOIIEH KHIIKH M 4epBeOOpa3HOro
orpocTka (Ma3zankoBa J1.H. u ap., 2008).

Kiannnuyeckas kapruna. bonesnr Kpona - 3aboneBanue c¢ mnonumopdHOR
KJIMHAYECKON KapTUHOW, XapaKTepHU3yIollehHcs pa3HOOOPa3HbIMU KHUIICUYHBIMU U
BHEKHIIICUHBIMU TPOsiBIIeHUAMH. CUMOTOMBI 3a00JIEBaHUS 3aBUCIT OT JIOKAJIU3AIUU
BOCIIAJIMTENBHOIO MPOLECCa, OT BOBJIEYEHHOCTH B MPOLECC TOTO WJIM MHOTO OTHeja
MUIeBapuTeNbHOro Tpakra. Knaccuueckas tpuaga 0onesnu Kpona - 001u B xKUBOTE,
auapess U motepst mMacchl Tena. Yaie, 4eM y B3pOCHBIX, Yy JETed HaOmrogaeTcs
Iuxopajika win cyoheOpuIuTeT, BhIpaXXeH aCTeHUYECKUi cCUHApOM. OJIHAKO OOBIYHO
3a007€BaHUE Pa3BUBAETCA IOCTENEHHO, MaHU(ecTupys HecneuupUuIecKuMHU
CUMIITOMaMH:  YTOMJISIEMOCTb,  BSJIOCTb, OJIEIHOCTb, AHOPEKCHUS, 3aJECpiKKa
¢dusnueckoro pa3BUTUs (OCOOCHHO MPHU JIOKATU3AIMKU TPOIEcCa B TOHKOM KHIIIKE),
aHEeMUs, C YeM CBsI3aHa MO3IHASI TMarHOCTUKA 3a0oseBanus (10 10 JeT OT mepBUYHBIX
nposBieHnii). C BBICOKOW 4YacTOTOW 3a0o0JjieBaHHWE TMEPBUYHO MaHUDECTUPYET
BHEKHIIICUHBIMU TIPOSIBICHUSAMU (Yallle - apTPUTaMHU WM y3JI0BATOW SPUTEMOM), YTO
IPUBOJUT K JUATHOCTUYECKUM OIMUOKAM U TO3HEMY Hadaly IMaTOreHeTHUYEeCKOM
Tepanuu. B 1enom ocoOeHHocTsiMU Oosie3Hu KpoHna y aeTeil sBISIOTCS: JUIMTEIbHOE
CKpPBITOE TEUYEHHE YacThle BHEKHUIIICUHBIE MPOSBICHUS, YAaCTOE pPa3BUTHE OEIKOBO-
KaJIOpUUHOM HenocTaTouHocTH (mpu Oone3Hu KpoHa TOHKOM KHINKH), BBICOKAs
aKTUBHOCTb TMpoliecca, paHHee (POpMHUpPOBAHUE OCJIOKHEHHU (CTPUKTYphHI) U
CTEPOUIOPE3UCTEHTHOCTH, TPEOOIaaHNE BOCTIATIUTEIBHBIX (DOPM.

Kumeunsle nposiBnenusi. boin B JKMBOTE dYalle HOCAT pPa3IUTOM XapakTep C
OPEUMYIECTBEHHON JIOKanu3alueld B OKOJOMYNOYHOM (IIpH TOHKOKHIIEYHOMH
JOKaJIW3alMyd) WIA TOAB3JOIIHBIX oOnactax. Ilpu mnopaxeHun wuieoueKanbHOU
obnacTu OOJEBON CHHAPOM MOXKET CHUMYJIHPOBaTh OCTpbid ammeHaunut. Jlo 20%
JIETe UMEIOT MPU3HAKU ME3aJICHUTa U MHPWIBTPAT B MPABOM MOAB3IOIIHON 00JIACTH.
[Ipu mopaxxeHUW JIEBBIX OTJIEJIOB TOJICTOM KHUIIKA OTMEYaeTcsi oOjerueHue Oomei
nocie aedexanuu. Hambomee yacTo BcTpedaromasics y B3pPOCHBIX KaK OCHOBHOM
cumnrom 6onesnn Kpona xponmueckas auapeu (koncencyc ECCO, 2004) y nereit

pexe sBIAETCS BeAymUM cuMnToMoM. HaOmromaeTcss nuapest pa3HOM CTeleHu
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TSDKECTH, KaK B JIHEBHBIC, TaK M B HOYHBIC 4achl. [Ipy mopakeHnru TEepPMUHAIBHBIX
OTJIEJIOB TOJB3/OIIHON KHIIKK Hapymaercs adcopOuus BuTamuHa Bip U JKemTYHBIX
KHUCIIOT U aCCOIMUPOBAHHAS C YKETYHBIMU KHCIOTaMU abCOPOIHS KUPOB, CHIXKACTCS
abcopOmus nuHKa, BUTaMuHOB A 1 E. MoxeT pa3BuBaTbcsi CUHIPOM SKCCYJaTUBHOMN
AHTEPOIATUHU, CBSI 3aHHBIA C HAPYIICHUEM IEJOCTHOCTH AMUTEINAIBHOTO Oapbhepa u
BCJICJICTBUE ATOTO BBIXOJOM O€JIKOB MHIE€PCTUIIMAIBHON KUIKOCTH B MPOCBET KUILIKH.
NMniepaTuBHbBIE MO3BIBBI U TEHE3MbI HEXAPAKTEPHBI (KpOME JIOKAIU3allMK Mpolecca B
peKkToaHaIbHOW o0yacTu). Makpockonmudeckas MPUMECh KPOBH B KaJOBBIX Maccax
HaOIIOAAeTCs PEAKO, HOCHT HETMOCTOSHHBIN XapakTep, XOTS CKPhITAas KPOBOIOTEPS
0oOBIYHO MMeeTcs. B psge ciydaeB MoxeT HaOomathes MeseHa, [Ipu mopaxeHuun
NpSAMOM  KWIMKA YacTO pPa3BUBAIOTCSA IEpUAHAIBHBIC OCJIOKHEHHS B  BHUIE
XPOHUYECKUX aHATBHBIX TPEITNH, APaMpPOKTUTA, MAPAPEKTATBHBIX CBUIICH, KOTOPHIC
MOTYT OBITh TIEPBBIMH CHUMIITOMaMHu Ooiyie3HH. OTCYTCTBHE amnmeTuTa Mpu OOJIe3HU
Kpona GbIBaeT HACTOJIBKO BBIPAXKEHHBIM, UTO MMPUBOAUT K 3HAUUTEIILHON MOTEPE Beca
u TpedyeT nmpoBeneHus quddepeHnnalbHON TMarHOCTUKUA ¢ HEPBHOM aHOpeKcucil. B
CBSI3U C HeCHEU(UUHOCTHIO 1€0r0Ta 3a00JIeBaHMS M OTCYTCTBUEM MaTOTHOMOHUYHBIX
CUMIITOMOB B psiJie Cliy4aeB nuarHo3 0osiesHu KpoHa cTaBsST MHTpaonepalluoHHO TIPH
M0JIO3PEHUHN Ha OCTPBIN aANMEHIUINUT WK MIPU PA3BUTUH KUIICYHOU HETIPOXOJIUMOCTHU
BcreACcTBUE (OPMHUPOBAHUS CTEHO3A WUJTU CIackK.

Buekumieunble MposiBJICHUS. BHEKUIIEUHbIE TMPOSIBICHUS, KOTOPHIMH YacTo
nepBuyHO MaHupecTupyeT Oose3Hb KpoHa, pa3BHBAIOTCS BCICACTBHE CHCTEMHOTO
MMMYHOIIATOJIOTHYECKOTO TPOIecca WU 00yCIOBIEHB CHHAPOMOM MalibabCcopOInu,
JUTATEITEHBIM BOCTIAIMTEIIBHBIM TIPOIIECCOM, XapaKTepoM IpoBoauMoi Tepammu. [Ipu
6osie3nn KpoHa BHekuUIlIeUHbIE TTPOsIBIICHUS HabmoaarTcs 6osiee yeM B 40% citydaes.
Yacth M3 HHX KOPPEIUPYET CO CTENEHBIO AKTUBHOCTH 3a00JE€BaHUs, APYTHE HE
3aBUCAT OT akTuBHOCTH (Tab6u. 1.3). [Ipu 6one3nu Kpona B matonoruueckuii nmporece
MOTYT BOBJICKAThCS MPAKTHUECKU BCE OpraHbl U cucTeMsl (puc. 1.6).

Brekumieunbie posSIBICHHS BKIIOYAIOT B ce0s: MopakeHue ria3 (KepaTuT, YBEHT,
KOHBIOHKTUBUT, AMUCKJIEPUT) - Y AeTeil HabmonarTcs peako (menee 1%

Tabnuna.3
Cucremubie nposiBiennu XB3K (benoycosa E.A., 2002)
CUMIITOMBI Yactora 5-20% Yacrora <5%
Cesannnie | AQTO3HBINA cTOMATUT ["anrpeno3Has nuoaepmust
c V3noBaras spurema
AKTHBHOCTH | APTPUTHI
[0 [TopaxxeHune rnas
TpoM003b1 1 TPOMOOIMOOINN

He Caxponsient PeBmarounHbIi apTpUT

cBs3anHble | [Icopuas AHKUJIO3UPYIOLIUN

C CHOHIMJIOAPTPUT

AKTHUBHOCT Ckepo3upyroniuil XoIaHTuT

BIO XOJIaHTMOT€HHAs KapIIMHOMa
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[locnenctu| CTeaTorenaTut AMunonao3
T Ocrteonopo3s

Majibabcopo | AHEMUS

Uy, Bocma- KemyHokameHHas 0OJIe3Hb
TIEHUS U Jp.

[TopaskeHue cocynos

Backymut Tpomb6osMO0IMHU
[Topaxxenue neuenu
Kuposou rernaros
XpOHUYECKUN AKTUBHBIN
renaTur
IlepBruHbIi
CKJIEPO3UPYIOIIN I
XOJIAHTUT
[TopaxkeHue cycTaBoOB
[lepudepuueckas apTponaTus
Caxpounent CiOHIUIUT
IlopaxeHnue rnas
ONUCKIEPUT Y BEUT
KoHbIOHKTUBHT

[Topaxxenue cepaua

[Inesponepukapaut Muokapaur

[Topaxenue nmouek

OkcanaTtHbie kamMHM [loBpexkaeHNE TOYEUHBIX KaHAJIBIIEBR
[TopaxxeHue Koxu

l'anrpenosnas nuoaepmust Y3jioBaTas 3puTemMa

Puc 1.6. BHekuieuHble TPOSBIACHUS U OciaoKHeHUs: npu Oosesnn Kpona (RothM.
etal,, 2007).

npotuB 10% y B3pOCIHbIX); MU3MEHEHUS! CIM3UCTOW 000s0uKU pTa (adTO3HBIN CTO-
MaTUT, TUHTUBUT, TPaHyJIEMATO3HbIN XEWIINT); MOpaKeHNEe KOXKHU (y3J0BaTasi 3pu Tema
-yamie npu Oone3nu Kpona, ranrpenosnas nuojepmus yaile npu HAK) cycraBHbie
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MposIBIICHUS  (apTpainrum,  apTPUTHI,  AHKWAJIO3UPYIOMUNA  CIOHIUJIOAPTPUT,
CaKpOWJIEHUT); CUMITOM OapabaHHBIX TNanoyek M yacoBbix crekon (10% pnc Tteil);
OOCTPYKTUBHBI  TUApoHEe(pO3, dalle MNPaBOCTOPOHHHM; TMEPBUYHBIA  CKIIE
po3upyromuii  xonanruT (uvame Habmomaerca mnpu HIAK);peakTuBHBIN Tematwur,
ammiion103 (1-4% OoJbHBIX); runociuieHusM (1o 25% ciaydaeB). OnucaHbl ciaydau
UHTEPCTULIMAIBHOTO HedpuTa, MOpaKeHHS JETKUX (aJbBEOJIUT, MHEBMO(DHUOPO3),
cepaua (MepuMUOKApANT), KPOBH (ayTOMMMYHHas remojiutudeckas anemusi). [lpu
6one3nn Kpona goctoBepHo yarie Habr01aeTcs mcopuas.

BaxHBIMI BHEKHIIIEYHBIMH TTPOSIBIICHUSIMHU TTOPKEHUS KOCTHON CHCTEMBI Yy JIeTel
ABIIIIOTCS 3aJiep’)KKa POCTa U OCTEONMOPO3, KOTOPHIM MOMKET pa3BHUBATHCS Kak
BCIICJICTBUE TEpaNMH, TaK M B paMKax camoro 3abosneBanHus. Ham Oonee wacto
BCTPEYAIOTCA TOPAKCHHUSI CYCTAaBOB (Yallle BOBJICKAIOTCS KpPYITHBIE M CpPEIHUE
CyCTaBbl, CYCTaBbl TIO3BOHOYHHMKA, HJIEOCAKPATFHOE COWICHEHHUE), KOXKHBIC
u3MeHeHus (y3noBaras sputema npu 6osie3Hun Kpona Bctpeuaercst y 6 % OOJIBHBIX) U
nopaxxenus rias. Aptpurt (15% OG0IbHBIX) HAIIOMHHAET 10 KIIMHUKE PEBMATOUTHBIH C
XapaKTEPHBIMA CHUMIITOMAaMHU CHUMMETPUYHOTO TMOPAKEHUU CYCTaBOB M YTpEHHEH
CKOBaHHOCTHIO. [laHkpeaTuT, nmoctaTouHo dacto Habmomaemsid npu XB3K, moxer
OBITb KAaK UMMYHHBIM TNPOSIBIIEHUEM OCHOBHOTO 3a00JIeBaHUS, TaK M OCIOKHEHHEM
Tepanuu.

Ochaoxnenusi. Kuiieuynble OCIOXKHEHUS: CTPUKTYPhl M CBUIIM, KHUIIEYHOE
KPOBOTEUYCHHE, TOKCHUYCCKUI METaKOJIOH (TOKCHYECKasl AWJIATAIAS TOJICTOW KHUIIIKH),
nepdopanusi KHIIKY.

CTpuKTYypBI 00pa3yroTCsl IpU TOHKOKUIIEYHOH JIOKAIM3alny mpoiiecca yepes 8-10
neT ot aedrota 3aboneBanus, 40% 3TuX OOJIbHBIX TpeOYyeTCs MOBTOPHAS ONEpPALIUs.

CBumm u alcueccbl BO3HUKAIOT YK€ B IEpPBbIE TO/bl 3a00JI€BaHUS U TPeOYyIOT
XUPYPTUUYECKOTO JICUeHHsl. B 3aBUCHMOCTH OT JIOKQJIM3AIlUU TOPAKEHUS MOTYT
dbopmupoBaThCS HHTEPO-IPHTEPATILHEIE, ujeousieagbHbIe, UJICOLIEKATbHbBIC
WJICOCUTMOUIHbIE CBUIKM. BO0O3MOXHO 00pa3oBaHWE CBHUIIEH C KEIYyJAKOM, JIBeE-
HAALATUIICPCTHOM KHUIIKOW, MOYEBBIM My3bIpeM, BiaraiauiieM. KinHuueckumu
NPOSIBJICHUSIMU  KUIIIEYHO-HY3BIPHBIX CBHIIEH MOTYT OBITH JU3ypUUYECKUE SIBIIC-
HUSL. pEeIUANBUpYIOIas UHPEKus, pexe - pexanypus. [Ipu dopmupoBannu cBuIiei B
3a0pIONIMHHYIO KJIETYaTKy BCJICACTBUE CAABJICHHS MPABOTO MOYETOYHHUKA MOXKET
pa3BUTHCS TUIPOHEDPO3 Mu Tcoac-adciece. CBUIM MOTYT OBITh OECCUMIITOMHBIMH
1 00HAPYKUBATKCS CITYYaifHO MPU PEHTTEHOKOHTPACTHOM HCCIICIOBAaHUH.

Tokcuueckass pauiaTanys TOJCTOM KuUIIKM, dvanie HaOmogaemas npu HIAK
MPOSIBIISICTCS] PE3KUM YXYIIICHHEM OOIIEro COCTOSIHUS O0NBHOTO, YCUIICHHEM 00Jeil B
KUBOTE€ 0€3 YeTKOW MX JIOKaJIM3allUM, HAMPSKEHWEM MBI TepeaHeid OproIIHOM
CTCHKH, BSJIOW TEPUCTAIBTUKOM WJIM €€ OTCYTCTBHEM, B3AyTHEM JKHBOTA,
YMEHBIICHHUEM OTXOXJIEeHUd ra3oB. Temmnepatrypa Tena Beime 38 C  Ha
PEHTreHOrpaMMe OPIONIHOW TMOJOCTH HAOJIOIAI0TCS YBEIMYCHHUE TPOCBETA KHUIITKH,
HMCTOHYCHHE €€ CTEHOK, MCYe3HOBeHue raycrpanuu. B 1-2% cinydaeB npu 0osie3Hu
Kpona B0o3MOXXHO pa3BuUTHE MPUKPHITON Mephopaliiyl KUIIKH H OPIONIHYIO TOJIOCTH C
Pa3BUTHEM PA3JIUTOTO IEPUTOHUTA.

K BuekumiednsiM OCIOXKHEHUSIM MOXXHO OTHECTH HedpommuTthaz B CBs3U |
MOBBIINIEHHON abcopOimeit okcanatoB (6% MaMEeHTOB); KETYHOKAMEHHYIO HOJIE3Hb
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(IpH MOpa)KEHUH MOJIB3I0IIHON KHUILIKHA B CBSI3U C HapyIIEHUEM aOCOpPOLIMH JKETYHBIX
KHUCJIOT), TPOSBICHHUS BUTAMUHO- W MuHepanogeduuurta (MeranodsacTHas WIH
noiuaeUIUTHAS aHEMUs, OCTEOMAJIAILMS, OCTEONOpO3, MbIIeUHas aTpodus,

reMepaionusi,  TUIepKepaTo3,  CEHCOPHBIE  pPACCTPONCTBA,  IIIITOCIECPMUSI,
ummyHoaeunut). [Ipu murensHOM TedueHnn Oosie3Hr KpoHa HBICOK PUCK Pa3BUTHUS
auMdam.

HekoTtopble aBTOpbl OTMEYAIOT OCOOCHHOCTU KIMHUYECKUX TMPOSBICHUN O0JIE3HU
Kpona B 3aBucHMOCTH OT Bo3pacTa peOCHKa HA MOMEHT MaHHU(ecTalud NOOJIeBaHMUS.
ITo manneim JI.H.MazankoBoii u coast. (2008), y aeteit panHero Bo3pacrta (10 3 Jer)
MPEBATUPYIOT HAPYIICHHs] BECO-POCTOBBIX MOKAa3aTesIeld, YaCcTO HaOII0JaeTCsl Juapest
c mpuMecbio KpoBu. B Bo3pactHol rpymme 3-7 yier Ha 1-€ MecTo BBIXOIAT 00N B
KUBOTE U AUapes C MPUMEChI0 KpOBHU; 00JIee 4acTo, 9eM y ACTeH APYT UX BO3PACTHBIX
TPYIN, Pa3BUBAIOTCS BHEKHUIICYHBIC MPOSIBICHUS 3a00J€BaHUS M T€pUaHAJbHbBIC
nopaxenus. Y gereit 7-10 ner mnpeobiagaioT HapyUIEHUS BECO-POCTOBBIX
nokasarened u OonM B KUBOTE, Jauapes BcTpeudaercs pexke. B 10-15 jer wamie
HAOMIOMAIOTCS OOJM B JKMBOTE M ACTEHHMYECKUH CHUHAPOM, JOCTOBEPHO pEXE
HaOMoMaeTcs 3ajepxka pocra. [lpu nepsuunoi manudecranuu 3adboneBanus B 15-17
JIET OTMEUYEHO CaMO€ PEAKOE PAa3BUTHE BHEKHIIIEUHBIX MPOSIBICHUN U MEPUAHAIBHBIX
IIOPAXKECHUM.

Hecnenuduyecknii siI3BeHHbIH KOJHUT (SI3BEHHbIH KOJMT) - BOCHAUINTEIbHO-
NECTPYKTUBHOE JU(PPy3HOE MNOpAKEHHE CIU3UCTON OO0O0JIOYKH TOJICTOM KHIIIKH,
HauyMHAIONIEECS B MPSIMOM KHUIIKE C MPOKCHMAIBHBIM PacpoCTpaHCHUEM, UMEIOIIEe
XPOHMUYECKOE PEUUAUBUPYIONIEE TEYEHUE C YaCThIMM pEUUMBAMHU U HEPEIKO
TSOKEJIBIMUA ~ OCJIOKHEHUsIMU. BriepBblie 3a0oieBaHue y peOeHka ObUIO OIMUCAHO
Helmholzs 1923 r

Knaccupukanmusa. Mexnynaponnas kinaccudukamus HAK  npunsta Ha
Momnpeansckom BecemupHoM koHTpecce ractpo3nTeposoros B 2005 r. CornacHo 3Tou
knaccuduxanuu, HAK npunsto paznensTs:

* 110 JoKanu3anuu (mpoTsikeHHOCTH): E1 - MpOKTUT (MpoIiecc orpaHuydeH mpsiMoi
KUIIIKOU, JUCTAIbHEE PEKTOCUTMOMIHOTO Tiepexoa); E2 - 1eBocTopoHHEe MOpakeHNe
(mopaxxeHue TOJICTOM KUIIIKH, AUCTANIbHEE ceJie 3¢eHOUHOro n3ruda); E3 -
pacnpoCTpaHEHHBIN KOJIUT (TIOpaXKeHUE MPOK CUMAJIbHEE CEeJIE3E€HOYHOT0 U3rnda,
BKJIFOYAs TAHKOJIUT).

