JlaHHBIN TOKYMEHT MOCBSILEH HelaBHEH MmyOnuKauuy B 001acTH MeJUaTpUu U NpeJHa3HaYeH AJIs
HEKOMMEpUYECKMX 00pa30BaTeNbHbIX 1ieaei. OH CONEPKHUT OTPHIBKH CTaThH «JlMarHOCTHKA U Jieue-
HUE 3a00JIeBaHUI HKETYJOYHO-KHIIEYHOTO TPAKTa y JIUI] C PacCTPOHCTBaMHU ayTUYHOTO CIIEKTpa:
COTJIAaCOBAaHHAsI MMO3MIIMS», NIEPEBEACHHBIC HA PYCCKHUH S3BIK M OIyOJIMKOBaHHBIE B skypHaue «[le-
nuatpusi» (tom 25, npuinokenue 1, suBapp 2010 r.), sxypHane AMeprKaHCKoi akanemun [lequar-
pun. JlanHast ctaThs Oblia mpoduHaHCHpoBaHa mpu ydactun WHcTtuTyTa M3ydenus Ayrusma. Ilo
MpUYMHE KpaiHeil BaXHOCTU U TEMbI JAHHOTO JOKYMEHTA, OTPHIBKM CTAaThU HA AHTJIMHCKOM SI3BIKE
ObUIM TIEpEeBECHBI HA pa3HbIe sI3bIKK. Komuio Bcel cTaTby Ha aHIIIMICKOM SI3bIKE MOKHO IMOJIYYHUTH,
OTIIPaBHMB MHUCHBMEHHBIA 3ampoc 1o aapecy: Mucturytr M3ydenns Aytusma, 4182 Anamc ABeHto,
Can [Iuero, Kamudopuus 92116, CLIA.

KonduaeHuuaibHbIi JOKyMEHT — He VISl paclipocTPaHeHus
2009

JInarHocTuKa M JiedeHue 3a001eBaHNii OPraHOB KeJYyI0YHO-KHIIEYHOT0 TPAKTA
y JIMI ¢ PAcCTPOHCTBAMM AYyTHYHOIO CIIEKTPAa

3a0o/1eBaHMs KEJTYAOYHO-KUILIEYHOT0 TPAKTA
MPH PACCTPOMCTBAX AaYyTUYHOTI'0 CIIEKTPAa
Kparkas corjiacoBaHHasi HO3MIUS,
PYKOBOACTBO JJIS MAIMEHTOB

CrioHcop MH(OPMAIIMOHHOW MPOrpaMMBI MO ayTU3MY. AMEpPHKaHCKOe O0IIecTBO ayTu3Ma, MHCTUTYT u3y-
yeHus aytusma, Mctep Cuic Operon, CeBepo-3amaanblii GoH[ ayTH3Ma



I'apaana Yunrep, A. M. H.
JlupexTop neauaTpuyecKoi nporpam-
MBI 110 BOCIIAJIUTEIBHBIM 3a00JIEBaHU-
SIM KUILIEYHHKa, 1eTcKask O0oIbHHLA
obero mpoduist mrata Maccauy-
CeTTC

Tum biou, 1. M. H.
[enuarp-ractposHTEpOIIOr, OONBHHIIA
o61ero mpoQuIIst, METUIIMHCKHHA KO-
nemx ['apBapaa

CornacoBanHasi nmo3uuus, npeaiucjioBue conpe)lceuaTeﬂeﬁ

MHorue aeTH, cTpajalouIne ayTU3MOM, Cepbe3HO Hex000c/en0Ba-
HbI U HY>KIAI0TCSI B JIEUeHHH.

Jluma, crpanaromuye ayTu3MOM, YacTo MOJydYaroT Hernojobatomee Me-
JTUITMHCKOE OOCITy>KMBaHWE, KaK IMPAaBHIIO, W3-32 OTCYTCTBHUS €IUHBIX
CTaH/IaPTOB WU YETKUX KPUTEPUEB JTUATHOCTHKH U JieUeHUs. Pe3yib-
TaT — 3TO HEMpPHEeMJIEMO OONBIION M MOTEHINAIBHO OMACHBIN Mpoben
B MEJIMIIMHCKOM O0ECIICUCHHUHU MAIIMCHTOB C ayTU3MOM.