* 110 TSDKECTH (CTENEHU aKTUBHOCTU) - KOMOMHALIMS KIMHUYECKUX OCOOEHHOCTEH, 1O
pesynbTaTam  J1a0OpaTOpPHBIX  MCCIEAOBAHMM,  METOJOB  BH3yalu3allud U
HHIOCKONMMYECKNX TapaMeTpoB, BKIOUas TrHcTonatojoruio: SO- KIWHUYecKas
pemuccusi (CUMITOMBI OTCYTCTBYIOT), Sl— Jerkuit komut (cTyn 4 pasa B CYTKH U
MEHee, C TNPUMEChI0O KpOBUM WU 0€3 Hee, OTCYTCTBYIOT Kakue-aubO CUCTEMHbIE
MPOSIBJICHHUSI, HOPMAJIbHBIA YPOBEHb OCJIKOB OCTPOM (ha3bl); S2 CpeaHETIKETbIN KOTUT
(ctyn Oomee 4 pa3 B CYTKH, C NPUMEChIO KPOBU M MHUHUMAJIBHBIC CHUMIITOMBI
CUCTEMHON WHTOKCHUKAIWM); S3 TsoKeNnbld KomuT (cTyn 6 pa3 B CYTKu W Ooiee, ¢
MPUMECKHI0 KpoBHU; yacToTa mynbca 90 B 1 mun u Oonee, Temmneparypa tena 37,5°C u
ooiee; remoriooun 105 r/n u menee; CO ) 30 mm/9 u 6oee).

[Ipu ¢opMynupoBke auarHosa CcIeAyeT yKa3aTh peakIuio 3a00JieBaHUM Ha

TCpalnio: YYBCTBUTCIBHOCTH K 5 -aMHHocaHHHHHOBOﬁ KHCIIOTC HWJIH CTCPO-
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UJO0YYBCTBUTEIBHOCTh, CTEPOHIOPE3UCTEHTHOCTh, CTEPOMI03aBUCUMOCTh, OHO
JIOTUYECKasi 3aBUCUMOCTh W T.1. IIpu olleHKe CTeneHu aKTUBHOCTH 3a00J€BaHUU
YUYUTBIBAIOT TaKXKE BBIPAKECHHOCTh DHIOCKONUYECKUX U3MeHeHud (Tadn. 1.4),
ypoBeHb C-peakTHBHOTO Oenka, (EeKaIbHOrO KaJbIPOTEKTUHA, JIAKTO(pEeppHrHa.
CUCTEMHBIE MPOSIBIICHHUS.

IIpumep dopmynupoBkn auarHosa. OCHOBHOM AMAarHo3: SI3BEHHBIN KOJIHT,
JIEBOCTOPOHHEE MOPAXKEHHUE, YMEPEHHAsA aKTUBHOCTD, TSAKEJIOE CTEPOU JT03aBUCHUMOE
TeueHHe. BHekumeuHele nposBieHUsA: [lepBUYHBIN CKIEPO3HPYIOMIMM XOJAHTHT.
OcnoxHenust:: XpoHUYECKas xKese30epUIIMTHAS aHEMUs CPpeJl Hell CTENeHU TsHKECTH.

IHatomopdonorun. Ilpu HAK ocHoBHble Mopdonornyeckue H3MEHEHUU
JIOKAJIU3YIOTCSA B TIpeeiaxX CIU3UCTON 000JIOYKH TOJCTOW KHIIKU. BocmanuTenpHBIN
MPOLIECC HAYMHAETCS B MNPSIMOW KUIIKE U PACIPOCTPAHSETCS B MPOK- , HMOJIBHOM
HANpPaBJICHUM, 3aXBaThIBASl BBILICIICKAIINE OTACJBI TOJICTOM KUIIKHU. V JeTed yaiie
HAOJIIOIAI0TCSl TOTAJIbHBIE U CyOTOTaJIbHbIe (hopMbl nopakeHus y 80% OonbHbIX). B
otinuue ot OosiesHu KpoHa, N1t KOTOpOH XapaKTepHa CETMEHTAPHOCTh MOPAXEHUS,
U3MEHEHHS CIM3UCTOM o0osiouku ToJjicTor kumku npu HAK nocut muddysnbri
Xapakrep.

Tabmuia 4
dHpockonnyeckas kiaaccupurkanusa HAK
Crenennb '"IHa0CKONINYECKHe U3MEHEHUs
AKIIBHOCTH
0-s creneHs - biiennas cnuzuctas 0007I04Ka, BUTUMBIE COCYIbI
pemMuccus
1-s1 cTenens - Jlubdysnas runepemusi, cierka rpaHyIupOBaHHAs (3€pHUCTAs)

JICTKasd aKTUBHOCTD [[I0 BCPXHOCTb, OTCK, ocjabJienue (paSMLITOCTB) COCyaucCTOoro
PUCYHKA, YMCPCHHAA KOHTAKTHAsA KPOBOTOYHNBOCTh, CAMHUYIHLIC
[MCTC-XNH, CAMHUYHBIC 9PO3HUH

2-5 CTETEeHb MHOXECTBEHHBIE JpPO3UM, €IWHUYHBIC s3BBI, "udPy3Has

yMepeHHast rurnepemMus, 6apxatucras CIM3UCTas 000J0YKa, 3€PHHUCTOCTH,

(cpenHsisi)akTUBHOC (COCYAMCTHIN PUCYHOK OTCYTCTBYET, KOHTAKTHAsl U CIIOHTAHHAs

Th KpPOBOTOYMBOCTh, (UOPUH, MOKET OBITb Hajle3 THOS Ha
CIIM3UCTOIN 000JI0UKE

3-5 CTETCHb - ['HO# B 3HAYUTETFHOM KOJIMYECTBE B IPOCBETE U HA

BBICOKas CIIM3UCTON 000JI0UKE, CIOHTAaHHBIE KPOBOTECUCHHUS,

AKTUBHOCTD MHOKCCTBCHHBIC 3DO3HH U S3BbI

82



[Ipy ocTpoM TeueHWH TATOJOTUYECKHM TMPOIECC MOXKET 3aXBaThIBaTh
MOJICIIU3UCTYIO OCHOBY. MHKPOCKOMMYECKUE M3MEHEHHMS: YILIOMIAETCS MOBEPXHOCT-
HBIN SIUTEIINH, 3HAYUTEIILHO
YMEHBIIAETCs KOJIMYECTBO
OOKaJIOBUTHBIX KJIETOK, KPUIITHI
MpUOOpETAIOT HEMpaBHIIbHYIO (OpMy, B
HUX (OPMUPYIOTCS MHKpPO- aOCIECChI

(xpunT-abciecchr). CobcTBeHHas
TUTACTUHKA CIIM3UCTOW 000JOYKH OTEYHA, c
COCYTUCTBIMH CTa3aMu,
MHOTOYHCIICHHBIMH ~ KPOBOM3IIUSTHUSIMH,
nH)UIETpUpPOBaHA TUMGOITUTaMH,
HeWTpodwiamu,  do3uHOpUIamMu. B
OTJINYUE oT MOP(OTIOTHUECKUX

M3MEHEHUH, HAOMI0JAaeMBbIX MPU OCTPOM
uH(pekunoHHoM Kkonute, npu HAK Gonee
BbIpaK€Ha  JeopMmainus  KpuUOT, B
uHpUIBTpaTaX npeoOamaer
TUMQOIIIa3MOLUTAPHBIN KOMITOHEHT.
I[Ipu  paneHeiimem  Teuennun  HAK
pa3BUBAETCA TUMIEPTPOPHS MBIIICYHON MIACTHHKU CIU3UCTON 00OJIOYKH, TOSBIISETCS
00JIBbIIIOE KOJIMYECTBO COCAUHUTENBHON TKaHU U kHUpa. CTEHKa KHUIIKH YTOJIIACTCS,
MIPOCBET CYXAETCS; NOSBISAIOTCS CKOIUIEHUs KieTok Ilanera Ha JHE Kpunt
(«rmaHeToBCKasi MeTaIIasus).

[Ipn 5HIOCKONMMYECKOM HCCIEIOBAaHUU - CIM3UCTas O000JI0YKAa B TMOPAXKEHHBIX
OTJEJIaX CTAaHOBUTCS TMIIEPEMUPOBAHHOW, 3€PHUCTOM, OTEYHOM. XapaKTepHbI OTEPS
COCYUCTOI0 PUCYHKA, KOHTAKTHasi KPOBOTOYMBOCTb, CTJIAXEHHOCTh CKIAAoK. IIpm
Oojee  TSDKEJIOM  Mpoliecce  MOSIBIISIIOTCS  MEJIKOTOYEYHBIE — U3bSI3BIICHMUS,
YBEJIMYUBAIOIUECS B pa3Mepax M PaclpoCTpaHSIOIIMECs BIIIyOb, B COOCTBEHHYIO
wiacTuHKy. OOpa3zyromuecs A3Bbl HENPAaBUIbHONW (OPMBI, C IPUIIOTHATHIMUA KpasiMH,
«MOJPBIBAKOTY) OKPYKAIOIIWKA 3MUTENINNA, HWMEIT TEHACHUHMIO K ciausHuo. llpu
TOKCHYECKOW JUiaTalliy S3Bbl PAcCIpOCTPAHSIOTCS A0 MbIIIEYHOro ciios. Mcuesaer
raycTpauus, KUIIKa YKOpPAauyMBaeTcs, MPHOOpeTaeT BUJl «PE3UHOBOW TpPyOKH», B
3HAYUTENIbHON CTETNeHH HapymIaeTcs MOTOPHO- 9BaKyaTOpHas (DYHKIHS TOJCTON
KHILKH.

Cnmzucrass 000J0YKa CTAaHOBHUTCS HEPOBHOW, (OPMHUPYIOTCS BOCHAIUTEIHHBIC
(rumepriacTUYECKUe) TMOJUMbl - TCEBAOINONMNBI - KaK pe3yJibTaT MOBBIILICHHON
pereHepanny dIUTEIUS.

B nepuon pemuccun ciausuctas 000104Ka MOKET ObITh MUHMMAJIBHO M3MeHeHa. O
3a00JIEBaHUN  CBUJCTENBCTBYIOT JAedopmaiusi HIM CMa3aHHOCTb COCYIHUCTOTO
PUCYHKA, YYacTKW aTpo(uH, TYCKIbIM BHJ CIU3UCTOM OOOJIOUKH, €€ HEepOBHas
MOBEPXHOCTh  («TKaHb, M3bEACHHAs MOJIbIO»), TMECTPbIi MO3aWYyHBIA  I[BET.
MUKpOCKOIIMYECKH COXPAHSAIOTCS HapyLIeHHE apXUTEKTOHUKU KpHUII U OOeqHEHHE
Kenes.
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Kannuveckas kaptuna. B ommmume ot 6onesnu Kpona, HAK o6bryno
NeOITUPYET KUIIEYHBIMU TNposiBlieHUAMH. CHUMOTOMAaTHKa 3aBUCUT OT pac-
IPOCTPAHEHHOCTH MOPAXEHUSI H KOPPEIUpyeT C TshKecThlo 3aboneBanusa. Hauano
MOXXET OBbITh OCTPBIM, HAIIOMHHAIOUIUM KHUIICUHYI0 HHQEKIHIO, WU MOAOCTPBIM,
KoTopoe BcTpeuaercsa yamie. Pexxe (mo 10% ciywyaeB) HaO/r0gaeTcsi MOJTHUEHOCHOE
teuenne HAK. HauGonee panHum kinuHuueckuM rmposiienneM HIK o0braHO
ABJISIETCSl TMPUMECh KPOBM M CIM3M B cTyle (4acTo O(OPMIIEHHOM WJIU
KaIUIeo0pa3HOM), MO3KEe MPUCOCIUHAIOTCA auapes, O00Jb B KUBOTE, KOTopas He
aisieTca BenyuuM cumnromoM nipu HAK. yBenuuuBaeTcs KOJIMYECTBO KPOBU B
ctyne. MHoraa cHadana M3MeEHsIeTCsl KOHCUCTEHIUS Kajia, a mo3xe (uepe3 2-6 Hen.)
MOSBJISIOTCS  MATOJIOTMUECKHE TMpuMecu. Pexxe oTMeyaroTcs 3amopbl, MOXKET
pa3BUBaThCid MHKOHTHHEHIMs. [loBbIIeHWE TemImepaTypbl Tena, IMOXYJaHUE,
AHOPEKCHS, TOIUHOTA, TEHE3MbI (0OCOOEHHO MPY MPOKTUTE), UMIIEPATUBHBIE MTO3bIBBI HA
nedekalo, HoYHas M TMOCTIpaHAHalIbHAs Juapes SIBISIOTCS MapKepaMu TSKECTH
nopaxkeHus. MiHoraa nanueHTsl TpeabaBISIOT KajJo0bl HA METEOPU3M (0OCOOEHHO TIPH
JIEBOCTOPOHHEM MOPAKEHHUH ), TUCKOM(POPT B TUIOTACTPHUH, CXBATKOOOpa3HbIe 00U B
JeBoM moAB3aomHON obnactu mepen nedekamuert. Ocobennoctssmu HAK y nmereit
SABJISIFOTCS: TIpeo0IIalanue TsHKENbIX (opM, MPEUMYIIECTBEHHO TOTAIbHOE TTOPaAXKEHUE
TOJICTOM  KHUIIIKHA, BBICOKass  aKTUBHOCTh  3a00JIeBaHUS,  IMPEBAIUPOBAHUE
AKCCYJIATUBHOTO KOMIIOHEHTA BOCIIAJICHHUS.

Buekumeunsle nposisienust npu HAK nHaOmroparorcs pexe, yem npu Oose3HU
Kpona (o gaHHbIM pa3HbIX aBTOpoOB, B 5-20% ciyuaeB). OTcraBaHue B pOCTE OT
Meuaercst y 10% nereid, agTo3Hbiii ctoMatut - y 2%, y3noBaras sputeMa - B 5%
ciaydaeB. M3 KOXHBIX MpOSIBICHUI yamle, yem npu Oone3snu Kpona, HaOmomaercs
raHrpeHo3Has nuojepmusi. ApTputsl Berpevarorcess y 10% OoJIbHBIX, aCUMMETPUYHO
MOpakaroTCsl NPEUMYIIECTBEHHO KpymnHbIE CycTaBbl. XapakrtepHsld mma  HAK
NEPBUYHBIN CKJIEPO3UPYIOMINN XOJIAHTUT BCTPEYAETCA Yy JAeTel pelako (y B3POCIbIX B
12-15% XB3K). Yame [ICX dopmupyeTcss yauil MyKCKOTO HOJia C TOTaIbHBIMHU
dopmamu HAK. Knunnueckue u nadoparopasie npusHaku [ICX BkioudaroT B cels
NOBBIIIEHHYIO YTOMJIIEMOCTh, aHOPEKCHIO, renaToMmeranuto. [1o3xe nmpucoennusercs
KOKHbIM 3yn. [losiBIeHue JKENTyxW, JHXOpajka CBUIETEIbCTBYIOT B MOJIb3Y
nporpeccupoBanus mnporiecca. lloBwimaercs ypoBenb MapkepoB xosectaza (I'TT,
D, neirmHaMUHONIENTHAA3bI, HA AJIEKO 3allIeqIINX CTaausiIX MOXKET HAOII0IaThCs
TUIepOMIMpyOrHe- MHsI), IEYCHOYHBIX TpaHCaMUHAa3. XapakTepHo moBbitieHue 1gG,
Y-TJIOOYJIMHOB, TMOSABJICHHE AHTUTEN K IUTOIUIa3ME€ HEUTpO(UIOB, OOBIUHO K
muenonepokcuaaze (PANCA). B oTimume OT ayTOMMMYHHOTO TEMATHTa, B KPOBH
OTCYTCTBYIOT aHTHUTENAa K TJIAAKOM MYCKyJaType, aHTUTeNa K MHUKPOCOMalbHbIM
AHTUTEHAM TE€YEHU U MOYEK U aHTUHYKJIEapHbIE aHTUTENA (32 UCKITIOUYEHUEM CITydaeM
nepekpectHoro cunHapoma overlapsyndrome). Tspkects u kinuHHUecKoe cuenne [TCX
HE 3aBUCAT OT aKTUBHOCTHU U TSHKECTU BOCHAIUTEIBHOTO MPOIECCa B KHUILIEYHUKE, a
TaKke OT mnpoBelAcHUs npokTokoimdkromun npu HAK. Jlmarso3 oxoHuartenpHO
yctaHaBnuBaercsa o pesyibratam OPXIID wnm MP- xomanrumorpadum, a Takxe 1mo
JTAaHHBIM OMOTICHM TEYEHH, MPU ITOM OHMOIICHSI MEUEHU cuuTaeTcs OoJiee 6€30MmacHbIM
u 3pdextuBabM MeTogoMm muarHoctuku [ICX, wem DPXIII. MP-xonanruorpadus
MO3BOJISIET OOHAPYXKUTh XapaKTePHBI BHJA HEPOBHBIX JKEIYHBIX TIPOTOKOB C
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CY’)KEHUSIMM M pacllMpeHusiMu  (CUMIITOM  MepTBOro jnepeBa»). IIpornos
HEOJIaronpusTeH, XPOHUYECKUNW BOCIMAIUTENbHBIA MPOLIECC B >KETYHBIX MPOTOKAX
IPUBOJAUT K OBICTPOMY (DOPMHUPOBAHUIO IUPPO3a MEUEHU U MOPTATBHON THIIEPTEH3UHU.
[ICX - rnaBHBIM (pakTOp pUCKa Pa3BUTHs XOJAHTMOKAPLUMHUOMBI U paka 000J0YHOM
KHILKU.

Ocaoxnenusi. Kumeunsie ocnoxknenuss HAK - sTo kuimeynoe kpoBoTedueHue
(rematoxe3uss WM MeEJIEHa C pPa3BUTUEM AaHEMHH), TOKCHYECKUH MEraKkoJOH
(HapacTaHWe WMHTOKCUKAIlMU, yCWJIEHUE OO0JIeM B KUBOTE, YPEKEHHUE CTyJa, aCUM-
METPUYHOE B3AyTHE >KHBOTA), mepdoparus Kumku (dame Ha (OHE MPEAmIecTBO-
BaBIlIeH Tokcuueckoil nunatauuu). Ilepdopanus Ha ¢GoHE KOPTUKOCTCPOUTHOW K-
panuu MOXET MPOTEKaTh CO CTEPTOM KIMHUYECKON KapTHHOW (IUarHOCTHPYETCS IO
pesynbTaTaMm  0030pHOW  peHTreHorpaduu  OpIOMIHOW  TOJIOCTH). Bo3MOXHO
dbopMHupOBaHUE TOJICTOKUIIICYHONH OOCTPYKIHMH. Y OOJBHBIX C JJIUTECIHLHBIM TCUCHUEM
HSIK (6onee 10 5eT) BBICOK PUCK Pa3BUTHS KOJIOPEKTAIBHOTO paKa.

N3 BHekuieunsix ocnoxxkuenuit npu HAK nanbonee yacto HabIr0aeTCS aHEMUS.

Junarnocruxka XB3K. Knuanyecku noao3putenbHbiMu Ha XB3K sBIsSIOTCS Takue
CUMIITOMBI, KaK: MOCTOsTHHBIE (OoJiee 4 HeM.) WK nepuoandeckue (2 snu3oa u 6osee
B TeueHue 6 Mec.) 00 B )KUBOTE, TUapesi, MPUMECh KPOBH B KAJIOBBIX Maccax, MOTeps
maccel  Tema  (PortoCriteria,  2005).  Iloxasanumem s J1abopaToOpHO-
UHCTPYMEHTAIILHOTO oOcnenoBaHus ABJISIETCS KOMILIEKC KJIIMHUYECKUX
(peumauBupytome OO0JM B JKUBOTE, IMOTEPsS MacChl Tejla, JIUXOpaaKa WU
cyodeopunuteT cBbimie 1 Mec., SIBICHUS T€MOKOJIMTA, ACTEHUYECKHE MPOSIBICHUSA,
CHIDKEHHE amleTuTa, HapylieHus aedekanuu ¢ pa3BUTHEM JUAPEU WU U3MEHEHHEM
KOHCHUCTEHIIUM CTYyJia JIMOO YepeoBaHUE 3allOpPOB U JIUAPEU, apTPaITUU, BHICHIITAHUS
Ha KOX€, PEeUUUBUPYIONIUME WIM CTONKHE MepUaHAIbHbIE MOpakeHus, adTo3Mmble
AJIEMEHTHI Ha CIIU3UCTOW 000J0YKE MOJIOCTH PTa) H AHAMHECTHYECKUX (OTSATOIIeHHAs
no XB3K HacneacTBEHHOCTh, JUHAMHMKA M JJIUTEIBHOCTh OCHOBHBIX KIMHUYECKUX
CUMIITOMOB) JTaHHBIX.

[Ipu nabGopaTopHOW NMArHOCTHKE OOpallalOT BHUMAaHHUE, MPEXAEC BCEro, Ha
napaMeTpbl BOCHAJEHUS, KOTOPHIE YacTO HE KOPPEIUPYIOT C BBIPAXKEHHOCTHIO
HHIOCKOMMMYECKIX U3MEHEHUHN CIM3UCTON 00O0JIOUKH TOJICTOM KHUIIIKH.

Komruiekc 00s13aTenbHbIX UCCIIEIOBAaHUN BKIIFOYAECT:

* 00U aHamu3 KpoBU (aHEMUS, TPOMOOIIUTO3, HEUTPOPUIHHBIN JICUKOIIUTO3 CO
CABUTOM JIEMKOLMTapHOM (QopMyinbl BieBO, 3HauuMoe yBenumueHue CODJ) c
OTpeIeJICHUEM TeMaTOKPUTA U PETUKYJIOIIUTOB;

- OMOXUMUYECKUN aHaIM3 KpoBU (TIOBBIIMICHUE TMOKa3zaTeyne ocTpoil (a3l
Bocnasienusi - C-peakTUBHOrO Oe€nKa, CHAJOBBIX KHUCIOT, (UOpUHOrEH;!
JTUCTIPOTEMHEMHSI C TIOBBIIEHUEM a,- U Y-TJIOOYJIMHOB; OMNpEACICHUE 10
Ka3aresiel xojiectaza u MapkepoB nuronusa - AnAT, AcAT, I'TT, 6u nupyOuna,
[II®, xonectepuna, P-mumomporenHoB, NpOTpoMOMHA; KOa TyJIOrpamma,
OTIpEJICTICHUE DJIEKTPOJIUTOB, CHIBOPOTOUHOTO >Keje3a, (heppuTHHA, MOYCBUHBI,
KpeaTWHWHA, TJIFOKO3bI, TAHKPEaTHUeCKNX (DEPMEHTOB - aMUIa3bl, JTUTIA3bl);

+ 0AKTEpUOJIOTUYECKOE HKCCIICIOBAaHNE Kajla JUIsl WCKIIOYeHUs OakTepuaab HOU
kunieyHord  wHpekmuu:  ompenenenne  tokcuHaClostridiumdifficine  xaie,

UCCIIEIOBaHME KaJla Ha MUKOOAKTepHH TyOepKyJiesa;
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* CEpPOJIOTUYECKOE WCCIIEIOBAHUE KPOBU C JUArHOCTUKYMaMH BO30yIauTesei
KUIIEYHBIX MHQPEKIUA, B TOM YHUCJIE€ MCPCHUHHMO30B, IIHUreie3a. Kam
nuja00aKkTepruo3a u ap.;

« HCCIIEJIOBAaHUE KaJla Ha CKPBITYIO KPOBb (ITPU OTCYTCTBUU SIBHOM KPOBU B CTYJIE);

« MUKPOCKONHS Kana (BOCHAJIMTENbHbIE WM3MEHEHHUs, ShIa TeIbMUHTOB, Be-
reTaTuBHBIC POPMBI U LIUCTHI TPOCTEUIITUX ).

B nHactosiiiee Bpemsi B KJIMHUYECKON MPaKTUKE JJIS OLIEHKH CTENEHUW aKTUBHOCTHU
XB3K pekoMeHIyIOT WCHOJB30BaTh ONpeAeicHUEIakTodheppuHa B Kajle U
(heKaIbHOTO KaJbIIPOTEKTHHA, YPOBEHb KOTOPOTO MOCTATOYHO YETKO KOPPEIUPYET C
BBIPAKEHHOCTHIO BOCIIAJICHUS B CTEHKE TOJCTOM KHUIIKH (Y 3M0pOBBIX JrofeH - 10 S0
MT/T, IpU aKTUBHOM BOCTIaJICHUH - BbIe 150 mr/r).

Crnenyer oOpaTuTh BHHMAaHHE, YTO HOPMAaJIbHBIE JIA0OpAaTOPHBIE TOKA3aTeIu HE
UCKITIOYaroT nuarno3 6omnesan Kpona (ECCO, 2004).

JIOTIOTHUTENbHBIE METOJIbl: UMMYHOJIOTUYECKOE HCCIIEJOBAaHUE C OIpeleleHuEM
ypoBus IgA, IgM, 19G, uupkynupyoommux HWMMYHHBIX KomruiekcoB. WMJI u ux
peuentopoB, ®UO wu np., dpakuuii KOMIUIEeMEHTa; ONpEIEICHUE aHTUTENT K
UTOIIa3Me HeHTpodmioB, o0baHO K Muenonepokcugaze (PANCA), Oomee
xapaktepubpix g1 HAK. u antuten x rpubamSaccharomycescerevisiae(ASCA),
XapakTepHbIX 1isi O6one3nn Kpowa; ameproiormycckoe oOcieaoBaHHE IS HC-
KIIFOUEHHUSI aJUIEPTUUECKOr0 YHTEPOKOIUTA, ONPEACICHUE CEPOJIOTHYECKUX MapKEepOB
1enMakuu (Mpy HAJIMYUU TPU3HAKOB MalibaOCoOpOINu), ONpeeeHue CoAepKaHusl B
KpOBH ITMHKA, MarHus, BUTaMuHA B,,, poaueBoit KUCIOTHI.

B Tex cmydasx, korga KOMOWHAIUS KIMHUKO-aHAMHECTHYECKUX M J1a00paTOPHBIX
JAHHBIX JAacT OCHOBaHWE 3anoAo3puTh XB3K, MCmosib3yloT HHCTPY- MEHTAJIbHYIO
JTUATHOCTHUKY.

OOs3aTenbHBIE  METONBI: DHIAOCKOIMMYECKOE HCCICAOBAHUE TOJCTOW  KHIIKH
(KOJIOHOCKOTIHUSL. TIPU BO3MOYKHOCTH C JOCMOTPOM TOJB3JOUIHON KHUIIKH U CTYy-
MeHYaTOM OMOTICHEH JI TUCTOJIOTMYECKOTO HCClieqoBaHus1) U BepxHuX oTaenoB KKT
(OI'’;IC c¢ Ouoncuedt W3 HUCXOIAIIETO OTAENA JABCHAANATHUICPCTHON KHUIIKA H
MPUIICTIbHOW OMOTICMel W3 M3MEHEHHBIX YYaCTKOB CIM3UCTOM OOOJOYKH ISt
TUCTOJIOTHYECKOTo uccieaoBanus), Y3 opraHoB OpIOIIHOM ITOJIOCTH.

JlonmomauTenpbHBIE  METOABL. [Ipy  HEBO3MOXXHOCTH TPOBEACHHS  SHIOCKOIHHU
UCIIOJB3YIOT: peHTreHoKoHTpacTHoe ucciegoBanue JXKT (uppurorpadus, maccax
OapueBoli B3BecH), TpaHcaOAoMHHAIbHOE Y3W TOJCTONM KHIIKH, MO3BOJISIONIEE
YTOYHUTH TOJIIUHY CTEHKU KUIIKA (pHUC. §), HamW4Yue KOHTIIOMEPATOB TMETENb
KUIIIEYHUKA (CMIa€YHBIN MPOIIECC), MEKKUIIIEYHBIE a0CIIECCHI.
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Puc. 8. TpancabmomunansHoe Y3U. YTOnmeHue CTEHKH KHIIKH y pe-
oenka ¢ HAK (cTpenkn).

[Ipu momo3peHuM Ha MOpa)KeHUE TOHKOW KHILKH, HAJIMYUE CTPUKTYp, CBUIIEH,
abcI1ecCOB PEKOMEHIYIOT MCIOIB30BaTh PEHTIeHOKOHTpacTHbIe ucciegoBanus JKKT,
MP- uu KT-anTeporpaduro, KT- mim MP-ToHKoKHIIIEUHYI0 KIU3MY (PEKOMEHIAlNH
ECCO, 2004), nByxOaIJOHHYIO SHTEPOCKOINHIO, Kall- CYJIbHYIO 3HAOCKONUIO (IIpU
UCKJIIOYCHUH CTPUKTYD), cuuHTUrpaduio. [lpu nogozpennn na popmuponanue [1CX
B KoMIulekc obOcnenoBanus BrimouaroT) PXIIT wmm MPT-xomanrumorpaduro. [pu
MOJIO3PEHNH Ha OCTEOINOPO3 BCIEACTBHE IMTEIBHON KOPTUKOCTEPOUIHOM Tepanmuu
1€JIECO00Pa3HO MPOBEICHUE IEHCUTOMETPHH.

IMoka3anuss K KOHCYJbTAIMM [PYrux cneunuaaucroB. B mmane nudde-
PEHIIMANTEHON TUAarHOCTUKU 0053aTeIbHBI OIEHKA TUHAMHUKU TyOEepKYJINHOBBIX MPOO,
KOHCYyJIbTalMsl  (pTU3MATpa, JOMOJHUTEIBHO TMPOBOJAT KOHCYJIbTAllUU JIPYTUX
CHELMATUCTOB  (OKyJIMCTa, HMH(EKIUOHUCTA, TUHEKoJora, Jaepmarosora). llpu
pelIeHurn BOMpoca O IIeJIECOO0Pa3HOCTH XUPYPTUUYECKOTo JiedeHHsT OOJIbHOTO
KOHCYJIBTUPYET XUPYPr-KOJIOIPOKTOJIOT.

Nuddepenumnanbubiii guarno3. XB3K nuddepeHnupyor ¢ mmpokumM Kpyrom
MHQEKINOHHBIX ¥ HeuH(pEKUHOHHBbIX 3aboneBaHui. Ilpexxae Bcero, MpoOBOAST
muddepenumanbHplii quarno3 6osiesHn Kpona m HSAK. OcHOBHBIE KnMHHYECKHE U
Mopdoornueckue kputepuu auddepeHnranbHo quarHocTuku 6one3nu Kpona u
HSK npencrasnens: B Tabnunax 1.5 u 1.6.

XB3K muddepeHuupyoT ¢ KUIIEYHBIMA WH(EKIHUSIMU Pa3IudHON 3THOJOTHH,
POTEKAIOIUMU C CHHJIPOMOM T'€MOKOJUTAa, MEPCHHHO3aMH, ICEBAOTYOEpKyIe30M
(0COOEHHO TpY HAJTMYUU ME3aJEHUTA), Mapa3UTAPHBIMU HHBa3HAMU (JIAMOINO3,
ameOua3, OanmaHTUAMA3, IMIMCTOCOMO3), TYOEpKylIe30M KHUIIEYHHKA, TPUOKOBBIM
NOpaXCHUEM KHUIIEYHUKa (THCTOIUIa3MO3, aKTUHOMHUKO3), MOPaXEHUEM KHIICUYHUKA
npu BUY-undeknun, mnceBaoMemMOpano3usiM konutoMm (uHdekms Clostridium
difficile).l3 nenndexkunoHHbIX 3a001€BaHNI

Tabauiab
CpaBHuTe/IbHASA XapaAKTEPUCTHKA KIMHUYECKHUX NPosiBJeHui 0oJie3nn Kpona n
HAK
Cumnrom BboJse3ns Kpona HAK
boinu B )xuBOTE ++++ +++
Yame B npaBoy mmoa- Yamre npu nedexauuu
B3IOLIHON 00J1acTh
J{napes + ++++
KpoBb B cTyJsIe, TeMOKOJIHUT -+ +++
mnepaTuBHBIE TO3BIBHI, ++++ -/+
TEHE3MBbI
3amnopel +/- MoryT OBITH B PEMUCCHIO
MeTteopusm +/- +
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[lepnananbHbie +++ -
nopaxkeHus (TpelrHbI,
CBUIIU, APATIPOKTHUT)

CunapoM ManbaOCOpOIIHH +++ -+

(11eTMaKoIo 100 HBIH, Ipu mopakeHHH TOHKOi | IPH TSKEIbIX hopmax
MOJAOOHBIN IKCCYAATUBHOM| rpriku

DHTEPOIIATHH,

MaibabcopOIus

ButamuHoB A, E, B,
PKSITYHBIX KUCIIOT, ZN)

3anepkka pocra Y +++ +/-
[IOJIOBOT'O CO3PEBAHUS [Ipu nopaxenuu Toukoit [[Ipu TsxenbIx popmax
KHUIIKA
PeunauBupyrommii ++++ ++
a(TO3HBIN CTOMATUT
Jlpyrue BHEKUIICYHBIE ++++ +++
MPOSIBIICHUS
Tabnuua 6
Mopdoaornyeckue pasanqus 0ojesnu Kpona u HAK
Iloka3zarteib boae3ns Kpona HAK
ITopaxxenue XKKT JIroboit otnen XKKT Tosncrast Kulka
Pacmipoctpanenue Ha BCrO CTEHKY KHUIIKH Cnusucras 000J04ka U
BOCHAJICHUS MOJCIN3UCTRINA CIION
Xapakrep BocnasieHuss | CerMeHTapHoOe HenpeppiBHOE
['panynemsl B 75%
IIpomoJibHBIE SI3BBI Yacto
[Topaxenue npsiMoit Penxo Bcerna
KHIIKU
AHanbHbI€ TOpaxeHus |Yacto Penko
CTpHKTYpBI, CBUIIIH Yacto Penko
Peumausel mocine one- | Yacrto Penxo
pauuu

muddepeHunanbHblii  1MarHo3 MTPOBOJAT C CUCTEMHBIMU 3a00JIEBaHUSIMU  CO€-
IUHUTEILHOW TKaHW (MPU HAJIMYUU BHEKMILEYHBIX NPOSBICHMI), B TOM YHUCIE C
PEBMATOUIHBIM apTPUTOM, C apTPUTAMH JPYTrOM 3TUOJIOTHUH, C LieTUaKueH, 00JIe3HbIO
VYunmna, ajuieprudeckoi sHTeponatuei, mumdonpoaudepaTuBHBIMU 3a00JI€BaHUSMH,
B TOM 4HClIe C JUM(OTrpaHyJeMaTo30M, OMYXOJSMHU KHIIEYHUKA, OCOOCHHO ¢
MOJIUTIO30M,  JIMBEPTHKYJIE30M  KHUIIEYHUKA, KHUIIEYHBIMU  AHTHOJUCIUIA3USIMH,
reMOpPpPOEM, AaHATIBHBIMU TPEIIUMHAMU APYTOH ATHOJIOTMH, MUOMETPHUO30M KHUIICYHUKA,
TUHEKOJIOTMYECKOM TaTosiorued (KucTa sIMYHUKA, BHEMAaTouyHas OEpEeMEHHOCTh), a
TaKKE C DJO03MHOQWIBHBIM M HIIEMUYECKUM KOJMUTOM U  aNMeHIUKYJISIPHBIM
uHpmibTpaToM. Bepudukarnus cuaapoma xonecraza ([ICX) TpeOyer mpoBemeHus
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auddepeHInaabHOW AUArHOCTUKH € WH(GEKIMOHHBIMH TeMaTUTaMu Pa3InyHOTro
reHe3a, ayTOMMMYHHBIM T€lIaTUTOM.

Jleuenne XB3K. llenu tepanum XB3K ckopeiimas WHAYKOUS KIMHUYECKOU H
MOP(OJTOTUYECKOH PEMUCCUU € TMOCIAEAYIOIMUM €€ IPOJOHTUPOBAHUEM U
OpEeayNnpekIeHUEM OCJOKHEHUM, TPEJOTBPAILICEHUE PEUUIUBOB, JTOCTHKECHUE
HOPMAJILHOTO POCTa, MOJIOBOTO CO3PEBaHUs, KOCTHOW MUHEpaIU3aIiU, PaCUIupEHHE
BO3MOXHOCTEM TOJHOIICHHOTO OOYyYeHHMs U COIMAJbHOW ajanTtaiuu peOeHKa
(pexomenmarmu ESPGHAN. 2004). Kowmmekc TepaneBTUYECKHMX MEPOIPHUSITHIA
ONpENENSeTCS: CTENEHbIO AKTUBHOCTU IMPOLECCa, JIIUTEIBHOCTBIO  TEUECHHS
3a00J1€BaHUs, CTENICHBIO BBIPAKECHHOCTH TPOPUUIECKUX HAPYIICHUH, JTOKAIH3aIuend 1
pacrpOCTPaHEHHOCTBIO TOPAXKEHUS, HAJUYUEM M XapaKTEPOM OCIOXKHEHUU U
BHEKHUIIICUHBIX TPOSIBICHUMH.

HemenukamenTo3Hoe ynedeHne. BaxubiM koMmroHeHTOM Tepanuu XB3K sBisercs
auetorepanus. B yacTHOCTH, €CTh JaHHbIE MEraaHajiv3a HCCIEIOBaHUMH,
CBUJICTEIBCTBYIONIMX O BBICOKOM OA(PPEKTUBHOCTU HYTPUIIMOHHOTO JICUCHHS,
CpaBHUMOUN C 3(P(HEKTUBHOCTHIO KOPTUKOCTEPOUJIOB, B TOM YHCIE SHTEPAIHLHOTO
MUTAHUSl TPU TEPBUYHO JUArHOCTUPOBAaHHOUM Oosie3nn Kpona y gereit (KoHCEHCYC
ECCO, 2004). PexomennoBana cOagaHCUpPOBAHHAS IUETA, B 1IEJIOM COOTBETCTBYIOIIAS
crory Ned4, BocmonHswoomas JAeUIUAT HYTPUEHTOB, C TOBBIIIEHUEM CYTOYHOIO
KaJlopaka ®W JOMM OKUBOTHoro Oenmka 1o 120-130% mo cpaBHEHHIO C
dbusuonornyeckod HopMoH. [lemecooOpa3Hbl UCKIIOYEHUE MOJIOYHBIX ITPOJIYKTOB,
KpOME TBEpPJbIX COPTOB ChIpa M CIMBOYHOIO Maciia, B CBA3M C OIACHOCTBHIO
000CTpeHHs TATOJIOTUYECKOr0 MPOLECCa M3-32 HEMIEPEHOCUMOCTU OEJIKOB KOPOBBETO
MOJIOKa W/WJIM HaJIW4Msl JIaKTa3HOM HEJOCTATOYHOCTH, a TaKXKe OOJUTaTHBIX
AJUIEPT€HOB; OTPaHUYECHHUE MPOJYKTOB, COAepKaluuxX ToTeH (nmpu Oone3nn Kpona
TOHKOW KHIIKH), U >KUPOB, COACPKAIIUX CPEAHE- U KOPOTKOILICTIOUEUHBIE >KUPHbBIC
KUCIOTHL. MckimouaroT rpy0Oyro KieT4arky, padhuHUPOBAHHBIE YTIIEBOJbI, MPSHOCTH,
ropedu, OCTpble mpurpaBbl. [Ipu TsHKEIOM TEUEHHH, BBIPAKEHHBIX TPOPUUECKUX
HapYLUICHUSAX KUCIOIB3YIOT 30HA0OBOC SHTEPAJIbHOE U MapeHTepalbHOe nuTaHue. Yepes
Ha3aJbHBIA  30HA  BBOJAT  OENKOBBIE  THUIPOJW3AThl,  CPETHEIENOYECUHBIC
TpUIIHLEpUIbl, yriaeBoanpl. [lo mokazaHusM MPOBOJAT MAapEHTEPAIbHOE BBEICHUE
aMHUHOKHUCJIOTHBIX cMeced, nunmuaoB, 10% anp0ymMuHa, 3JIEKTPOIMTOB, BUTAMHHOB.
Ha3nauenne cmeceil ais 30HIOBOTO MUTAaHUS BO3MOXKHO OOBIYHBIM JHTEPATHHBIM
OOJIIOCHBIM CIIOCOOOM B KayecTBE OEIKOBOM M KaJOPUHHON IOTaluuM K OCHOBHOMY
pauuony. Mcnons3yrot uzokanopuiiabie cmecu (100 kkan B 100 mit) ¢ UCKIIFOUEHUEM
[JIIOTEHa M JIAKTO3bl, 4YacTUYHBIM TuapoiauzoM Oenka (Ilentamen, Knunytpen
Ontumym, HyTtpukoMn u 7p.), a TakkKe CIEeUHAIbHO pa3pabOTaHHYIO ISl MUATAHUS
6onbHbIX ¢ XB3K u o6oramennyto TOP-B, cmece Moaynen (Modulen IBD).

B xommiekce tepanmun XB3K ocoboe MecTo 3aHMMAaOT TCUXOCOIMAIbHAs
ajanTauus JIeTe, KOPPEKIUs SMOLMOHAIBHBIX HAPYIIEHUH, TIKECTh KOTOPBIX
KOPPEIUPYET CO CTENEHBIO TSHKECTH OCHOBHOTO 3a00JI€BaHUs, ICUXOTEepANieBTUYECKas
paboTa ¢ poaUTEISIMHU.

B mepuoxn o6octpenuss XB3K OonpHBIX TOCHUTATU3UPYIOT, HEOOXOIUMBI
bu3HUeCcKuil T MCUXUYECKUH MOKOW, UCKITFOUEHNUE CTPECCOBBIX CUTYAITHM.
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MenukamenTo3Hoe JedeHrue. OCHOBHBIMM HAMNPABJICHUSMH MEIHMKAMEHTO3HOIO
neyenuss XB3K sBIsAIOTCS NPOTUBOBOCHAIMUTENbHAS TEpamnusi, LEIb KOTOPOH -
UHAYKIUS PEMUCCUM, 1 UMMYHOCYTIPECCUBHAs Te€pamusi, HalpaBJieHHAas Na CHIKEHUE
71036l KOPTUKOCTEPOUIOB U TIOJIJIEP>KAHUE PEMHUCCHUHU.

K cpenctBaM mnpoTHMBOBOCHAIMTENBHOM Tepanuyd OTHOCSTCS Tpermaparbl  5-
amuHocanuiuiioBoil  kucnotel (5-ACK), B TOM umcie cynbdacanasun, mnpea-
cTaBisitoliuid  co0oil  azocoenuuHenue S5-ACK u cynbhanupuanHa, U «UHUCTHIEH
npenaparel 5-ACK (Mecanasua — Camodanbk, IleHTaca), a Takke TIIOKOKOPTH-
kousbl (cucteMHble U ToHMYeckue). [Ipemaparsl 5-ACK MoryT mcmnonb30BaThCsl Kak
npu oboctpernn XB3K s wHAyKnmuE pemuccuu (B TOM YHCIEC B BHJEC
MOHOTEpAIliK), TaK U Ui JUIMTEJIbHOM MOAJEpPKUBAIOIIECH Tepanuu. B yacTtHOCTH,
JOKa3aH TPOTEKTUBMBIA 3(PQPEKT MIUTEIHPHOTO TpHUEeMa Mecala3uHa B OTHOIICHUU
pa3BUTHUS KOJIOPEKTAIBHOTO paka y 0onbHbIx HAK.