ITonaBnsitoliee YUCIIO ayTUYHBIX JIETEH, UMEIONIMX HAPYIICHUS B pa-
00Te KEITyTIOYHO-KHUILIEYHOTO TPAKTa, HAMPABJIAIOTCS K IMCUXHATPAM
WM CHEIMATNCTaM TI0 TIOBEACHYECKUM MpoOIeMaM. DTO MPOUCXOIUT
MOTOMY, YTO ayTH3M — 3TO KOMIUIEKC CHMITOMOB, BKITIOYAIOIINX 3a-
TOpEI, 60T B )KUBOTE, arpeCCUBHOE TIOBEJICHHUE H T.J., KOTOPHIE UCTO-
pUYECKH CYHTAIOTCS TOBEASHUYECKHMH Tpobiemamu. be3 mMeaunuH-
ckoro OCMOTPA u IMATHOCTUKHU 31ux npobiem, K COKaICHUIO,
JICYCHUE MPAKTUUECKU HEBO3MOXHO. J[nuTenbHble mpobieMbl B pabdo-
TE KENYAOYHO-KUIIIEYHOTO TPAKTa MOTYT NIEpPepacTu B CEPhE3HBIC TMO-
JKU3HEHHBIE 3200JICBaHUS.

Hapymenus paGoTbl Kelly TOYHO-KUIIEYHOTO TPaKTa 4acTo HaOIoda-
FOTCS B JIETCTBE, HO JIETH C PACCTPOMCTBAMH ayTWYHOTO CIIEKTpa OT-
HOCSATCS K TPYIINE MOBBIIMICHHOTO PUCKA MO JKEIYJOYHO-KHUIICUHBIM
3a00JIEBaHUSIM TI0 CPAaBHEHHWIO CO CBOMMH HOPMABHO pPa3BHBAOIIH-
MUCSI CBEPCTHUKAaMU. B oTiiM4ne OT HOPMAaabHO Pa3BUBAIOLIUXCS Jie-
Tel, OONMBIIMHCTBO JeTell ¢ paccTpoiicTBaMHu ayTHYHOTO CIIEKTpa He
MOTYT COOOIIUTH O OOJU WK TUCKOM(OPTE, CBUIETEIHLCTBYIOIIUX O
HapyIIeHUSX pabOTHl KeNyTOYHO-KHIIEYHOTO TPaKTa, TaK KaK HE
MMEIOT HEOOXOIUMBIX JIJISl 3TOTO HABBHIKOB OOIIECHUS.

I'maBHO¥ 3ajmavell TaHHOW COTJIACOBAHHOW KOH(EpeHIUU 1o 3abole-
BAHUSAM JKEITYJIOYHO-KUIIEYHOTO TPaKTa SBIISIETCS yJydIIeHWE Auar-
HOCTUKU U JICYCHUS] 3a00JIEBAaHUI JKETYJA0YHO-KUIICYHOTO TPaKTa Y
JIETeH, CTpalaolIMX PacCTPOWCTBAMHU ayTUYHOTO CIIEKTPA, a TaKKe
CTEPEOTHUITHOTO TOBE/ICHUS, BBI3BAHHOTO JKEITYI0YHO-KHUIIICYHBIMU 3a-
OoJeBaHUSIMH.