CynbdacanazuH pacuieruisieTcsl B TOJICTON KHILKE T0JT BIUSHUEM OaKTepHaTbHBIX
dbepmenToB  (azopenaykra3), u ocBobomuBmiasics S5-ACK  oxa3biBaeT  CcBOe
IPOTHUBOBOCIIATIUTENBHOE JICUCTBUE, OJIOKHPYS CHHTE3 MEIHMAaTOPOB BOCHAJICHHS B
CJIM3UCTOM 000JI0UKE TOJICTON KUIIKK. IMEHHO To3TOMY mpenapar 00J1ajaeT HU3KOM
s dexTuBHOCTHIO TIpH Gosie3HN KpoHa ¢ jokanu3zaiuei mopakeHus B TOHKOW KHUIITKE
u npokcuMmaibHbix oTaenax JXKT. Ilo cytu, cynbdacanazun ciayKuUT MepeHOCUUKOM
5-ACK B TOJICTYIO KHIIIKY, ITPU 3TOM cucteMHoe nericteue 5-ACK He3HaunTenbHo. Y
10-30% OombHBIX TNpU TPUMEHEHUH Cyhb(hacaga3uHa pPa3BUBAIOTCA IMOOOYHBIE
ABJICHMSI, CBSI3aHHBIE C CHCTEMHOW abcopOuueil mpenapata. OTO U OCIOKHEHHS,
CBSI3aHHBIC C THIEPUYBCTBUTEIBLHOCTBIO K Mpemnapary (JIMXopajka, ChIH, apTPUTHI,
MEpUKapINUT, TMAHKPEATUT, ayTOMMMYHHAas aHEMUs, BOJSHUCTAs Auapesi, OCTPhIA
KOJIUT), U J0303aBUCHUMBbIC OCIJIOKHEHUS (JUCIENCHsi, TOJIOBHas 0O0Jb, aHOPEKCHS,
MUAITUM,  apTpajruud), a TaKke Merajo0jacTHass  aHEeMHs  BCJIEACTBHUE
pasBuBaromierocst nedumura ¢osaton. M306exaTh pa3BUTHS OOJBIIMHCTBA U3 ITUX
OCJIO)KHEHHUI TO3BOJISIET MCTOIB30BaHKE TMpemnapaToB «uuctoi» 5-ACK (mecanasun).
Otu mpenaparbl (Canodanbk, [lentaca, Acakoi) 3akilOY€Hbl B CIEHHAIBHYIO
KarfcyJly, pacKpbIBalOLIYIOCS B JMCTAJIbHBIX OTAENAaX MOAB3AOLIHON KHWILIKH, TAE U
HAYMHAETCs JENCTBUE TMpernapara, MNPOAOJDKAIONIEeCs B NAJbHEHMIIEM Ha BCEM
IIPOTSDKEHUU TOJICTOM KUIIKH.

OcobenHocThio  (apMakOKMHETHKH Tipenapara [leHtaca sBisieTcss Havalio
JNEUCTBUSL COJICPIKAIMXCA B HEM TpaHysl Mecaja3uHa Y€ B JBEHAAIaTUIIEPCTHOU
KHIIIKE, YTO JIeJIa€T €ro MpernaparoM BbIOOpa MPU MPOKCUMATBHBIX JIOKAJIU3AILUIX
nopakeHuss y mnanueHToB ¢ Oone3nbto Kpona. Ilpenapatel cynbdacaiazuHa
Ha3HAYyalT B HadallbHOU J103€ 25-75 mr/kr/cyt. (He Oonee 4 r/cyT.), Mecana3uHa - B
no3ze 30-60 wmr/kr/cyt. B 3-4 mnpuema (He Oonee 4,8 r/cyT.), MO JOCTHXEHUU
KJIMHUYECKOro 3¢ @dekTa 103y MOCTENEHHO CHIXKAIOT HAa TPETh HAYalbHOM J103bI.
[TonaepxuBarOIIyI0 TEpANUIo MPOBOAAT OT 6 MecC. 10 2 JET, a UHOTAA U JIOJbIIE MO
KOHTpOJIEM OOIIero M OWOXMMHYECKOTO (MEYEHOUYHbIE TpaHCAMHHA3bl, MOYCBUHA,
KpEaTWHWH) aHAJIM30B KpOoBU. B Hacrtosiee BpeMs Mpu BBICOKON d(PPEeKTUBHOCTU U
Xopotiei nepeHocumoctu npenapatos 5-ACK nepBoHaYanIbHO TOI00paHHYIO 103y HE
CHIKAIOT M OCTaBISIIOT B KadecTBe noaaepxkuBawomeit. Ilpu gnurensHOM

ucrionb3oBanun  mpenapatoB  5-ACK ~ moryr  HaOmomathess — JMXOpajka,
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JTUCTIENTUYCCKUE SIBIICHUS, WHTEPCTUIMANBHBIA Heput. [Ipu neueHnn mucTanbHBIX
dopm XB3K moxer ObITH JOCTAaTOYHBIM IPUMEHEHHE peKTalbHBIX (GopMm 5-ACK
(Canodanbk B cBeyax 1o 250 mr unu 500 Mr, 1 MUKpOKJIM3MaxX WJIM B MEHE MO 2 T B
30 mut unu 4 T B 60 MJT BOABI).

['moxokopTrkOoUAbl (IpenapataMu BbBIOOpA SBJISIOTCS MPEIHU30JOH M €ro
METHUJIMPOBAHHbIE TPOU3BOJHBIC) HA3HAYAIOT TMPU YMEPEHHOW WM BBICOKOU
aKTUBHOCTU TMPOIECCa, PACHPOCTPAHEHHOM TMOPAXKEHUU, PA3BUTUU BHEKMIIIEYHBIX
MPOSIBJIICHUM, a TaKKe MallMeHTaM C JIOKAJIM3alhueld TOpPaXEHUS B MPOKCHUMATbHBIX
ornenax XKKT B moze 1-1,5 mr/kr/cyt. (He 6onee 60 mr/cyT.) 1 pa3 B A€Hb yTpOM.
Jlo3y HauWHAIOT CHIDKATh 4Yepe3 2 Hel., mo 10 Mr/Hes.. a mocie CHIKEHHS 10 25 Mr
Mo 5 Mr/Hen A0 mojjepkuBarorieit 10361 (7,5-10 Mr/cyT.), KOTOPYIO OCTaBJISIOT 70 3
Mec. (MakcuManbHO 110 6 Mec.). EcTb manHbie 00 3(pQEeKTUBHOCTH MyJIbC-TEpPAITUH
TJIFOKOKOPTHUKOHIaMHU.

[Ipu Tepanuu CHCTEMHBIMU TIIOKOKOPTUKOUJAMU MOTYT Pa3BUTHCS CIEIYIOIINE
nobounsie dPdektoi: cuHapom KyimHra, ocTeonopos, CTEpPOUIHBIN AUa0ET,
apTepuaibHas THUIEPTEH3MS, KaTapakTa, JICTIPECCUBHBIE  COCTOSHHUS, aKHE.
MOBBIIICHHBI PUCK HWHGEKIMOHHBIX OCJHOXKHEHUU. [IpuMeHeHue CHCTEMHBIX
[IIOKOKOPTUKOUIOB HE TOKAa3aHO MPU Pa3BUTHUH TMaHKpeaTUTa KaK BHEKHUIIIEYHOTO
nposBiieanss XB3K. DOtux mnobGounbix sddexroB, a Takke GOpMUPOBAHUS
CTEPOUI03aBUCUMOCTH, TIO3BOJISIET H30€XaTh NPUMEHEHHE TOHUYECKOTO KOPTH-
koctepousa Oyneconuna (bynenodanbka), KOTOpbIA B CBS3M C OCOOECHHOCTSIMH
(apMaKOKMHCTHKM (BBICOKAsl IPECUCTEMHAas SIMMUHALMsA ¢ uHaKTuBamuel 90%
mpenapara Mpyd TEPBOM IPOXOXKICHUHW dYepe3 IeUeHb) MPAKTUUCCKA HE HMEET
cucteMHbIX 3(pdexroB. byneconna apdexkruBen B noze 9 mr/cyt. (mo 3 Mr 3 pasza B
cyTkn) mpu Oonesnn Kpona c¢ mokammsanmeil TOpakeHHs B TMOJAB3AOIIHONW U
BOCXOJSIIEM OT/AeNe 000J0YHOM KHWIIKH, OJHAKO B MOCJIETHEE BpeMs MOKa3aHa €ro
s dextuBHOCTh M 'y 601bHBIX HAK, npu 3TOM pekoMeHIyemMbie 03bI COCTABIISIOT 10
18 mr/cyr. JJnutensHOCTh TipHemMa Oyaeconuna - 8-12 nHen. u 6omnee (mo 16 Hex.)
MOCJEAYIONIEH MOCTENEHHOM OTMEHOM Mpenapara B TeueHHe 24 HeJl. MyTeM CHUKEHHUS
no3el Ha 3 Mr/Hena. B psje ciayuaes 1enecooOpas3eH MmocTeneHHbli nepeBoj 00JIbHOTO
C MpUeMa CHUCTEMHBIX TJIIOKOKOPTHUKOWJOB Ha OyIeCcOoHWa, TpH 5ToM Ha (oHe
CHUKEHUS JT03bI MPETHU30JI0HA T100aBISIOT OyI€COHU] B CTaHIAPTHOMN J103€ 9 MI/CYT.
C TMOCJEAYIOIUM MPOJOJDKEHUEM CTYNEHYaTOr0 CHW)KEHUS J03bl CHUCTEMHOIO
TJIFOKOKOPTUKOHWIA /0 TOJMHOW OTMeHbl. Jlo3a OyaecoHupa MpU 3TOM OCTaeTCs
HEU3MEHHOM.

NmMmyHOCYyTIpeccuBHAsI Tepamusi MOpa3yMeBaeT MCIOJIb30BaHUE LIUTOCTATUKOB U
AUTUITUTOKWHOBBIX MTPETIapaToB.

[MurocTaTuku (TperapaToM BBIOOpA SBISETCS a3aTHONPHH WM €r0 aKTHBHBIN
METa0O0JUT 6-MEpPKaNTOMYpPHUH) ITOKa3aHbl MPH XPOHWYECKOM AKTHBHOM TCUYCHHH
3a0osneBanusi, pa3BUTUU crepounope3ucteHTHocTH (10 20% O6ombubix XB3K) wnmm
CTEPOUI03aBUCUMOCTH, (DOPMUPOBAHUH CBUIICH, YACThIX pEIUANBaX. A3aTHONPHUH
Ha3HA4alT B Jo3e 1-2 Mr/kr/cyt. (6-mepkanTomypuH B 1ok 1-1,5 wmr/kr/cyrt.) B
TEYCHUE HE MEeHee 2 JIeT MPU MOHUTOPUPOBAHUU META0OJIUTOB 6-MEpPKANTOIypHHA B
ChIBOpOTKE KpoBHU. [To6ouHbIe 3((HEeKThl BOSHUKAIOT JOCTATOYHO YaCTO M BKIIOUYAIOT
TUXOpaZKy, TaHKPEaTUT, JICUKOMEeHWIO0  (MAHIUTONEHUIO),  JAUCIEHTHYCCKUE
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PacCTpONCTBA, TOBBIMIEHHYIO YacTOTy WH(EKIMOHHBIX 3a0osieBaHuil. M3HavambHOE
HaJIM4YME y MallMeHTa MaHKpeaTUuTa CIY>XUT TMOXU3HEHHBIM MPOTHUBOIOKA3aHUEM K
HA3HAYEHUIO a3aTuonpuHa. Pa3BuTus moOOYHBIX 3((PEKTOB MOXKHO H30ekKaTh MpU
MOCTETICHHOM TOBBIILICHUH J103bl (Ha3HAYEHUE MOJIOBUHHOM J03bl B TIEpBbIC 4 HEAeIU
npremMa) ¥ ¢ MOMOIIbIO MOCTOSIHHOTO MOHUTOPHUHTA JIA0OpaTOpHBIX Mokazarenei. [1pu
CHUKEHUHU a0COJIFOTHOTO KOJUYeCTBa JUMMOIUTOB B Neprudepruueckol KpOBU HIKE
1000 npenapaT BpeMEHHO OTMEHSIIOT.

W3 npyrux IMTOCTaTUKOB TNPU COXPAaHEHHH BBICOKOM AKTUBHOCTH BO3MOKHO
NpUMEHEeHHEe LuKIocnmopuHa A B no3e 4 mMr/kr 1 pa3 B JeHb B/B, OJHAaKO 3TOT
npenapar He MNOAXOIUT ISl HOJIJEP/KUBAIOLICH Tepanuyu U MOXKET Ha3HA4yaThCsl Kak
CBOCOOPAa3HBIN «MOCTHK» JIO T€X IOP, IOKa HE MPOSBUTCSA aKTUBHOCTH a3aTHOINPHHA.
[Tpu TspKEnoM TedeHuu 3aboneBanus U HeI(H(HEKTUBHOCTU APYTUX MPENapaToB MOXKET
HA3HAYaThCSI METOTPEKCAT B 03¢ 15 MI/M? MOBEPXHOCTH Teja (MaKCUMaJIbHO 25 Mr)
n/k 1 pa3 B Hemeno WIM MEpopajbHO MO 5 Mr 4Yepe3 JeHb, OJHAKO NMPUMEHEHUE
npernapara OTPaHUYEHO B CBSI3M CO 3HAYMTENIbHBIM KOJMYECTBOM IMOOOYHBIX
s pekroB. Imerorcst coobiienust 00 3peKTUBHOCTH TaKPOJUMYCa B BUJIE Ma3H MpH
MECTHOM MPUMEHEHHH Y JCeTell C MOpPaKEHUSMU TMOJIOCTH pPTa U IEepUaHAIHLHOU
obnacTu, peppakTepHbIMU K APYTUM MperapaTam.

AJbTEpHATUBHBIM METOJIOM JICUEHUSI OOJIbHBIX, PePpPaAKTEPHBIX K CTaHIAPTHOU
Tepanuu, SBJISETCS WCIOJb30BAHWE AHTUIIMTOKMHOBBIX MPEMapaToB. U3 KOTOPHIX B
KIMHUYECKOW TMpAKTUKE Ha CErOAHSIIHUNA JIeHb TpUMEHSeTcsl WHOIUKCUMao
(Pemukeiin). MudnukcumMad oduuUanbHO pa3penieH K NPUMEHEHHIO Yy JeTed C
oone3npto Kpona c 6-nmetHero Bo3pacta. B cocraB mpemnaparta BXOIAT XUMEpHbIE
MOHOKJIOHaNbHble aHTuTena k OHO-a (comepxut 25% wmbimmumHOrOo U 75%
yenoseueckoro 1gGl). Madmukcnmad O610kupyeT MeMOpaHOCBSI3aHHBIN U CBOOOTHBIH
®HO-a, ycunuBaeT cuHTE3 reHa amonTto3a Bcl-2 m amonTo3 akTHBHpOBaHHBIX T-
AUMQOLUTOB, OINOCPEAOBAHHO CHWXKAeT CHUHTe3 T-xenmepoB Tuma 1
MPOBOCHIANUTENbHBIX IUTOKUHOB (MJI-2, nuHTepdepon-v).

B cBsi3u cO 3HAUUTETHHBIM KOJIMYECTBOM MOOOYHBIX A((PEKTOB M Ha3HAYCHUS
npernapara UMEIOTCS CTPOTHE TTOKa3aHUsl. ITO UHAYKIIMS PEMUCCHH TPU THKEIIOM HIIN
cpenHeTsbkenoM TeueHun Oose3Hu Kpona, pedpakTepHOCTh K INIFOKOKOPTUKOUAAM U
THOIypHHaM, (OpMHUpPOBaHKE CBHUILECH, 000CTpeHHE 3a00jeBaHKsA Ha (POHE Tepamuu
TJIIOKOKOPTUKOUAAMH W THOIYPUHAMH, PE3UCTEHTHBIC K CTaHAAPTHOM Tepamuu
BHEKUIIICYHBIC TPOSIBICHUSA, a TAaKXKe MOANEpKaHWE DPEMUCCHUHU, HHIYIHPOBAHHON
nH(paukcumMaboM. PekoMeHayeTcss coOMogaTh OCTOPOXKHOCTh MPU  Ha3HAYEHUU
npenapara rnaludeHTaM ¢ CMMIITOMaMU OOCTPYKIIUH.

Nudnukcumad obnanaer MpoJIOHTMPOBAHHBIM JIEWCTBHEM, NMPU HEOCIOKHEHHOMN
cTepouiope3ucTeHTHON (popme OonesHun KpoHa i MHAYKIIMM PEMHCCHUU HHOT/AA
JIOCTaTOYHO OJHOW B/B MH(Y3uum u3 pacuera 5 wmr/kr/cyr. Ilpu HedpPEKTUBHOCTH
OJTHOKpaTHOW WH(Y3UU WM CBUIIEBON ¢dopme OosiesHn Kpona mpemapaT BBOIAT B
WHIYKITMOHHOM pexume 1o cxeme 0-2-6-s1 Henens (3 uHbEKIMHA ¢ UHTEpBaIoM 2 u 4
HEJ.) B J103€ 5 MI/KI/CyT. B/B B T€UEHHE 2 U C MOCJEAYIOMEH MOIaep KIUBAIOIIEH
Tepanueil (moBTOpHbIE MH(DY3UHM TIpemapaTta B TOW Ke J03€ Kaxaple 8 Henenb 6-8
uH(py3un B rox). PekoMeHyeTcst mpoBOIUTh Tepaiio WHPIMKCUMAOOM COBMECTHO C

TUOTYPUHAMHU TIPU WX MEPEHOCHUMOCTH, YTOOBI MOJABUTH (DOPMUPOBAHUE AHTUTET K
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uHpIMKCUMa0y, KOTOpPbIe MOTYT CHU3UTH €ro 3(P(PEKTUBHOCTh U YBEIHUUTH YaCTOTY
mo00YHBIX A(DPEKTOB. Y HEKOTOPHIX MAIMEHTOB JJIs JOCTIKEHHS d(PdexkTa MoxKeT
noTpeboBaThCsl MOBBINIEHUWE A03bl Tpenapara Ao 10 mr/kr/cyt. [lpu orcyrcTBUU
s dexra oT Tepanuu B TeueHue 10 Hen. nanbHEHIIEe MCMOJIb30BAHUE Tpenapara He
pexkoMenayercs (koncencyc ECCO, 2004).

[ToGounbiMu 3ddekTamMu npu  TPUMEHEHUH HHPIMKCMMabda MOTYT OBITh:
HH(Y3UOHHBIE peakin (B TeUeHUEe 2 4 B MPOLIECCEe MM BCKOPE IMOCIE OKOHYAHMS
uH(y3un), aHaQUIAKTUYECKUE pPEaKiuu, O0Jb U TYrOMOJABMKHOCTH B CYCTaBax,
JIUXOpajKa, MUAJITUH, HH(EKIIMOHHBIE OCIOXKHEHH (B TOM Yncie abClecchl, CETcuc),
ceplieyHasi HEJO0CTaTOYHOCTh, OOOCTPEHHE WJIM Pa3BUTHE aKTHBHOTO TyOepKyliesa,
MOBBILIACTCS PUCK JTUMQOTIPOTU(EpaTUBHBIX 3a00eBaHUN (JITUM(OMBI).

AOCOTIOTHBIMA TPOTHUBOIMOKA3aHUSAMU K HA3HAYCHHWIO TIperapaTra SBISIIOTCS
HaMMYue aKkTUBHOM wuH(ekinuu (abcuecc), HWHOUUIUPOBAHHE TYOEPKYIE30M,
peTpoOyIb0apHblii HEBPUT, TsDKENble HWH(PY3MOHHBIE pEaklUUd B aHaMHE3E, 3J10-
KayeCcTBEHHOE 3a0ojieBaHME B aHamHe3e. llepea Ha3HaueHUMEM AaHTULUTOKUHOBOU
Tepanuu OOJILHOM JOJKEeH OBITh O0CIEAOBAaH ISl UCKIIOYEHHs TyOepKyiesa, B
HOCIEAYIOUIEM TPU IMPOBEIECHUU TEPAlUU PEHTTEHOJOTHYECKUI KOHTPOJIb JIETKUX
IPOBOJST KaKJble 6 MECAILIEB.

OcHoBHbIE npenapatsl, ucnoiabszyemsie B Tepanuu XB3K, ¢ ykazanuem ypoBHs uX
NPEUMYILECTBEHHOTO IeUCTBUS IIpe/IcTaBiIeHbI B Ta0mie 1.7.

Ha ceroansimiauii 1eHb NPEANIOYTUTENIBHON CUMUTAIOT SteP-UP TEepamnuio: IpH JETKUX
U CpeIHETsDKeNbIX Qopmax 3a0ojieBaHWs HAYMHAIOT C HA3HAYECHUS MpermapaToB S-
ACK, mnpu HemoctaTouHOM S(PPEKTUBHOCTH aMUHOCAIMIIMIATOB K TEpamuu
I00aBISIOT MeTpoHHUa307. [Ipr OTCyTCTBUM aJeKBaTHOTO TEPANIEBTUYECKOTO OTBETA
O0O0JBHOTO TMEPEeBOJAT Ha TIIOKOKOPTUKOWUIBI, MpPH O5TOM B MHOTOYHCICHHBIX
HCCIIEIOBAHMAX IIOKa3aHO, 4YTO coYeTaHHas Tepanus npenapataMu S5-ACK u
[JIFOKOKOPTUKOMIaMA HE MMEET OCOObIX MPEUMYLIECTB Iepea MOHOTepamueil
ITIFOKOKOPTHUKOHIaMHU. B ciydae pedpakTepHOCTH K CTepouaam
(TOPMOHOPE3UCTEHTHOCTh WJIM TOPMOHO3aBHUCHUMOCTh) HCIOJB3YIOT IUTOCTATUKU
(tmonypunsl). Ilpu Tspkenmom TedeHHM 3a0ojieBaHHS W HU3KOW 3(PHEKTUBHOCTH
TEpanuy, pa3BUTUU CHUCTEMHBIX MPOSBICHUH U OCJIOXKHEHHH pPEKOMEHIYIOT
Ha3HayeHHE OMOJOTMYECKOW Tepaluu AaHTULUTOKUHOBBIX mpenaparoB. Crenyer
YUUTBIBaTh, YTO B CBSI3M C BBICOKMM IMPOLIEHTOM Pa3BUTHSI CTEPOUI03aBUCHUMBIX (popM
U U3HayaiubHO Oosiee TsokenbiM TeueHneM XB3K y geTeil riroKOKOPTUKOWIBI IS
MOJIICPKUBAIOIIIEH Teparuy HCIIOIh30BaTh HE PEKOMEHTYETCH.

Tabnuua 7
JlekapcTBeHHBbIE NIpenaparsbl 1Js cucTeMHOro JedeHusa XB3K
(BehrensR.et al,, 2008)

JlekapcTB Toprosoe |[Cnoco0 MecTto neiicTBUs

€HHbIIi Ha3BaHUe [MPUMEHEHUsI

npenapar

o- Canodaibk. [TepopanbHO JluctanbHbIe OTJICIIBI
amuHocan | Kimasepcan, MO/IB3/IOIIIHON KHIIIKH, TOJICTas]
niiiosas | Ojcana3suH KHUIIIKA
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KHCJIOTAa | ACAaKOJIUTUH JlucranbHbIe OTJIEIIbI
(Mecanaszu MMOAB3JI0LIHON KHUIIKH, TOJCTas
H) KHIIIKa
IlenTaca TOHKas U TOJICTAsi KUIIKA
JlurieHTyMm JlucranbHbIe OT/ZEIIBI
MOAB3/I0LIHON KHIIIKU, TOJCTas
KHIIKa
Cynbdaca |A3ynshuanH, [TepopansHO Tomncras kumka
ITa3uH Konollneon, Ilneon
RA, Cynbdacanazun
['mroxokop [IpenHn30110H, B/B unu nepopanibHo (CUCTEMHOE JIeHCTBHE
- Kouasl [ [pe THH30108H,
MeTHInpeIHU30JI0H
byneconu | bynenodansbk. [lepopanbHO OT nNOAB3IOIIHOM KHILKH J10
M DHTOKOPT BOCXOJISIIIICH 000OUYHON KUIIIKU
Metponun| Tpuxonoia, Mer [IepopasbIto CucreMHOE nerCcTBUE
a30J1 POHUIA30,
Da3mKuH
Azatuornp | Azadansk, Azatro- [lepopanbHo CucreMHOE neicTBUE
H 6- mpuH. A3amenax,
MepKanTo | AzaTuoaypa,
[1ypUH Nmypexk, [lypu-
Hcron
[uknocno (CanaummyH. CannuB/B win nnepopaibHo [CHCTEMHOE JEHCTBUE
puH A MM yH  Heopai/
Onropai u zp.
Takpoaum | [Iporpad B/B unu nepopanbHO [CUCTEMHOE JEeHCTBUE
yc
McroTpek | MetoTpckcat-TceBa. B/M wiu nepopaibHOCUCTEMHOE JIeHCTBHE
cat MertoTtpekcar-
D0eBe, 3ekcar,
Tpekcan.
MeToKeKT
Antuten | Pemukeiin, B/B CucremMHOE JeHCTBUE
aK Nupnukcumad
PHO-a

B 10 ke Bpems aeiicTBHe azaTUOIpUHA (6-MEpPKANTOMYpPHUHA) HAYNHAET MPOSBISITHCA
mumb yepe3 2-4 mec. (uHoraa Ao 6 Mec.) mocie Hadana npuema. |lostomy
1eaecoo0pa3HbIiM CUMTAETCS OJHOBPEMEHHOE HAa3HAUYCHHUE TJIFOKOKOPTUKOUIOB U
a3aTUOIPHUHA C MOCTENEHHON OTMEHOW TITIOKOKOPTUKOMWIOB B T€UEHHE 8-12 Hen. mof
CTIPUKPBITUEM» THOMYPHUIIOB U MOCIEAYIONIUM MPOJOJDKEHUEM MpHeMa a3aTHONpPUHA
C IEJIBI0 MOJIICPKUBAIOIIEH TepaIIiH.
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K nmomomHWTENBHBIM BHJAM JICYCHHS OTHOCAT TNPUMEHEHHE AaHTHOMOTHKOB
(meTpoHuaazon - 15 20 mr/kr/cyT. 10 2 Hen., nunpodaokcauy - aeTsam| crapiie 12
ner, pubakeuMuH - Anbdpa Hopmukc 20 MI/Kr, a Takxke Apyrue HHTUOHOTHKH
MIMPOKOTO CHEKTpa JEUCTBUS) MPHU TsHKENbIX (opmax, OMacHOCTH WMH(EKIMOHHBIX
OCIIO)KHEHHUH, pucke nepdopamuu ¥ GOPMHUPOBAHUS TOKCHUUECKOI MErakoJIoHa,
HAIMYUM TEpUAHAIbHBIX  CBUIIECH; BSOKYUIUX U aHTUAMAPEUHBIX  CPEICTB
(buTtomnpenapaThl, SHTEPOCOPOEHTHI); (PEPMEHTOB; MpeMapaToB BUTAMHUHOB (0OCOOEHHO
xupopactBopumblx - A, D, B) m mukposnemenroB. Hamumume ocreoneHun wumm
OCTEONOpO3a SBISETCS OCHOBAHHMEM JJIsi Ha3HAUCHHUs MpENapaTtoB KajblHs B J103€
oonee 1 1/cyT. u ocdaros, a TaxKe MPOU3BOIHBIX KaJbIUTOHWHA. |10 MoOKa3zaHUAM
MpH JOKa3aHHOM JIe(pUIIUTE Ha3HAUAIOT MIPEmapaThl xKee3a U (POJIMeBON KUCITOTHI.

[IpuMmeHeHne SHTEPATBHBIX MPEMapaToB Kejie3a MOXKET MPUBECTH K PA3BUTHIO WU
HapacTaHulo auaped. Vcrnosb30BaHWE aHTHIMAPEHHBIX MpErnapaToB (JomepaMun)
OMacHO, TaK KaK TOBBIMIAET PHUCK (HOPMHUPOBAHUS TOKCHUECKOTO METaKoJOHa.
BosmoskHo npumenenue nonepamusia (MMoauyma) Toiapko y AeTent crapiie 6 JeT npu
HEOCJIOKHEHHBIX (QopMax 1o 1 Tabia. OAHOKpATHO, MOBTOPHBIM NpPHEM HE paHEe
cienyromeid nepexanuu. Ilpoduotnkn y 6onpHbix XB3K MoryT ucnosib3oBatbes
KpailHe OCTOPOXHO, TOJIBKO B IEPUOJ PEMHUCCUHU B CBSI3U C PUCKOM JOIMOJIHUTEIbHON
CEHCHOMIM3aM M MpoBOKauuu oOocTpeHus. IP(PEeKTUBHOCTh NPUMEHEHUS
NpOOHMOTHUKOB B MEPUOJ PEMHUCCHU JIOKa3aHa TOJbKO B oTHomieHuH Intamma E. coli
Nissle(Myradaop). EcTs naHHBIC, CBUICTECIBCTBYIOIIME B IMOJB3Y 3((HEKTHBHOCTH
MpernapaToB pPhIOBETO JKHpa B KOMIUIEKCE MPOTUBOPEIMIMBHON Tepanmuu OoJie3HU
Kpomna.

Y nanMeHToB ¢ HaiuuMeMm XoJjectaza, (popmupoBanueM I[ICX HeoOXxoaumo
Ha3HAYEHUE TMPENapaToB YPCOACOKCUXOJeBOM KucIoThl (Ypcodanbk, YpcocaH) B
BBICOKHMX J103aX (A0 20 MI/KI/CyT.) MOCTOSIHHO, TenaronporekTopoB. B tepanuu [1CX
UCIIOJIb3YIOT TaKXe IHIOCKOIMUYECKHE METOJIbI JICUCHHS (areHTUpOBaHue, OaJIJIOHHAS
JUIaTaius MpOTOKOB).

Nmerotcs coobmenust o6 sddexktuBHocTr 'y OonbHBIX HAK remocopOium,
mumpornmtadepesa, TMMEGOIIIA3ZMOCOPOITNH, TUTICPOAPUIECKON OKCUTECHAIINH, OJHAKO
9TH JJAHHBIC TPOTUBOPEUHBHI.

Xupyprudeckoe jedeHue. Xupypruueckoe edenue npu HIAK cyOrtoranmphas
KOJPKTOMHSI - MO CYTH, CIYKHUT PaJUKaJIbHBIM METOJIOM JICUCHUS 3a00JeBaHMS,
OJTHAKO HEOOXOIWMO YyUYUTHIBAaTh KaK TMOCIEACTBHS CaMOW oOmepanu, TaKk u
3HAYUTENIbHOE CHIDKCHHE KauyeCTBa JKU3HMU M COLMATBHYIO J1€3a/alTalfio MalueHTa.
AbGcomoTHble ToKazaHuss Kk onepaunu npu HAK: mepdopanus Tonctoi KHILKH,
MAaCCHUBHOE KHIIIEYHOE KPOBOTEUCHHE, MATUTHU3AIMS, TOKCUYECKHI MEraKoJIOH IMpH
Her((PEKTUBHOCTH KOHCEPBATUBHOM Tepanuu B TeueHue 12- 24 y.

OtHOocuTenbHBIE TOKa3aHus: pe3ucteHTHocTh HAK ¢ BhIpakeHHBIMH KITH-
HUYECKUMH TPOSBICHUSMU KO BCEM BHJIaM KOHCEPBATHBHOW Tepamuu, JUCIUIA3US
CIIM3UCTON O0OOJOYKHM TOJICTOM KHINKK TPH JUIMTEIILHOM aHaMHe3e 3a00JIeBaHUS
(6omee 20 meTt), 3amepKKa pOCTa, BHEKHIICYHBIC IPOSIBICHUS, PE3UCTCHTHBIE K

Tepanuu. B xupyprudeckom neuennn HyxaaeTcs 10-20% OONBHBIX C TSHKEION aTakoi
HAK.
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[Ipu Oonesnn Kpona xupyprudeckoe JiedeHHUE HE BEACT K BBI3JIOPOBICHHUIO
NAlMEHTOB M TMPUMEHSAETCS TOJIBKO JUJIsi JICYEHUs OCJIOKHEHHH, HE MOAJekaIInX
KOHCEPBAaTUBHOM Tepanuu. AOCOJIOTHBIE TMOKa3aHUS K XUPYPTUYECKOMY JICUCHHUIO
npu Oonesnu Kpona: mnepdoparusi KUIIKK, TEPUTOHUT, alclecc, KHUIIeuHas
HEMPOXOJIUMOCTh, MAaCCHUBHOE KHUIIEYHOE KPOBOTEYEHHE, TOKCHUUYECKHN MErakoJIOH
npu HeAPHEKTUBHOCTH KOHCEPBATUBHOM Tepanuu B TeueHue 12 24 4, BoBieUeHUE B
IPOLIECC MOYEBBIX MyTEH (KUIIEUHO-TY3bIPHBIE CBUIIIM, KOMIIPECCHUS MOYETOUYHUKA).

OTHOCUTENbHBIC TIOKa3aHUSA: CBUIIM, XPOHUYECKash 4YacTU4YHas KUIICYHAas
HETMPOXOJANUMOCTh, MHOUITPAT B OPIOIIHOM TOJIOCTH.

N30uparensHoe XUPYypruyecKkoe JIeUeHHE IMOKa3aHO JAETAM C 3aJepiKKOH pocTa,
HaxXOASUIMMCS B MpemnyOepTaTHOM TEpPUOAE, MPHU JIOKAIBHOM, PE3UCTEHTHOM K
Tepanuu CTpUKrypupymomei ¢opme Oone3nn Kpona ¢ nokanuzanueil mopaxeHus B
UJIEOLIEKATbHON 00JIacTH.

JleueOHas TakTuka npu pasamdyHbix Gopmax XB3K. JleueOHas TakTuka mnpu
XB3K 3aBuCHT OT CTENEHH aKTUBHOCTHU, TMPOTSIKEHHOCTH U  JIOKAJIU3alUU
natojoruueckoro mnpomecca. Jleuenne OosnbHbIX ¢ XB3K B daze oboctpenus
IPOBOJST B CTAllUOHAPE.

JleueOHas TakTuku mipu 0one3nu Kpona:

- bonesnp Kpona nerkoil cTemeHW TSKECTH, JOKalIM3oBaHHAs (opma (WIIECHT,
wieokonut). Tepamuio HayMHAIOT ¢ Ha3HadeHuss npenapatoB S5-ACK
(MecanasuH), NOpH HEAOCTATOYHOM S(PPEKTUBHOCTH TONMUYECKHE TIIFOKO-
KopTukouabl (Oyaeconun). Ilpu jgokanuzanuu nmopaxxeHusi B TOHKON KHUIIIKE s
HavyaJgpHOM Tepanuu ucnoasdyercs npenapat S-ACK Ilenraca.

- bone3ns Kpona ymMepeHHOU CTENEHU TSHKECTU. B KaduecTBe MEPBUYHOM Tepanuu
Ha3HAYaIOT  TJIIOKOKOPTUKOUIBI  (CUCTEMHBIE  WJIM  TONMUYECKUE  TpHU
WJICOLIEKANIbHOW JIOKANIM3allMi) B COYETAHUU C HYTPULMOHHON MOJACPKKOU
(30HIOBOE TUTaHWE), TPU HEAOCTATOUYHON D(PGEKTHUBHOCTH, PEIUANBE
TAONYpUHBl  (a3atmoupuH).  [logaepkuBaIIyl0  TEpanui0  TPOBOMST
a3aTHONPUHOM, MHOTAA B coyetaHuu ¢ npemnaparamu S5-ACK. Jlnsg uHayKuuu
pEMUCCHUU TIpU TIEPBUYHOM 3a00JI€BaHUM, HE3aBUCUMO OT JIOKAJU3AINH
MOPaXKEHHUs, MOJTHOE 30HJO0BOE MHUTAHHE CUHUTAETCS 0OJiee MPEeANOYTUTEIHHBIM,
yeM Tepamnus TIIOKOKOPTUKOWIAMH, W3-3a OTCYTCTBHUSI MOOOYHBIX 3(D(PEKTOB H
OJIarompuATHOTO BIMSIHUS Ha pocT AeTeil. [Ipu aTom He nokazana Gojee BhICOKas
3} ()EKTUBHOCTh 3JEMEHTHBIX (WJIM OJUTOMEPHBIX) (OpPMYyN MO CPaBHEHUIO C
nosuMepHbiMu. CrenyeT y4YuThiBaTh, UYTO HYTPUUMOHHOE JedeHue Ooiee
s dexTrBHO TIpU NIepBOM artake 3adosieBanus (3pdexkTuBHOCTh 10 80%), yeM npu
oboctpenun (pexkomenpaiuu ECCO, 2004).

- bone3nb Kpona, Tspkenas dopma. HaznauaroT cucteMHble TTIOKOKOPTUKOUIBI (B
TOM YHUCJIE€ TIapeHTEpajbHO) B COUYECTAHUHU C THOMYPUHAMU (a3aTHOUPHUH WIH 6-
MEpPKanTOMYpPUH, TPU HEMEPEHOCHMOCTH - MErOoTpeKcar), MOAACpKUBAIOIIAs
Tepanusi - azatuonpuH. [Ipu pucke MHOEKIIMOHHBIX OCJIOXKHEHUN K Teparmuu
n00aBISAIOT AHTHOMOTHUKH  IMUPOKOTO  CIEKTpa  JedctBus. B cioydae
CTEpOUJIOPE3UCTEHTHOCTH HA3HAYalOT MeTtoTpekcar (kypc - 12-16 nHen.) wim
nHpIUKCUMa0, KOTOPBIA PEKOMEHIYETCS TaK)Ke TIPH CBUIIIEBOM opMme.
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- bone3nr KpoHa mnumeBoga win racTtpoayoAcHANIbHASA JIOKaIM3amusa. B co-
orBeTcTBUU ¢ pekomeHaanmsamMu ECCO, 11t MHIYKIMY pEMUCCHUH 11e51eCO00pa3HO
HasHadeHue unruoburopos H', K' -AT®assl B cOYETaHMH C CHCTEMHBIMU
KOPTUKOCTEpOUIaMu U a3aTHonpuHOM. [Ipu pe3ucTeHTHBIX (opMax B KauecTBE
aNbTEPHATUBHOW Tepaluyu PEKOMEHJIOBaHO NpUMeHeHue HuHpIMKcumaba, mnpu
CUMIITOMaX OOCTPYKIIMH - Oy>KUPOBAHUE WM XUPYPrUUECKOE JICUCHHE.

JleueOnas takTuka npu HAK:

- HAK nerxkoii mnm yMepeHHOM CTENEHM AKTUBHOCTH. Tepanvio HAa4MHAKOT C
Ha3HaueHuss npernapatoB S5-ACK: npu aumcranbHbiX  ¢Qopmax  (IPOKTHT,
MIPOKTOCUTMOUANT) HCIHONB3YIOT PEKTaJIbHbIE CYNIIO3UTOPUH, IIPU  JIEBO-
CTOPOHHEM KOJIHTE - TepopaibHbie (opmbr mpenapatoB 5S-ACK B coderanum ¢
peKkTanbHbIMU Kiu3Mamu (meHoi). [lpm Hemocratounoi »ddexTuBHOCTH IS
MHIYKUUU PEMUCCUU PEKOMEHAYIOT HA3HAYEHUE CUCTEMHBIX TIIFOKOKOPTUKOUIOB,
npu auctanbHbiXx ¢Gopmax HIAK rioiokoxkopTUKOWAIOB B BHJIE PEKTAIBHBIX
cynno3utopueB (10-30 mr/cyt.) wian kiau3M (C TUIAPOKOPTU30HOM), BO3MOKHO
Ha3HAYEHHE PEKTAIbHBIX KIU3M C OyJecOoHHIOoM. B oTnenpHBIX ciyyasix He
UCKJII0YeHA 3(P(HEKTUBHOCTD EPOPATILHOTO NpueMa Oy1eCOHU .

« HAK c BbICOKOH cTeneHbl0 aKTUBHOCTHU (Tskenas Gopma), pacpOoCTpPaHEHHBIM
KoinuT. Tepanmuro HAaYMHAIOT C NAPEHTEPAJBbHOTO IPUMEHEHHSI CUCTEMHBIX
TJIFOKOKOPTUKOUIOB B MOBBIIIEHHBIX J03aX B TEUEHUE 5-7 JTHEW C MOCIEAYIOIUM
MEePEXOJOM Ha 3HTEpaIbHble (POPMBI U IOCTENEHHOW OTMEHON B T€UEHHUE 3 MecC.
[Ipn nuxopajake MONOJHUTEIBLHO HAa3HAYAIOT AHTUOMOTHKHU (11e(ajgoCTIOPITHEI,
nunpoQuiokcald),  MeTpoHuaazon.  Eciam 3a0osieBaHWe  pa3BUBAETCA
MOJIHUEHOCHO, TO MOKET OBITh MCIOJIb30BaHa IMyJIbC-Teparus OOJbIIMMU J103aAMH
METUJIIPEIHN30JI0Ha U3 pacyeTta 5-8 miam 10-12 mr/kr u Oonee B/B KaneiabHO B
teuenue 1-3-5 nHEN.

B psne ciydaeB mpu OTCYTCTBUM KIMHMUYECKOTO 3(dexTa OT mapeHTepaibHOro
BBEJICHHUS TJIFOKOKOPTUKOMJIOB CIEAYEeT pacCMOTPETh BONPOC O HA3HAYCHUH
[UKJIOCIIOPMHA Ha KOPOTKUH CpoK wian uHGaukcumada. Ilpu crepouazaBuCHMBIX
dbopmax 103y TIOKOKOPTUKOHJIOB CHUXAIOT Ha (pOHE Ha3HA4YCHHs azaTuonpuHa (6-
MepKanTonypuHa). s moaaep)kuBarolled Tepanuyd HCIONb3YIT a3aThonpuH (6-
MEpPKaNTONMypuH). B OTAENpHBIX ciayyasx Npu pacIpOCTPaHEHHOH (opMe BO3MOMKHO
Ha3HaueHue nepopanbHbIXx mnpenapatoB 5-ACK B couyeTtaHum C CUCTEMHBIMH
TIFOKOKOPTUKOUAAMH U MOCIEAYIOIIEN OAIEPKUBAIOIIECH Tepanuen npenaparamu 5-
ACK 0e3 cHMXkeHus epBoHavYainbHOU 103bl. He00X0aMM KOHTPOJIb KAPTUHBI KPOBH B
Hayayie Tepanuu (mepBble 3 Mecsla)- eKEHEJENbHO, B MOCIEIYIOUIEM - €KEMECSYHO,
THIATEIbHBIA KIMHUYECKUN U OMOXUMUYECKUM ((PepMEHTHI MEeUEHHU, MOJKETYT0UHON
’KeJe3bl) KOHTPOJIb.

Ipopunaakruxka. Metoasl nepsuuHoi mnpoduinaktuku XB3K He pazpaboTaHsbl.
3amaua MpOPUIAKTUYECKUX MEPONPUSATHI - TMPENOTBpALLEHUE PEUUIUBOB H
oclokHeHu#. BonbHbIE MOMKHBI HAOMIOAATHCA TaCTPOIHTEPOJIIOIOM C MOCTOSHHBIM
KOHTPOJIEM M KOPPEKIMEH IOAepKUBAIOIICH 0a3uCHON TepalnH, CBOCBPEMEHHBIM
no00pOM CHMIITOMATHUYECKUX CPEACTB, HYTPULMOHHOM mojaepxku. Heobxomaum
JTUHAMUYECKUN J1abOpaTOPHBI KOHTPOJIb MapKEPOB BOCHAIUTEIILHOW aKTUBHOCTH,

YpOBHS (PEKaIBLHOTO KaJbIIPOTEKTHHA, MOKa3aTenedl (QpyHKiuu mnedeHn U mouek. C
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LEeNbI0 MPEAOTBPAILIEHUS] YpOJUTHA3a LEJIecCO00pa3Hbl CHUKEHHE B PpallMOHE
IPOAYKTOB, COJEpXAIIMX OKCajaThl, O0Tauus npenaparoB Kanpuus. llokazano
nuHamuyeckoe Y3U opraHoB OprONIHONM MOJOCTH U MOYEK. BojabHBIE C JUIMTENbHBIM
teueHnem HSK coctaBnsior rpymnimmy pucka Mo pa3BUTHIO KOJIOPEKTaJIbHOTO paka, B
CBSI3W C YEM B 3TOMW TPYIIIE MAIMEHTOB JTOJHKEH MPOBOIUTHCS DHIAOCKOMUYECKUN U
PEHTI€HOJOTUYECKUIM KOHTPOJIb TOJICTOM KUILIKK 1 pa3 B roj.