MexnuciuminHapHas KOMICCHS TIEPeCMOTpelia MEIUIINHCKYIO JINTe-
paTypy H BBITyCTHIJIA OOIIKE COTIACOBaHHBIE PEKOMEH IAINH 110 JTHar-
HOCTHKE W JICYCHHIO 3a00JIeBaHWH JKEITyJOYHO-KUIIEYHOTO TPaKTa y
JIAHHOW KaTeropuu mnanueHToB. COrjlacOBaHHOE DKCIEPTHOEC MHEHHE
KOMHUCCHU 3aKIJII0YaeTCs B TOM, 4YTO JIUIA, CTPAJAroIIue pPacCTpOii-
CTBaMH ayTHUYHOTO CIIEKTPa, UMEIOT MIPABO HA HE MEHEE TINATEILHOE U
KauecTBEHHOE OOCIIeJIOBaHNE W JIEUCHHE 3a00JIEBAaHUH >KEITYyHOYHO-
KHIIIEYHOTO TPAKTa, YeM TMAalMeHThl, HC HMMEIOIUE ayTUYHBIX pac-
CTpoOicTB. MemuiHCcKie paOOTHUKN B OJIU3KHE TOJDKHBI OCO3HABATH,
YTO POOJIEMHOE TIOBEICHHE MAI[UCHTOB C PACCTPOUCTBAMU ayTUYIHOTO
CIIEKTPa MOXKET OBITh TJIABHBIM WJIM €IMHCTBEHHBIM CUMITTOMOM 3a00-
JICBaHWUsI, SABISIONIETOCS MPUYMHON TaHHOTO TIOBEJCHMsI, BKIIIOYAs He-
KOTOpBIC 3a00JICBaHMSI OPTaHOB KETYJOYHO-KUIIEUHOTo TpakTta. Jys
JIAaHHBIX MAIMEHTOB HauOoJiee F3(h(HEKTUBHBIM MOXKET OKa3aThCs coue-
TaHue OMXEBHOPHUCTUIECKOTO TOX0/1a U METUIITHCKOW TTOMOIIIH.



KpaTlcoe U3JI05KeHH e COTJIACOBAHHOM MO3UIIUU

PaccrpoiicTBa ayTHYHOTO CIEKTpa — 3TO PacIpPOCTPAHEHHBIE U KIMHUYECKH Pa3HOPOIHbIC HAPYIICHHS HEB-
POJIOTHYECKOTO U MCUXUYESCKOTO Pa3BUTHA. 3a0osieBaHus KenyqouHo-kumiednoro Tpakra (manee — XKKT) u
UX CHMIITOMBI YaCTO HAOJIOAAIOTCS y JIMII, CTPAAAIONINX PAcCTPOMCTBAMH ayTHYHOTO CIIEKTpa, HO TJIaBHas
mpobieMa 3aKIroYaeTcs B TOM, YTO TOYHOE KOJIMYECTBO M ONTHMAJBHBIE METOJBI JICUCHHS MOJOOHBIX CO-
CTOSIHUM TOYHO HE M3BECTHBI. | JIaBHON CIIOJKHOCTBIO B PacIO3HaBaHWU M yCTaHOBJIEHUM JUarHos3a 3aboJe-
BaHUs JKEITYA0YHO-KUIIEYHOr0 TPaKTa IpH PACCTPOUCTBAX ayTUUHOTO CIIEKTpPA SIBJIETCA CIOXKHOCTbH 001Ie-
HUS JUI1 MHOTHX MallMeHTOB. MeXIUCIMIUIMHApHAs KOMUCCUS U3y4YHiIa MEAULIUHCKYIO JINTEPATypy C LEIIbI0
BBIPA0OTKH OOIIMX HAYYHO 0OOCHOBAHHBIX PEKOMEHJIAIMH 10 TUArHOCTUKE U JeueHuio 3a0oneBanuii JKKT
y AaHHOHM KaTeropuu nanueHToB. Komuccus npumuia K BbIBOLY, YTO B HACTOSIILIMI MOMEHT Hay4HO 0OOCHO-
BaHHBIE PEKOMEHAALINN COCTaBUTh HEBO3MOKHO. COIJIaCOBaHHOE SKCIIEPTHOE MHEHUE KOMUCCUH 3aKJI04a-
ercs B TOM, YTO JIMIA, CTPaJaroliie pacCTpOHCTBaMU ayTHYHOIO CIEKTpa, UMEIOT MPaBO Ha HE MEHee TIla-
TEJIbHOE U KaueCTBEHHOE 00CIeOBaHNE U JicUeHHE 3a00JIeBaHNH JKETyI0YHO-KUIIEYHOTO TPaKTa, YyeM Ma-
LMEHTHI, HE MMEIOIIHME ayTUYHBIX PAacCTPOMCTB. JIuna, ocylecTBIAIONME YXO1, JOJKHBI 0OCO3HABATh, YTO
po0JIeMHOE MOBEJCHHUE MMAIMEHTOB C ayTUYHBIMHU PAacCTPONHCTBAMHU MOXET OBbITh IVIAaBHBIM MM €JUHCTBEH-
HBIM CHMIITOMOM 3a00JIeBaHUs, SBJIAIOMIETOCS MPUYNHON JaHHOTO TIOBEICHHS, BKIIOUasi HEKOTOpbIE 3a00J1e-
BaHUs OPraHoB KEITYAOYHO-KUIIEYHOTO TpakTa. JJisl JaHHBIX MalUeHTOB HanOonee 3PPEKTUBHBIM MOXKET
0Ka3aTbCsl coyeTaHne OMXEBUOPHCTHYECKOTO MOAX01a U METUIIMHCKOW moMoInu. OnpeneneHsl MpUOPUTETHI
JaIbHEWIINX MCCIEeOBAHUM, HANpaBIEHHbIX Ha YJIYyYIIEHHs HAIIEro NOHUMAHUS U JEeYeHUs 3a00JIeBaHUM
KKT y mu1 ¢ paccTpoiicTBaMH ayTUYHOTO CHEKTPA.
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CoryiacoBaHHbI€ 3aIBJICHUS