Iporuo3. I[Ipu XB3K mnporHo3 Bcerga cepbe3Hblid, 3aBUCUT OT (GOpMBI 3a-
OojeBaHMs, aIE€KBAaTHOCTH M KOMIUIEKCHOCTH Tepanuu. JIOMOJHUTENbHBIM TIO-
Ka3aTelieM aJeKBAaTHOCTU TEPAlUU Yy JETEN SABISAIOTCS COOTBETCTBYIOIIHUE BO3PACTY
TEMITbl pocTa U MyOepTaTHOro pazButud. lpu Tspkenom U GyTbMHUHAHTHOM TEYEHUH,
Pa3BUTHH OCJIOKHEHHUI MPOTHO3 HEOJIArONPHUSATHBIM.

BchyIlaTHBHaﬂ IHTEpomaTus

JKCCYIATBHAS IHTEPONATHUSL - ITO CUHAPOM, XaPAKTEPU3YIOIIUKCS IMOBBIIIEHHOM
notepeit 6enkoB mia3msl kpoBu B XKKT ¢ pazButruem 6enkoBoro aepuuura U Ipyrux
MeTab0IMYECKUX PACCTPOMCTB.

CHUHOHUMBI: UJIMONIATHYECKasl KUIIeuHasi TuMdaHruIKTa3us, 6ojae3up Banpamana,
reHepav30BaHHas JIUMQOTaTHsl, BTOPUYHAS IKCCYNaTUBHAS YHTEPOIATHS.

dnuaeMuoJorus. Bctpevaercs penko.

Kaaccupukanusi. Bpiaensior mnepBUYHYIO (BpOXKACHHYIO) U BTOPUYHYIO
OpUOOPETEHHYI0) HKCCYNAaTUBHYIO 3HTEpONaTvio. B nuarHo3e ykas3blBalOT TAKeCTb,
TeYeHUe (TPaH3UTOPHOE WUITU XPOHUUECKOE), TepUo/] 3a00I€BaHMUS.

Jdtuojorus. IlepBuuHas >3KCCylaTMBHAs DSHTEPONATHS SBISETCA CIEACTBHEM
BPOXK/ICHHOM aHOMAJIMM Pa3BUTUA JUM(PATUYECKUX COCYAOB KUIIKK (- Tum.
uauonaTuyeckas KumeyHas JuM@aHrusKkTaszus, Oosie3Hb Banbamana) u  mnpu
reHepanuzoBaHHo  yjumdonatun  (2-#  Tum). [lpeamonararor  ayTOCOMHO-
pPELECCUBHBIN TUI HACJIEIOBAHUS.

Bropuunas  (mpuoOpeTeHHas) JKCCyAaTHBHAs ~ DHTEPOMNATHS  BCTPEYAeTCs
3HAYUTENbHO 4Yamie. CHHAPOM 3KCCYAATUBHOW 3HTEPONMATHU MOXKET PA3BUTHCSA MPHU
Pa3IUYHBIX TMATOJIOTMYECKUX TMPOIECCaxX, MPOTEKAIINX C HapylIeHHueM OapbepHOM
(GYHKIIUMA CIU3UCTOM OOOJIOYKH KHINEYHUKA, IIeJIMAaKUH, MYKOBHUCIUI03€, OOJE3HU
VYunmna, Oone3nn KpoHna, mUIEBON ayulepruv, ayTOUMMYHHOW HIIEpOMaTHH,
nedunure mManHozodochaTruzomepasbl, peTponepUTOHEATBIIOM (HUOPO3E, OMyXOJsiX
TOHKOM KHIIKK W OpBDKEWKH, MaJbpOTallid, CEMEWHBIX IOJIUIO03aX, OOJIE3HH
I'upmmnpynra, numdorpanynemaTos3e, JIy4YeBbIX MOpPAKEHUNX, capkome Kamomm,
KapUHUHOUIHOM CHHJIPOME, CUHJIPOME 30JUTMHTepa-IIJIMCOHA, araMMarjio0yJIMHEMHUH.

B penkux caydasx motepto Oenka depe3 JKKT naOmromaroT npu 3abo0jeBaHUSX
CEPJIEYHO-COCYIUCTOM CHCTEMbI, MPOTEKAIOIIMX C TMOBBIIIEHUEM LEHTPAIbHOTO
BEHO3HOTO JaBJICeHUS] (KOHCTPUKTUBHBIA MEPUKApJIUT, CTEHO3 CTBOJIA JIETOYHOU
apTepuu, NIOPOKU TPEXCTBOPYATOIO KIIaraHa, TPOMOO03 HUKHEHN TMOJI0 BEHBI).

W3bsi3BnieHns cnu3ncTod 0OOJOYKM KHUIIEUHHUKA TPU JTU3CHTEPUHU, CATbMOHEI-
nese, ameOHase, Tyoepkynese, HJAK Takke MOTyT compoBOkaaThes moTepeit Oenka.
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IlaTtorene3. bonbHbie TEpSAIOT C KaloM OENKH TIa3MBbl, PAJ MUIIEBAPUTEIbHBIX
dbepMeHTOB, UHTHOUTOPOB (HEPMEHTOB, KaJIbIIUK U Apyrue Bemiectna. [loTeps Oenka
POUCXOJIUT KaK 3a CUET pa3pblBa PACHIUPEHHBIX TUM(ATUUECKUX COCYIOB (IIpH
KUIIEYHOW JMM@QaHTUIKTa3uu), TaK W 32 CUET YCKOPEHHOTO OTTOPKEHUS
NOBEPXHOCTHOK DJIHUTENUS M YCWIEHUS DOKCCyJalluu IUIa3Mbl M3 HMHTAKTHBIX
KamWUISIPOB, YTO MOXKET ObITh OOYCJIOBJICHO HHU3KUM KOJUIOMJHO- OCMOTHYECKHUM
U/WJIM BBICOKMM BEHO3HBIM JIaBlieHHEM. BrIcOKOMOIEKyIIsipHbIe OENIKH T1a3Mbl, IOTaB
B MPOCBET KUIIEYHHKA, PACIICIUISIOTCS KHIIEYHOM MUKPO(IOPOH HA OCMOTHYECKHU
aKTUBHBIC YaCTHIIbI, YACPKUBAIOLINE BOAY M 00YCIOBIMBAIONINE MOSABICHUE TUAPEH.
Boixog B mpocBeT KMIIKK JUMQBI, COAepKailiel yxe aOcopOMpOBaHHBIC KHUPHI,
ycyryossier nuapero u crearopero. Ilpu 3HaunTenbHOM moTepe Oeiika pa3BHBAETCS
rUNoNpoTeMHEMUsl U nepudepudeckue oteku. [loreps Oenka MMeeT HECENIeKTUBHBIN
xapaktep. Hapsimy ¢ HHU3KOMOJIEKYJSIDHBIMM ~ aJbOyMHHAMH  TEPSIOTCA
BBICOKOMOJICKYJISIDHBIE ~ UMMYHOIJIOOYJIUHBI, YTO TPHUBOJUT K BTOPUUYHOMY
UMMYHOACPUIMTY. YuuThiBass  OJaronmpusaTHbIE  YCJIOBUA  JUII ~ MHUKPOOHOMU
KOHTAMHHALIUK U YCWJIEHHOTO POCTa MHUKPOQIIOPHI B IMOJIOCTH TOHKOW KHIIKH, Ha
(poHE BTOPUUHOTO UMMYHOAEPUIINTA BO3HUKAET yrp0O3a BHEKUIIIEUHOM TpaHCIOKALUU
OakTepuil ¢ pa3BUTHEM KHUILIEYHOTO CETICHCA.

Kannuveckas kaprtuna. llepBuuHas skccyaaTuBHas SHTeponaTHs y peOeHKa
MOXXET pa3BUTbCA Kak B paHHEM, TaK M B crapmeM Bo3pacre. KimHnueckue
MIPOSIBJIICHUS M CTENEHb TSHKECTH 3a00JIEBAHMSI 3aBUCAT OT IPUUMHBI U POTSKEHHOCTH
MOPAKEHUS TOHKOM KUIIKH. [Ipm cerMeHTapHON KUIIEYHOW JUM(paHTUIKTA3HH
3a001€BaHUE MOXXET MNPOTEKaThb 0O€3 SBHBIX KIMHUYECKUX CHUMITOMOB, a Camo
pacuipenrue JuM(aTHYECKUX COCYIOB MOKET OBITh CIy4YaHOW SHIO0CKOMUYECKOM
HaXOIKOM.

[Ipyn oOmKMpPHOM MOpPaKEHUH C MEPBBIX MECSUEB >KU3HU Y OONBHOTO OTMEYAIOT
CHW)KEHHBIN almneTUuT, MHOTAAa PBOTY, JUAPEI0 U CTEATOPEr0. BeICTpo mporpeccupyer
rUNOTPOo( s, NOSIBISIOTCS MbIIIIEUHAsl TUIIOTOHUSA U NIepU(eprudecKue OTeKU, KOTOpbIE
MOTYT JIOKQJIM30BaTbCSl Ha JIMIE, KOHEYHOCTSAX, MPOMEXKHOCTH, IOSCHHULE; WHOI/A
BO3HUKaeT acuut. llpomcxomaut 3anepxkka ¢usznueckoro paszsutus. Ha ¢one
(opMupyIOLIEHCS THITOKATBIIMEMUHA MOTYT BO3HUKATh CYJOPOKHbBIE COCTOSIHUS.

JInarnocruka. JlaboparopHas nuarHoctuka. [IoBbIIEHHYIO TTOTEpro OelKa uepes
KHIIEYHYIO CTEHKY MOKHO IIOJATBEPAUTH C IOMOLIBIO HECKOJIBKUX METO/0B:

« MPOOBI C TPUXJIOPYKCYCHBIM KEJIE€30M (CMHEE OKpPAILIMBAHKE Kala);

- ipoObI Tpulbyse (mpocBeTieHne HAA0CATOYHON KUAKOCTH MPU CMELIMBAHUU

KaJla C HACBIILIEHHBIM PaCTBOPOM CYJIEMBI);

- OIpeJIeICHUs MOTEPHU aTbOyMUHA, MEUYEHHOTO *1Cr, ¢ xanoM (B HOPME BbI-

nensiercst He 0osee 1% OoT BBEIEHHOM JI03bI B CYTKH);

« OIpEZIeTICHUs 0- aHTUTPUIICUHA B Kajie (OH He MOJBepraeTcs Aerpaiaiuu

npoteazamu JXKXKT).

B KpoBM BBISBISIIOT JIEMKONEHUIO, THIONPOTCUHEMHUIO, THUIIOXOJECTEPHUHEMHUIO,
TUMOKAJIBIUEMHUIO, TIOHUKEHHE YPOBHS OCHOBHBIX KJIACCOB MMMYHOTJIOOYJIMHOB; B
MOYE - MPOTEHHYPHUIO; B KONPOIPaMME - IOBBIIICHHE COAEpP’KaHWUS HEUTPaIbHOIO
KHUpa U )KUPHBIX KUCIOT. [Ipu moceBe kana 0OBIYHO BBISIBISIOT POCT IMpeICTaBUTENEH

YCJIOBHO-TIATOT€HHOMN KUIIIEYHOU MUKPODIIOPHI.
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WNHcTpyMeHTalIbHASE THAarHOCTHKA. C IENbI0 YTOYHEHUS! TPUYHMHBI SKCCYJaTUBHON
DHTEpPONATUM I[OKA3aHO JSHJOCKONHMYECKOE MCCIECNOBAHUE BEPXHUX  OTHEIJIOB
NUIIEBAPUTEIIBHOTO TpakTa M KUIIEYHUKA. Makpockonmuuecku JuM(OIKTa3bl
BBITJISAJIAT Kak Oejble MEJIKHME TpaHylbl WM OernecoBaTble MATHA Ha CIM3UCTOU
o0oouke TOHKOM KHUIIKHU. [lopaxkeHne MoxeT ObITh TUMPY3HBIM WA JTOKATHHBIM.
[Tpu MopdosiornueckoM HcclieJOBaHUU OMoNTaTa CIM3UCTON 000I0UKH KUIICYHUKA B
BOPCHHKAX TOHKOW KHIIKH OOHApY>KMBAIOT KpPYIMHbIE AehOpPMHUPYIOIIUE MOJIOCTH,
coJieprKallre MHOTIa Y03UHO(UIbHBIE Macchl. [IpH 3EeKTPOHHOM MUKPOCKOITUU B HUX
HaxoJAT 3HAYUTEIbHOE KOJUYECTBO XUJIOMHKPOHOB M MPELUNUTHPOBAHHBIX OEIIKOB
mumpel. B mepudHmoTeMaNpHOM 00sacTH TUM(ATHUYECKHX COCYIOB BCTpPEYAIOT
MHOTOUYHCIICHHbIE (GUOPUIUTBI. XUITOMUKPOHBI HAXOAST B MUHOIMTO3HBIX MMy3bIPbKaxX
SHJOTENUAIBHBIX KJIETOK.

[Ipy OTCYTCTBMM 3HAOCKONHWYECKHX HW3MEHEHHH HEOOXOAMMO  IMPOBECTH
PEHTI€HOJOTUYECKOE UCCIIeIOBAaHNE TOHKOM KUILKH. [[71s1 MCKITtoueHus 3a0pIonHHON
JoKanu3auuMu mnatojorud mnokazaHa KT, B penkux ciydasx aHruorpadgusi uiu
mumporpadus. [Ipu mumdorpadum 4acTo BBISBISIOT THIOIIA3UI0 NEepUdEpUICCKUX
OTJIEJIOB TUM(ATUUECKON CUCTEMBI U BUJUMBIN CTa3 B 3a0pIOMIMHHBIX COCYAax.

[Ipy monmo3peHHH Ha MATOJOTHUIO CEPACHYHO-COCYAMCTON CHUCTEMBI HEOOXOAMMO
nposectu DKI', axokapaunorpaduro.

Muddepenunanbupiii quarno3. JuddepeHnnanbHyo JUArHOCTUKY MPOBOAAT
MEXKJy IEPBUYHOM DKCCYINATUBHOM DJHTEPONATHEN M BTOPUYHBIM IOPAXKECHUEM,
OOyCJIOBJIEHHBIM  pPa3JM4YHbIMU  3a0oneBaHusMH. MckmodaroT HeQpOTHUECKUI
CHUHJIIPOM.

IIpumep ¢opmympoBkM jAuardHosa. HMauomdThueckas KHILIEYHAsT — JIUM-
(aHTMAKTa3Msl, CPEAHEN CTENEHH TSHKECTH, XPOHUYECKOE TEUEHHE, 000CTPEHNE.

Jleuenue. JleueHne »HKCCYIAaTHBHOM DHTEPONATHH ONPENEIAETCS TEM MaTo-
JIOTUYECKUM IIPOLIECCOM, KOTOPBIM IOCIYXWJI NPUYMHOW ee pas3Burus. llpu mep-
BUYHOM KHUIIEYHOW JUM(DAHTUIKTA3UU HA3HAYAIOT DSHTEPAIbHOE HCKYCCTBEHHOE
OUTAaHUE CMECAMM, COAEPKAIMMMHU CPCAHELENOYEYHbIE TPUIIIMLEPHUIIBI, KOTOPHIE
MCACBHIBAIOTCS, MUHYS JIMM(paTHUYECKyl0 cuctemy (cM. Takke rabdn. 1.8). Ilokazans
Ha3HAYEHUE PACTUTENIBHBIX U OIPAHUYECHUE JKUBOTHBIX >KHPOB, 4 TAKXKE BUTAMHUHOB.
WNHorna Ha3zHAvalOT TIIIOKOKOPTUKOMABI. B jeueHun oreyHoro cuHipoma Haubosee
7¢(PEeKTUBEH aHTArOHHCT albJOCTEpOHA - CHOUpOHONakTOH (Bepommupon).
[IpuMeHeHune a3Mbl ¥ aTbOyMHUHA 1a€T KPaTKOBPEMEHHbBIN A (DEKT.

B cnyyae mnpucoenMHEHHS HWHTEPKYPPEHTHBIX HWH(QEKIMOHHBIX 3a00JieBaHUI
ofpaB/laHa UMMYHO3aMECTUTEIbHAsI Tepanus npenaparaMd UMMYHOTJIOOyiIuMHOB. B
CJIy4ae CErMEHTAPHOTO MOPAKEHHS TOHKOW KMILKM BO3MOYKHO OIEPATUBHOE JICUECHUE.
XUpypruyeckue MeETOJAbl JIEUCHHUS HEOOXOAUMBI Takke B Ciyyasx, Korja
BO3HUKHOBEHHUE JKCCYAATUBHON SHTEPOINATUU OOYCJOBJICHO OMYXOJISIMHU, MOJUIIAMU
KKT, cepredHo-coCcy1MCTON NaTOJIOTUEN.

IIporuo3 3aBUCHUT OT MPUUYUHBI U CTEIIEHU TSAKECTU SKCCYINATUBHON SHTEPONATHH,
a TakKe OT CPOPMUPOBABIIUXCS BTOPUUHBIX OCIOKHEHUH ( YHTEPOKOJIUT, IEPUTOHUT,
6one3np KpoHa), comyTCTBYIOIEH MATOJOTUU TIEYCHH U TOJDKEITYJIOYHOM KeNe3bl,
HAJIMYKS CUCTEMHOW BOCHAJIUTENIBHOM PEAKIMU U MOJIUOPTAHHOM HEIOCTATOYHOCTH,

BO3pacCTa IMMaouCHTA, AJIHUTCIIBHOCTH IIAPpCHTCPAJIBbHOI'O IIMTAHUA. Yy IHanucHTOB C
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CHUHJIPOMOM KOPOTKOW KHUIIKM 3HAYUTEIBHO CHIXKEHO KadyecTBO Ku3HU. [Ipu
CyOTOTaNIbHOM PE3EKIIM U TOHKON KUIIKU MPOTHO3 CEPhE3HBIN.

AHTl/Iﬁl/IOTI/IK-aCCOHHl/IpOBaHHaH Aanapesi

AHTHOMOTHK-accounupoBanHas auapess (AAJl) - 310 Tpu wnm OoJsiee 3MU30J0B
MOSIBJICHUS JKUJIKOTO CTyJa B TEUCHHE ABYX WU OoJiee IMOCIIeIOBATEIbHBIX [IHEi,
pa3BuUBIIMXCS Ha (OHE Hayana aHTHOAKTEpUANIbHON Tepanmuud W BIUIOTH 10 4-
HEEIBHOTO CPOKa MOCIe OTMEHBI aHTHOUOTHKOB.

Onuaemuosorus. Cpenu AeTel, MoayyaBIuX 4epe3 poT aHTUOMOTUKH IIUPOKOTO
CHeKTpa ACHCTBHUS, YacTOoTa perucrpauuu auapeu mnpesbimaer 11%, mocturas B
OT/ENIbHBIX HaOoieHnsX 62%. Yarmne Bcero AA /I HaGmro1aeTcst y HOBOPOXKIECHHBIX U
JeTel 10 5 JeT, 4TO BEPOATHO CBA3AHO C MPOLIECCOM CTAHOBIICHUS MUKPODIOPHI
kumieynnka. Yacrora pasButus AAJ[ cocraBaser 10-25% npu Ha3zHaAYEHUU
aMIMIIWJUIMHA ¥ KIHHAaMuUIMHA, 15- 20%- npu HazHaueHuu nedpukcuma, 5-10%- npu
Ha3HAYCHUH  aMOKCHULIWUIMHA  KjaByjaHata, 2- 5%- 1pu  Ha3HAYCHUH
1e(daroCcnopuHOB WM MakpoJUaoB, 1-2% mnpu Ha3HaAueHUH (PTOPXHUHOJIOHOB, MEHEE
1% - npu HazHaueHUW TpuMeTonpuma/cyibpameTokcazona. Cpeau NpUYUH pa3BUTHUSA
AAJl muaupyroT npoU3BOAHbIE MEHUIMIUIMHA U 1e(aTOCIOPUHBI, YTO 00YCIIOBIEHO
UX IIUPOKUM IIpUMeHeHueM. [lnapes daiile BOZHUKAET MpU MEepOpaIbHOM Ha3HAUCHUU
AHTUOMOTHKOB, HO €€ pa3BUTHE BO3ZMOXHO U MPU NAapEHTEPaJIbHOM Ha3HAYEHUU.

Knaccupukanusa. Beigenstor wuaumonatudeckytro dopmy AAJl u  mceBao-
MeMOpPaHO3HBINH KOJIUT.

ItHoJorus. AAJl MoxeT ObITh HeMH(EKITTOHHON U MH(PEKITMOHHOM 3THONOTHH. B
75-80% cmydaeB BcTpedaeTcss HemH(MEKIMOHHAs, wWin wuauonartudeckas. AAJl.
Nudexnmonnas AAJL Bctpewaetcs y 3-30% muir, moaydaromux aHTHONOTHKH. O THUM
U3 4acTO BCTPEYAIOIINXCS MUKPOOPTaHW3MOB, acCOUMUPOBAHHBIX ¢ AA/l, sBisercs
Clostridium difficile. C. Difficile oGnurarnas aHa’poOHas TpaMIIOIOKHUTEIbHASL
criopooOpasyromiasi  OakTepusi, oOjagaronias yCTOMUYUBOCTBIO K  OOJIBIIMHCTBY
antuonoTukoB. C.difficile B mpocBere kuiieuynuka mnpoaynupyer 4 TOKCHHA.
OHTEPOTOKCUHBI A 1 B UrpatoT OCHOBHYIO POJIb B Pa3BUTUU U3MEHEHUN CO CTOPOHBI
kumeyHuka. Yacrora 6eccumnromuoro HocutenbcTBa C.difficile y HoBopoxkmeHHBIX
coctasisieT 50%, cpenn B3pocnoro HaceneHus - 3 15%, npu 3TOM €ro nomyssinus B
COCTaB€ HOPMAJIbHOM MUKPO(DIOpPHI KUIIEYHUKA B3POCIOTO YEJIOBEKA HE MPEBBIIIACT
0,01-0,001%. Ona Bo3pactaet (10 15-40%) ipu mprieMe aHTUOMOTHUKOB, YTHETAIOIITUX
POCT IITAMMOB KHUIIIEYHOU (PIIOPHI, KOTOPHIE B HOPME TOIABJISIIOT KU3HEIEATETLHOCTh
C.difficile(kmuanaMunve, aMnuILIKH, edanocnopunbl). HekoTopbie IITaMMBI
C.difficile He comepkar reHa, MPOIYLUPYIOIIET0 TOKCHH, MOJTOMY HE BBI3BIBAIOT
KonuT. Bo30yauTens MOXKET TiepeiaBaThCsl OT IPYTUX MAIMEHTOB, 0OCTY>KUBAIOIITUM
mepcoHanoM, uepe3 mepuyarku W T.0. Mudexkums, eieiBacmas C. difficile,
Ho30KoMHanbHas. [Topaxenus kumeunuka, ooycnosiennsie C. difficile, Bo3Hukaror y
OOJBIIMHCTBA MAlMEHTOB, HAXOJAIIMXCS HA CTAlMOHAPHOM JICYEHUH, a TAKXKE IpPH
HapyUIEHUU COCTaBa SHAOTEHHON MUKPOQIOpPHl U CHUKEHUU €€ KOJOHH3AMOHHOU
pesucteHTHOocTH. Jlmapes, oOyciosnenHas wuHpeknuerr C. difficile, wmoxer

pa3BUBATBCI M B OTCYTCTBHUC aHTI/I6I/IOTI/IKOTepaHI/II/I, IIpru yCJIOBHUHM HApYHICHUSA
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HOpPMAaJIbHOTO OMOIIEHO3a KUIICYHHUKA MPU KUIIEYHOM HEMPOXOAUMOCTH PA3IUYHOTO
renesa; Ha pone XB3K (HAK u 6one3nu Kpona), ctabuinokokkoBoi HHMEKIIUN; TIPU
BPOXKJICHHBIX U MpU OOpPETEHHBIX UMMYHOJEe(PHUIMTAX; TOC]IE ONepaluii Ha OpraHax
opromHO# mosnoctH. IlpuumHoit AAJ] Moryr OBITh M JpYyrue MHUKPOOPTaHU3MBI.
YMeHbllIeHHe YHUCIEHHOCTH HOPMAaJbHOM MHKPOQIIOPHl MPUBOAUT K H30BITOUHOMY
pocty yciaoBHO-laToreHHoi (iopel. HaumbGosnee uacto Berpewarorces Klebsiella
oxytout,  Escherichia  coli  0157:H7,  ycroiiuuBble K  METUIULIAHY
Staphylococcusaureus, mpotel, SHTCPOKOKKH. BO3MOXHBIM  3THOJIOTHYSCKUM
dakropom wmoxer ObiTh Clostridium peifringens, OGakrepun poma Salmonella,
TPOXKEBBIE TPUOBI.

IMatorene3. Heundexmmonnas AAJl sBIseTCSs pe3ylbTaTOM BIUSHUA PSAU
aHTHOMOTHKOB Ha MOTOPUKY W (PYHKIHMIO MHIEBapUTeNbHOro Tpakrta. I[lpu Ha-
3HaYEHUM AHTHOMOTHKOB, COJIEP)KAlIMX B CBOEM COCTAaBE KJIABYJAHOBYIO KHCIIOTY,
uapesi pa3BUBAETCS 3a CUET CTUMYJISIIIUU JBUTATENIbHOM aKTUBHOCTU KHUIIICUHHMKA
(mnapest HOCUT xapakTep runepkuHernyeckoil). I[Ipm HazHaueHuu uedomnepaszoHa u
nepuKcMMa pa3BUTHE JIMAPEM CBA3aHO C HEMOJHBIM  BCACBIBAHUEM  ATUX
AHTUOMOTHUKOB M3 MPOCBETa KHUIIECYHHKA (THIIEPOCMOJIAPHBIN THUM JHApEn), Kpome
TOTO, OHM MOTYT MPHUBOAUTH K OWJIMAPHOW HEAOCTATOYHOCTH, MAJbAUTECTUU H
YCWJIMBAIOT KHIIEUHYIO MEPUCTAIBTUKY. 14-4JIeHHbIE MaKpOJHIbI CTUMYJIUPYIOT
BbIJICJICHHE MOTHJIMHA W BBI3BIBAIOT quapero. HeoMUIMH U TEeTpayKiIuH OKa3bIBAIOT
AHTEPOTOKCHYECKOE aeiicTBUE. OJTHUM U3 MEXaHU3MOB (DOPMUPOBAHMS TUAPEIHHOTO
cuHapoma Ha (oHe TpueMa aHTUOMOTHUKOB SIBISIETCS HApyIICHHWE COCTaBa
HOpMaJbHOW MHUKPOQIIOpHI KUIIEUHWKA. B pesynbraTe 4ero momaBiseTcs pocT Kak
a’poOHOM, TaK M aHA’POOHONH MUKPOQIIOPHI U CTUMYJIHUPYETCS POCT SHTEPOOAKTEpUIA
B KumeuHuke. Hapyiienne mMetaboandeckoil akTUBHOCTA OOJIMIaTHOM MHUKPOMIOpPHI
¥ KOJIMYECTBEHHBIA €€ ACPHUIMT COMPOBOXKIAIOTCA HapyIICHUEM TepeBaprUBaHUS
YIJI€BOJOB, UTO O0YCJIOBJIMBAET Pa3BUTHE OCMOTHYECKON Uapeun ¢ noTepel OO0JIbIINX
00BbeMOB kuakocTu. HapylieHne coctaBa KUIIEUHON MHUKPO(IOPHI COMPOBOKAAECTCS
U3MEHEHUEM DSHTEPOTeNaTUYecKOl pPEeUUpKYJISALUN JKETYHbIX KUCIOT, B pe3yjbTare
Yero MOBBIIIEHHOE KOJUYECTBO JI€KOHBIOTMPOBAHHBIX JKEIYHBIX KUCIOT MOCTYNAeT B
IPOCBET TOJICTON KHUIIKK U CTUMYJUPYET CEKPELHIO XJIOPUIOB U BOJbI (pa3BUBAETCS
cekperopHas auapesi). duapes, ooycrnosiennas C. difficile, kak mpaBuio, cBs3ana ¢
IPUMEHEHHUEM aHTUOMOTUKOB, KOTOPbIE IPUBOJAT K PE3KOMY CHIDKEHUIO KOJIMYECTBA
HETOKCUTEHHBIX KJIOCTPUANNA U CIOCOOCTBYIOT Pa3MHOKEHHUIO YCIOBHO-TIATOT€HHOTO
mukpooprannsma C. difficile. AAJl BbI3bIBaOT TONBKO TOKCUTEHHBIC ImTamMmbl C.
difficile. Tokcur A o0namgaeT MPOCEKPETOPHBIM U MPOBOCIAIUTEIBHBIM JICHCTBUEM,
TOKCUH B OKa3bIBaeT MUTOTOKCHYECKOE M TIOBPEXKAAOIIEEe IEHCTBUE HA KOJOHOIUTHI
U ME3CHXMMAJIbHBIE KIETKH. OTO COINPOBOXAACTCSA Je3arperanveil akTHHAa W
HapyIICHHEM MEKKIIETOUHBIX KOHTAaKTOB. [IpoBocmanuTensHOE U Je3arperupyroriee
JIECTBHE TOKCUHOB A 1 B mpUBOIUT K 3HAUUTEIILHOMY TTOBBIIICHUIO TTPOHUIIAEMOCTH
CIU3UCTON 000J10UKH KuIieuHuka. ¥ 35% OOJBbHBIX MCEBAOMEMOPAHO3HBIM KOJIUTOM
JIOKaNIU3alys BOCHAJIUTENBITBIX W3MEHEHUW IIPAaHUYEHA TOJICTOM KHUILIKOW, B
OCTAJIbHBIX CIy4YasxX B MATOJOTUYECKHHA MPOIECC BOBJICKAETCS M TOHKAs KHIIKA.
[IpenmyIiecTBEHHOE TOpPaKEHHE TOJICTOM KUIIKKM OOBSCHAETCS MECTOM OOMTaHUA

aHAPPOOHBIX KIIOCTPUIUH.
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Knuanueckass kaptuna. Mamomatmueckass AAJ[ pasBuBaercs Ha (oHe mpumema
JIEKApCTBEHHOT'O CPEACTBA. XapaKTEPHO HEPE3KO BBIPAKEHHOE MOocalieHue CTyja B
TedeHue 1-3 cyT. 6€3 MmaToJIOTMYEeCKUX MpUMEced, HET MPU3HAKOB MHTOKCUKALUU U
muxopaakd. OTCYTCTBYIOT BOCHAJUTENbHBIE HW3MEHEHUSI B KPOBU (JIEHKOLUTO3,
yBenuuenne COD3). Ilpu >HIOCKONUYECKOM HCCIECIOBAaHUM  BOCHAIUTEIIbHbBIC
U3MEHEHHS CIIM3UCTOM OOOJIOUKHU TOJICTOM KUIIKK HE BBIABIAIOTCS. Manonatuueckas
AA]JI He IPUBOJUT K Pa3BUTHUIO OCIIOKHEHUMN.

Knunnueckue nposiBnenus nHpexuonnoit popmel AAJ] pazBuBarotTcs yaie ¢ 4-
ro no 9-ii JeHb, MUHUMAIBHBIA CPOK - 4Y€pe3 HECKOJIbKO YaCOB IIOCIE IpHUemMa
aHTHOMOTHKOB. PaHHMM mpHU3HAKOM 3a00JieBaHUS SBISIOTCS YYyBCTBO abaoMH-
HAJIBHOTO JUCKOMQOpTa WK OOJM B KUBOTE€ CXBATKOOOPA3HOTO HIIM MOCTOSHHOTO
XapaKTepa, BO3MOXHBI TEHE3Mbl, B3IyTHE >KHBOTA, PBOTA, TOUIHOTA. XapaKTepHa
oOunpHass BoasHUCTas nuapes. Kak mpaBuio, HaOmomaroTcst nuxopanka (mo 38,5-
40°C), negomoranue, 03H00. B KpoBHW BBIABISIIOTCS HEUTPODUIBHBINA JIEHKOIIMTO3
(runepyerkonuTO3) U runoanbOymuHemus. Koiaur 6onee Bcero BbIpakeH B MPSIMOM
KUILIKE M JUCTAJIBbHBIX OTHENaX O0O0JOYHOM KHILIKH, HO MOMKET JIOKAJIU30BaThCS U B
IOpaBbpIX OTHENAaX TOJICTOM KHIIKH. B pesynbrare Tsbxkenoro tedueHus AAJl Moxer
pa3BUTbCA (PYIBMUHAHTHBIN KOJIUT C KUIIEYHOW HEMPOXOJUMOCThIO. B 3TOM ciyuae
auapest OTCyTCTBYET, YTO 3aTPyAHSIET THarHoCTUKY AA/L.

OCHOBHBIM METOJIOM AMArHOCTUKH (yIbMHUHAHTHOTO Kosuta siBisercs KT. Ilpu
AAJl, BeBbBacmbix E. coli 0157:H7, ¢opmupyercss mpaBocTOpoHHUH KoOIUT. B
cilly4yae mporpeccupoBaHusi HHQPEKIHMOHHOH @opMbl AAJ[ BO3HHUKAET TSXKEIOe
COCTOSIHME, CONpPOBOXKAAroIeecss TIIyOOKHMM  MOpPaXEHUEM  CTEHKA  KHIIKH,
MICEeBAOMEMOPaHO3HBIH KOJIUT. Knnnuka MCEeBAOMEMOPAHO3HOTO KOJIUTA
XapaKTepU3yeTCsl TSHKEIOM HMHTOKCUKAIIUEH, TeKTUYECKOW JUXOpaj Ko, OoJisiIMU B
KUBOTE, CHWXeHHueM AJl, mnosBiaeHueM nepudepruyecKux OTEKOB. XapakTepHa
oOunpHas BoAsHUCTas auapes (¢ yacrotoir cryna ao 15-30 pa3 B cytkum). B
UCIIPAXKHEHMSIX MHOTO CIIM3H, HEPEAKO C IPUMECHIO KPOBH, THOA. B TsKENbIX citydasx
3a0o0JieBaHUE MPOTEKaeT OypHO, HAlOMUHAs KapTUHY OCTpPOro XUBoTa. B KpoBu
HAOMIOMaeTCsT HEUTPOPMIIbHBINA JIEWKOIIUTO3, B OTACJIBHBIX CIy4dasiX pa3BUBACTCS
JeiKkeMouIHas peakmus, oOycioBieHHas BiausHueM TokcuHa A C. difficile.Ilpu
BBIPQXEHHON HKCCyNallMd M 3HAYUTEIBbHOW MOTepe Oellka ¢ KajloM MOSBISIOTCA
rUNoanbOyMUHEMHUsT U OTE€KH. BO3MOXKHO pa3BUTHE PEaKTUBHOIO MOJIHAPTPUTA C
BOBJICYEHUEM KPYITHBIX CYCTaBOB.

OcnoXXHEHUs TCEeBIOMEMOPAHO3HOIO KOJIUTAa BKIIOYAIOT: JECTUAPATALMIO U
ANIEKTPOJUTHBIE HAPYIICHUS, PA3BUTHUE TUIOBOJIEMUYECKOTO IIOKA, TOKCHYECKUUH
METrakoJOH, THUMNOAJbOYMHMHEMHUIO W OTEKM BIUIOTh 10 aHacapku. K penkum
OCJIO)KHEHHUSIM OTHOCSTCA Tepdopanus TOJCTONH KUIIKU, KUIIEYHOE KPOBOTEUYEHHE,
pa3BUTHE NEPUTOHUTA, CETICHCA.

JuarnocTuka. JluarHos mnceBnomMeMOpaHO3HOTO KojuTa Oasupyerca Ha 4
OCHOBHBIX MPHU3HAKAX:

« BO3HUKHOBEHHE JUApeH Mociie IprueMa aHTHOMOTHUKOB;

* BBISIBJICHHE XapaKTEPHBIX MAKPOCKOMTUYECKNX U3MEHEHUI TOJICTON KUIIIKY;

- cBOeOOpa3Hasi MUKPOCKOMUYECKasi KapTHHA;

« I0Ka3atenbeTBO dTHONornyeckoi posm C.difficile.
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JIiss ~ MMarHOCTHKKA  HWCIOJB3YIOTCSA ~ WHCTPYMEHTAJIbHBIE  HMCCIICIOBAHUS
kosoHockorus u KT.

KonoHockomust  TO3BOJIAET  BBIABUTH  CHEIU(PUYECKHE  MaKPOCKOIIUYSCKUE
MU3MCHEHUS CIIM3UCTON OOOJIOUKH TOJICTOM KHINKH (B TMEPBYI OdYepelpb MPSMON H
CUTMOBHUHON): HaJIWYHWE IICEBIOMEMOpaH, COCTOSIIMX M3 HEKPOTU3UPOBAHHOTO
AMUTENus, mponutanHoro ¢uopuHoM. IlceBmomemOpaHBl Ha CIU3UCTON 000JIOUYKE
KAIIKA ~ OOHApY)XMBAIOT  MPU  CPEAHETSDKENBIX W TDKEIbIX  opmax
MICEBIOMEMOPAHO3HOTO KOJUTA, OHU UMEIOT BHJI )KEITOBATO-0€NbIX OJISIICK, MATKUX,
HO IUIOTHO CBSI3aHHBIX C TOJJICKAUIMMH TKAHAMH, JAUAMETPOM OT HECKOJIBKUX
MUJUJIMMETPOB /10 HECKOJBKUX CAHTHUMETPOB, HA CJETrKa MPHUIOJHSATOM OCHOBAaHUH,
BBICTYMAIOLIMX B MpOCBeT KuIllku. Ha Mecre oTTopramomuxcss MeMOpaH MOTYT
oOHapyxuBaThCs s13Bbl. Cnusucras 000J0YKa MEXIy MeMOpaHaMHu OTe€YHa, HO He
u3bs3BIeHA. [lpM  MUKpPOCKOMMYECKOM  HCCIEAOBAHUU  OMPEAENsAeTCs, UTO
TICEBIOMEMOpaHa COJCPKUT HEKPOTH3UPOBAHHBIM AMUTEINH, OOMIBHBIA KICTOUHBIN
UHOUIBTpPAT U Cliu3b. B MeMOpaHe MpPOUCXOAUT PA3MHOKEHHE MHUKPOOPTaHU3MOB.
[Ipu Oonee nerkux ¢opmax 3a0oneBaHMs] WU3MEHEHHUS CIM3UCTOM  MOTYT
OTPaHUYMBATHLCS JIMIIb Pa3BUTHEM KaTapaJlbHbIX SIBJICHUM B BHJE IMOJTHOKPOBUS U
OTeKa CIU3UCTON 000JI0UKH, €€ 36pHUCTOCTH.

I[Ipu KT MOXHO BBISIBUTH YTOJIICHUE CTEHKH TOJICTOM KHUIIKHA, HAJIAYUE
BOCHAJIMTENILHOTO BHITIOTa B OPIOIIHOM MOJOCTH.

JlaboparopHas quarHoctuka. [ quarnoctuku stronorunueckoi ponm C.difficile
ncnonp3yroT MDA ¢ nenpro BeISBICHHS TOKCHMHA A miau TOKCHMHOB A u B. IIpsamon
(ekanpbHBIA TECT HA IMTOTOKCHH IO3BOJISIET MPOBOAWTH KOJMYECTBEHHYIO OIICHKY
[IUTOTOKCUYHOCTH KYJIBTYp KJIETOK, OJJHAKO YaCTOTa OOHAPYKEHHUSI TOKCHUHA B Kaje HE
npeBbimaer 15%. Ilomydenue xompokyneTypsl C.difficile u TIHP sBasroTcs
BBICOKOCTICTIU(UUTIBIMK, HO TEXHHUECKH CIIOKHBIMHA U JJOPOTHMH HCCIICTIOBAHUSMU.

Muddepenumnanbubiii guarno3 npoBoaiat ¢ XB3K, nHbeKIMOHHBIMU THUapesMu
paznmuyHOro reHesza, nuMornponudepaTuBHbIMU 3a00eBaHUSIMUA (TIPU  HATWAYUU
BBIPKEHHBIX T€MAaTOJIOTMYECKUX U3MEHEHUN).

Jleuenne. OCHOBHOM NOpUHIMIT Tepanuu uauonatuyeckod AAJ[ oTMmeHa
aHTUOAKTEPUANBHOTO TIpenapara Kak Npu WHOEKIMOHHOW, TaK W TMpU UAHOIA-
THYECKOU opme.

HeoOxoaumbl  ycTpaHeHue JerwapaTaliid W KOPPEKIMs HapyIIeHUH dJIeK-
TpoJIUTHOTO oOOMeHa. Jlmsg maroreHernueckod Tepanuu AAJ[  HUCHOIB3YIOT
AHTEPOCOPOEHTHI (IMOCMEKTUT, SHTEPOCTEIIb, NpPENapaThl JUTHUHA U Ap.). [Ipu neue-
Hun AAJl, csazannoii ¢ C. difficile,sxpdextuubl Bankomura B go3e 40-60 mr/
Kr/cyT,, pudakcumun (Anspa Hopmukc) B moze 20 wmr/kr/cyt., merponugazon (20
MI/KT/CYT.) KypcoM 7-14 nHei, B psaae ciaydaeB ¢ dekTuBeH suTepos (Saccharomyces
boulardii).Umetorcst nanubie 00 3G GEeKTUBHOCTH OOJIBIINX 103 TPe- ¥ MPOOHOTUKOB.
Jleyenne mpoOMOTUKAMH HAYMHAIOT MOCJE Kypca aHTHKJIOCTPUAHAIBHONW TEparnuu U
nponopkaloT A0 3 Mec. [lpu HEapdekTMBHOCTH Tepamuu U yrpose mepdopaiuu
KHIIIEYHUKA MOKa3aHO XUPYPTUIECKOE JICUCHHE.

Ipopuaakruka. OCHOBHbIE METOJBI MPO(PIIAKTUKUA: HA3HAYATh AHTUOMOTHUKHU
CTPOro IO MOKa3aHusAM; n30erarb KOMOMHAITMN aHTHOMOTHKOB, CO3AIOIINX OOJIBIITON
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puck paszButusi AAJ[ W TICeBIOMEMOpPAHO3HOTO KOJIUTA; OCTOPOXXHO Ha3HAYaATh
AHTUOMOTUKH IIUPOKOTO CHEKTPa ACUCTBUS; COOJI0IaTh MTPaBUJia TUTUEHBI.
IIporuno3. Ilpu mnceBgoMeMOpaHO3HOM KOJUTE MPOTHO3 CEPhE3HBIM. XOTS B

OOJIBIIIMHCTBE CJIy4aeB HACTYIAET BBI3JIOPOBJIICHUE, HHOTIAa MOXET OBITh JIeTaIbHbIN
HUCXO/I.
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TecTbl

1. 'V pebenka Hecrnenupuyeckuil si3BeHHBIM KonuT. Hanbonee mHPOpMaTUBHBIMU
METOJIaMH MCCIICIOBAHUS JUISI TIOATBEPIKIACHUS SIBISIOTCS:

A. Y3U opranoB OproniHoN MoJocTu

B. uppurockonusi, uppurorpadus

C. ayoneHanapbHOE U JKEIyJOYHOE 30HIUPOBAHNE
D. OIrA®dC

E. o630pHas pentreHorpadus

2. (DYHKLII/IIO pacliCIuICHUA W BCACBIBAHHA YIJICBOAOB B KHUIICYHHUKC OIIPCACIIAIOT C
IIOMOIIBIO:

. Harpy304HbIX NPOO

KOIIPOTrpaMMBI

ONpeJeTeHUE YPOBHS TIIOKO3bI B KPOBH HATOLIAK

. 1IyOJIeHAJIbHOE 30H/IMPOBAHUE C OIPEIECICHUEM YPOBHS (DEPMEHTOB
OTpe/ieNIeHUE MaHKPEeaTUIECKUX (DEPMEHTOB B KPOBH U MOUE

moowp

3. bone3nb Kpona — 310?

A. I'panyneMaTo3HO-s3BEHHOE MOPAKECHUE KUIIICUHUKA, Yallle TEPMUHAIBHBIN UICHUT
B. YVannHenne curMoBUIHON KHAIIKA

C. Baenpenune oHON 9acTH KHUIIIKU B JPYTYIO

D. Pacmmpenue Bceid uiid 4acTu 000/10YHOM KUILIKU B JIPYTYIO

E. SI3BeHHO — HEKPOTUYECKUIA MPOIIECC B TOJICTOM KUIIEUHHUKE

4. KakoBa 3THoJiorusi HecneupuyecKoro 3BEHHOTO KOJIUTa
A. He u3BectHa

B. Undeknnonnas

C. [Mapasurapnas

D. Hapymienue nnnepBanuu

E. UudexnumonHo — annepruyeckas

5. Kakoil cumnToMm sBiigeTcst HanOosiee XapakTepHbIM KIMHUYECKUM MPU3HAKOM
HecIeurn(prUIecKoro sI3BEHHOro KOJuTa ?

A. HacTple KpOBSIHUCTBIE MCIPAKHEHHUS.

B. Paznuras 601k B )KUBOTE.

C. XKunkwii cTym.

D. 3anopsl.

E. bonu B cycraBax.

6. XapakTepHbIM PEKTOCKOIMUYECKUM MPU3HAKOM HECTIEITU(UUECKOTO S3BEHHOTO
KOJIUTa B HEAaKTUBHOMU (pa3e siBnseTcs?
A. CtepToCTh COCYUCTOTO PUCYHKA.
B. IlpousBosibHAsE KPOBOTOUMBOCTH CIIM3UCTON OOOJTOUKH.
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C. Hanuuue u3bsBneHui.
D. KoHTakTHBIE KPOBOTEUCHUSI.
E. Hanmuuue pubpuHO3HOTO HaNéTA.

7. CteaTtopes 3a cUeT )KMPHBIX KUCIIOT XapaKTepHa JUISL:
. [ICJIMAKUU

TU3EHTEPUN

HECHEeIM(PUIECKOT0 SI3BEHHOTO KOJINUTA

. MyKOBHCII103a

BPOXKJIECHHON KOPOTKOM KMILKH

moowx

*

OclnoXHEeHUSAMH TIpU TsDKEToW ¢dopMe Hecnenu(puIecKoro S3BEHHOTO KOJUTA
SABJISIFOTCS:
. TOKCUYECKasl JuiaTaluus TOJCTOM KHIIKH, KMIIEYHOE KpOBOTEUEHHE, nepdopanus
TOJICTOKUIIIEYHBIX S3B
MHBaruHauus
TUIIEPTEH3UA
. BBIIIQJICHUE NIPSAMOU KUIIKH
OCTPBIN aIlIEHAULIUT

>

mooOw

9. Hecnienuduyeckuii Si3BEHHBIN KOIUT HE00X0auMo TuddhepeHInpoBarh C:
. BCE NIEPEUNCIICHHBIE

amebuazom

IU3EHTEPUEN

. IUBEPTUKYJIOM MeEKKeIs

6one3npto Kpona

moow>

10. Kpeatopes -310 :
A. Hanmnuue HenepeBapeHHBIX MBIIICYHBIX BOJIOKOH B Kalle.

B. Hannune amuiiaspl B KPOBHU .
C. Hannune nuacrassl B MOYE.
D. Hanuuue kpaxmana B Kaje.

11. MUKpOCKOTTMYECKOE UCCIICIOBAHUE UCTTPAKHEHUM JTaeT MPEICTABICHUE O
A. Bce oTBeTHI BepHBI

B. O nepeBapuBarorieii CriocOOHOCTH KUIIICYHHUKA

C. O dbyHKIHOHATEHOM COCTOSTHUU CIM3UCTON 000JIOUKH KUIIKH
D. O nanuuuu reTbMUHTOB

E. O Hanuuyuum npocredmmx

12. PekTropoMaHOCKOMHMS MIOKa3aHa Mpu
A. Bce oTBeTHI BEpHBI
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B. [Ipu nogo3peHnn Ha 3I0Ka4€CTBEHHbIE U JOOPOKaueCTBEHHbIE HOBOOOPA30BaHUS B
HIO)KHEM OTJIEJI€ TOJICTOTO KUIIEYHUKA

C. Ilpu XpoHMYECKHUX BOCIIAIUTENIBHBIX IIpOLIECCax

D. Ilpu 3p0o3uBHBIX U I3BEHHBIX MOPAKEHUSIX CIUZUCTON 000JIOUKH

E. InuTenpHBIX MOHOCAX M HATMYUU B UCIIPAKHEHUSAX OOJIBIIOTO KOJHMUECTBA CIIU3H

13.Kaxkoii cron Ha3HayaeTcs MpU HecTienn(PUIECKOM sI3BEHHOM KOJUTE?

A. -4

.-
=T
.—10
=2

mHeOW

14.C kakum 3aboneBanueM Heoboxoaumo audpdepenunposats HAK
A. GakTepuanbHas nu3eHTepus, 0one3Hb Kpona

B. MmykoBunmno3 kumreunas popma
C. [Tankpeatur

J1. si3BeHHast 00JIe3Hb

E. Bce nepeuncneHubie

15./ns kakoro 3a0o0JieBaHUSI XapaKTEPHO: KPOBb B Kajie 4YacTO CO CIU3BI0 WIH
CIIM3UCTOTHOMHBIE BBIJICTICHUS, 00NN B KUBOTE, Uapes, JIMXOpaaKa, MOHUKEHHE
armneTuTa, MOXyAaHue, JISMKOUUTO3, noBbiieHne COD, anemusd

A. HAK

B. nuzenrepus

C. 6one3nb Kpona

J1. mosmmno3

E. Gonesus lllenneiin — ['enpxa

16.Cyrounas no3a cynbdacamasuna npu HAK
A. 1,0-6,0r

B.2-4

C.3-5

1. 1-3

E.2-3

17.Kakue crenenu Tskectu wumeeT HAK 1o  kiamHHMKO-Mopdoiorndeckoit
XapaKTEePUCTUKE
A. nerkoe, CpeIHEN TAKECTHU, TAKEI0E

B. octpoe, 3arskHOE
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C. TspKenoe, KpailHe TSKENoe, JIeTaabHOe
J1. erkoe, 3aTsKHOE

18.Kakne antnOnoTuku noxkasansl 1id jJeyenusa HAK:

A. aHTUOMOTUKHU HE IPUHUMAIOTCS
B. okcamunnun

C. xked3omn

J1. neHuIUIInH

E. ammmummminge

19.Kakum ocnoxxnenusim Mmosxket npuBectu HAK
A. Bce nepemenieHHbie

B. neputonut

C. nepdopanus

J1. Kuiie4yHble KpOBOTEUEHUE
E. Tokcuueckas qunaranus

20.CkoinbKo JuUTCs Kypce JiedeHue canazonupunasuHoM npu HAK nerkoit u cpeaneit

TSDKECTH
A. 2-3 mecqua

B. 1-1,5 mecsna
C. 4-9 mecama
J1. 3-5 mecsna
E. 10-20 gueit

21.bonbHoi 10 jeT mocTynmws C Kajdo0aMu KPOBH B Kalle CO CIIHU3BI0O U CIU3HUCTO
THOMHBIMU BBIJICNICHUSIMH, OOJIM B >KMBOTE, AHMApEs, JIMXOPAJKa, MOHUKEHUE
arreTuTa, MOXy/IaHue, B aHAIN3€ KPOBU: JICMKOUUTO3, yBeanuenne COD, aHeMus.

Bam nuaruos?
. Hecienu(UUEeCKUN SI3BEHHBIN KOJIUT

. TU3EHTEpUs
. MYKOBHUCIIHJI03
. LIeJTHaKus

Mg O W >

. OKCCyAaTUBHAs SHTCPOIIaTHUA

22 . Tlepuon pemuccuu npu HAK mures ...
A. ot 4 mecsiueB 1o 1 roga

B. 2-3 mecsma
C.1rox
. 1-4 rona
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E. Bce oTBETHI HE BEPHBHI.

23.4Yto Takoe koHTpacTHas peHtreHorpadus KKT:

A. onpenenenune cocrosiaus JKKT mocie npuema 6apreBoil CMECH BHYTPb

B. pentrenorpadus mocie BBeACHH B BeHY Beporpaduna

C. pentreHorpadus mocie npueMa *KerderoHHBIX MpenapaToB

D. npo6a c HaHeceHneM Kaja Ha peHTreH. [lieHky

E. pentrenorpadus nocne BBEJCHHsI KOHTPACTHOTO BEIIECTBA PETPOTPATHO
gyepes3 MpsIMYI0 KUIIKY

24.Kakoe 13 epeunCcICHHBIX UCCIICIOBAHUNA HE OTpakaeT (PyHKIIMOHATILHOE
COCTOSTHHE KHUIIICYHHKA!

. Y3U opranoB OproIIHON MOJIOCTH
UPPUTOCKOTHS, UppUTOTpadust
PETPOPOMAHOCKOITHS

. aCIIUpaIMOHHAs OUOTICHUS
PEHTTEHOIUIEHOYHBIN TECT

moowy

25.1lpu3HakaMil TUTIOMOTOPHOW JWCKUHE3WW TOJCTOM KHUIIKU  SIBIISIFOTCS
IIEPEYUCIIEHHBIE, KPOME:

A. 3anopsbl

b. 6011 B )xuBOTE

B. Mereopusm

I'. Omyienne pacnupaHus B )KUBOTE

J{. CuMITOMBI TOJIMTUIIOBUTAMHUHO3a

26. O BOCHAIUTENBHOM TIpOIIECCE B TOJCTOM KHUIIKE CBHUICTEIBCTBYIOT
MEepPEUHCIICHHbIE PU3HAKU, KPOME:

A. UepenoBanue 3anopa 1 NOHOCA

b. YyBCTBO HEMOIHOTO ONOPOKHEHUS KHILIEYHUKA

B. YacTplii cTys ¢ O0TBIIMM KOJTMYECTBOM KAJIOBBIX MacC

I'. [TanpniaropHast 00€3HEHHOCTH MO X0y TOJICTOW KUIIKU

J1. HermepeHOCMMOCTB KOPOBBETO MOJIOKA

2. HazoBuTe BeylIMii CHMIITOM XPOHUYECKOTO HECTIEU(PUUECKOTO YHTEpUTA
A. TomHoTa

b. Otpblkka BO3IyXOM

B. PaccrpoiicTBo cTyia

I'. Mereopuszm

JI. Hainune HeUTpabHOTO XHUpa B KOIPOrpaMme

BCC

BCC
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28. XpOHUYECKUI KOJIUT YaIle BCETO Pa3BUBACTCS B PE3yJbTaTe
A. HecbanancupoBaHHOE MUTaHUE

b. HenoctaTox BUTAMUHOB B ITHIIIC

B. HeperynspHoe nutanue

I'. [lepenecenHbIe KUTIICYHBIC HHOEKITUN

J1. 3anopos

29.Ilo0 kakoMy M3  TEPEUUCICHHBIX  TMPU3HAKOB  MOXHO  3aI0J03PHUThH
HecnenuUUeCKHil SI3BeHHBIA KOJIUT:

A. bonu B )XHBOTE

b. Hapymienue o01iero cocTossHus

B. IloBeiieHne TEMIIEpaTyphl

J1. Ilpumech KpOBH B KAJIOBBIX Maccax

30. [Ipy  mpeuMyIIeCTBEHHOM TMOPAKEHWH TOHKOW KHUIIKK B  KOMpPOTpamMme
0OHapyKUBAETCsI BCE NEPEUUCITICHHBIE, KPOME

A. bonbIoe KOJIM4eCcTBO KUPHBIX KUCIIOT

b. Mbu1a :KUpHBIX KUCIIOT

B. HeunrpanbHslii xup

I'. MplieyHbIe BOJIOKHA

J1. bonpioe KONMMYECTBO IPUTPOLIUTOB U JIEUKOLIUTOB

31. Ilocrne BHIMUCKM W3 CTallMOHapa PEOCHOK C  XPOHMYECKHM SHTEPOKOIUTOM
JIOJKEH HAOJII0IaThCs

A. ExeMecsiuHO

b. 1 pa3 B 3 mecsia

B. 1 pa3 B 6 mecsieB

I'. 1 pa3 Brog

32. IlpoTuBOpeNUIMBHOE JIEYEHUE IIOCJIE€ BBIMUCKU M3 CTallMOHapa OOJILHOMY C
XPOHUYECKUM SHTEPOKOJIUTOM MPOBOJIST:

A. uepe3 3 Henenu

b. gyepes 3 Mecsia

B. Uepes 6 mecsnen

I'. Yepes 1 ron

33. U3 pammoHa OOJBHOTO C XPOHUYECKUM DHTEPOKOJIUTOM MCKIIOUAIOT BCE
MePEUYHCICHHOE, KPOME
A. Octphle, CoJICHHBIC, KOITYEHHBIC OJIF01a
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b. XKupusie copta pbiObL, Msica
B. Monoxko

I'. CnobHoe Tecto, muporu

J1. s16moku

34. IlpodpunakTuueckrue NPUBUBKU PEOCHKY C XPOHUYECKHM 3HTEPOKOIUTOM
A. IIpoTHuBOIIOKa3aHbI B TEUEHHUE 6 MECSLEB MTOCIIE 000CTPEHUS

b. [IpoTuBOonioKa3aHsl B TeueHHE 1 rojga nocie 000CTpeHUs

B. IlpoBondTcs cornmacHO TPUBUBOYHOMY KAJIEHIAPIO

I'. IlocTOAHHBIN MEeIUITMHCKUIN OTBOJ

J. IIpoBoadaTCs B Ieprog CTOUKOW PEMUCCUH

35. UTO U3 nepeuncIeHHOr0 HE OTHOCSTCS K OPOKAaM Pa3BUTHS KUIIIEUHUKA
A. ATpe3us KUIIEYHUKA

b. Creno3 kumieyHnka

B. Kumieunsrit uHbaHTHIN3M

I'. Qymmakanys KueYHuKa

J1. MerakonoH

36. Kak yacTo BCcTpe4yaeTcss aHOMAJIASI Pa3BUTHS KUIICYHHUKA
A. Y 1 na 1000-1500 poguBmuxcs neren
b. ¥ 1 na 1500-2000 poauBmmxcs nereu
B. ¥V 1 Ha 2000-2500 poauBimxcs nerei
I'. ¥V 1 ma 2500-3000 poauBimxcs aereit
J. Y 1 na 3000-3500 poauBmiuxcs aerei

37. K TepatoreHHbIM (paKTOpaM MOPOKOB Pa3BUTHUS KHILIEYHUKA OTHOCSITCS BCE, KPOME
A. BpeaHsbie NpUBBIYKY y O€peMEHHOM

b. Monusnpytoiee u3nydeHue

B. Undexnun

I'. Merabonnyeckue HapymIeHUs

. Jeduut kxupopacTBOPUMBIX BUTAMHUHOB

38. C xakumu 3aboneBanusmu cieayet auddepennuponats bonesns ['upmmpynra

A. Kuiieunas arpesus

b. Cteno3 kuiku
B. ATtpesus 3aaHero npoxonaa

I'. TlproGpeTeHHbIi MEeraKoJIOH
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J1. Bce nepeunciieHHOe

39. Yto ABIsI€TCS OCHOBOM JICUCHUS JIJaKTa3HOM HEJOCTAaTOYHOCTH
A. bepmenToTepanus

b. xupypruueckoe yieueHue

B. IlpoGuoTtuku

I'. Inetorepanus

J1. AuTubaxkTepuaibHas Tepamnms

40. Kakol oTaen KUIIEYHHUKA IPEUMYIIECTBEHHO CTPAIaeT PH LETUaKUN
A. 12-nepcTHas KuIIKa

b. 12-nepcTHas u Tonas KuIka

B. Toacras kumika

I'. Tomas u ToacTas KUIIKa

/1. Bce oTaennl KumeuyHnKa

CuTyalnMoHHbIE 3a1a49H

1. Pe6enok 2 rona. Co cioB marepu y pebeHka Obu1a omHOKpaTHas pBoTa. CTyi ObLT
10 8-10 pa3 B cyTKU ¢ OeIbIMU KOMOYKaMU, C HEOOJIBIIION MTPUMECHIO CITU3H. ITO
Hayasoch MocJie JKUPHBIX 0s1roa. MaMa ero nepekopmuia.

OO61ee cocTosiHUE CTPAJAeT MaJlo, alMETUT CHUXKEH, SI3bIK HEMHOTO 00JI0KEH OeJIbIM
HanetoM. [Ipu manpnanuu pedbeHOK OECTIOKOEH, MOCIIEe OTXO0XKICHHS Ta30B
YCIIOKAWBaETCS.
B xonmporpaMme MHOTO HEUTPAJIBLHOIO KHUPaA, KOMOUYKH HEMEPEBAPEHHOIO KO3EHUHA,
€MHUYHBIE JTCHKOLNTBHI.

1. Bam npeaBapuTenbHbIN AUArHO3

2. Pebenok 14 net xanytorca Ha 00Jb B 00JaCTH MyIKa, B HUXKHEW YacTH JKUBOTA.
bonu nosiBigroTcs yepes 2 4 nocie npuéMa MUy, yCUIUBAIOTCA Nepe Ae(eKainei,
mpu Oere, MpbDKKAxX, €3/1¢ HA TpaHCIopTe. B aHamHe3e paHblne ObLT HEYCTOWYMBBIMA
CTYJI, OTMEUaETCA 3a/IepAkKKa POCTa, AaHEMUS, TPU3HAKU TMITIOBUTAMHUHO3A.

1. Bam npeaBapuTEIbHbBIN JUArHO3.

2. Bama TakTuka
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3. bonbnoit MyxamenoB P. 12 nert. boneer B Teuenue roma. M3 anamHe3a: KaKIbIid
MeECSII] 110 2 HEJIeIM OTMEUAETCS AKUJKHUI CTYJI, MaJIbIMHU MOPIUSIMU C IPUMECHIO
KPOBH M CIH3H 10 12 pa3 B CYTKH; MYy4YHUTENIbHbIE CXBaTKOOOpasHbie 0Oo0yu
pacupocTpaHsoIMecs 10 BCEMY JKHMBOTY; TeHe3Mbl, Temneparypa 38,5 C.
OOBEKTUBHO: CHM)KEHHUE MacChl Tella, OTCTaBaHUE B (PU3MUECKOM Pa3BUTHUH,
KOXa W BUIUMBIC CIM3UCTBIE OJenHoe, cyxue. PekTockomus: - ciau3ucTas
000J10YKa TPSIMOM M CUTMOBUIHOM KHILIOK KPYMHO 3€pHUCTast , AUPY3HO
BOCIIAJICHA, TUTIEPEMUPOBAHA, OT€YHA, BUJIHBI DPO3UU U SI3BBI.

Bam nipenBapuTenbHbIN 1Mar1o3?

4. Pebenox BammeB A 10 jer. 3aboneBaHue HadajaoCh HMCIOABOJIb, MHOSBHIACH
MIPUMECh KPOBHU B BUJEC OTACIBHBIX CTYCTKOB B oopmieHHoM ctyne. Ctym 2-3
pasza B CyTKU. 2 Mecslla HazaJl OTMeYasl MPUCTYIbl CXBAaTKOOOpa3HbIX OOJEl B
JICBOM TIIOJIOBMHE JKHMBOTA, CHIDKEHHE anmethTa. Ortmedaercs ONCIHOCTH
KOKHBIX TOKPOBOB, MUOAEPMHUsI, CyOQeOpuiabHas Temmneparypa. DpUTPOLUTHI
3,4 *10 12/n, remornmoomn — 70 r/m, COD 20 mm/dgac, aHanu3 Kajla Ha
MaTOT€HHYIO (PJIOpY OTpULIATETBHBIM.

Pekrockonus: rumnepemMusi, OTE€YHOCTb CIU3UCTOM O0OJIOUEK CUTMOBHUIHON U
HEOOJIBIITUE TTOBEPXHOCTHBIC SI3BHI.

1. TloctaBbTe NpeaBAPUTENIBHBIA TUATHO3?

2. YCTaHOBUTE ILJIAH JICYEHUS.

5. bonpHOMy 5 ner, 607aM B JKMBOTE IOCJE €JbI, MIOHOC, KPOBb B CTyJE (PEaKo),
Tuxopajaka, oOIiee HeJOMOTaHWe, CHIDKCHHE Beca, aHeMus, aTO3HBIM CTOMATHT,
apTpuT, y3noBaras osputema. OOmmii aHanu3 KpoBu: sputpouuthl 4,0-4,5 MIH;
remorniooun camkeH B (N 110-120 rp%), neikountsl nossimieHs! (B N 5000-8000);
COD yckopennoe B N 2-12 mm/4, obmuit 6emok camxer (B N 60-80).

Bawm guarunos.

6. Pebenok C. 7 nert. [Ipu sHI0CKOMMM OTMEUaeTCsl apTO3HOE U SA3BEHHOE MOPAKCHHE

Ha BOCITAJICHHOM CIIM3UCTOM KUIIEYHHUKA, CTCHO3UPOBAHUE.
Bam npenBapuTenbHbIil 1MarHos?
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