ITockosbKy 1OCTOBEpHBIE pe3ybTaThl KIMHUYECKUX MCCIEOBAaHUM OTCYTCTBYIOT, aTh HAYYHO 0OOCHOBaH-
Hble pEKOMEH/IAIINK Ha TAHHBIH MOMEHT HEBO3MOKHO. OJTHAKO 10 HEKOTOPBIM MOJIOKEHUSIM KOMHCCHS J10C-
TUTJIa COTJIACOBAaHHOM MO3WIMH, OCHOBAaHHOM Ha DKCIIEPTHOM MHEHHH M W3yYEHHH UMerolleics uHpopma-
uun. Beemu nmpusHaeTcsi, 4TO BO MHOTUX 00JIacTsAX U3BECTHBIE (PAKThI CBOAATCS K €AMHUYHBIM CIIydasiM, OT-
JIebHBIM HaOMIOACHUSM WM ONUCATENBbHBIM HCCIEJOBAaHMUIM, a TaKKe IUIOXO KOHTPOJIMPYEMBIM WM HE
KOHTPOJINPYEMBIM HCCIICOBAHUSM.

Komuccus mpuiia K corjIacHio Mo CIEAYIOMUM MO3UIHAM!

I'naBHoe 3asiBneHue (3asBiaenue 1). 1uya ¢ paccmpoicmeamu aymuyHo20 CReKmpa, UMelouue CUMNmMoMbl
JHCENYOOUHO-KUUEHUHBIX 3A00/1e6aHULL, UMEIOM NPABO HA MAKOe JHce MuameibHoe 00ciedosanue, KaxK u iuyd
be3 paccmpolicme aymuiHo20 CReKMpa ¢ AHANOSUYHBIMU CUMRMOMamy uiu npusnaxamu. Heobxooumo pas-
pabomams HAY4HO 000CHOBAHHbBLE ANROPUMMbL OYEHKU OOAU 8 JHCUBOMEe, 3aN0PO8, XPOHUHECKOU Juapeu u
eacmpoazopazeanvhozo pegniokca. Ilpu namuuuy cuMnmomos 3a001e6aHull HCeryOOYHO-KUUEYHO20 MPAK-
ma qya ¢ paccmpotcmeamu aymudHo20 CReKmpa umMeiom npaso Ha maxoe Jce muamenvHoe 0b6ciedosd-
Hue, Kaxk u opyeue nayuenmol. Hem dokazamenbcme cywecmeosanus CHeyupuieckux namo2eHHbix npoyec-
€08, XapaKmMepHbIX UCKTIOYUMENbHO OJSI PACCMPOUCME AYMUYH020 CNEKMPa U Mpedyioujux OmauYHblX Me-
mooog ouaznocmuxu. Pykosoocmea no oOuacnocmuxe pacnpocmpanenHulX 3a001e8aHULL  HCETYOOUHO-
KUUIEYUHO20 MPAKMA OA6HO pa3pabomanbl MeOUYUHCKUMU 00Wecmeamil, MeOUYUHCKUMU YEHMPAMU U On-
HOCAMCSL K pymuHHbim meouyunckum npoyedypam. (9-12) B ouens nemmnozux nybiukayusx, eciu maxkue 60-
06ue UMeImcst, paccmampusaencs: 60NPoc 06 UMEHeHUU Memooa OUAeHOCMUKY OISl IUY C 02PAHUYEHHbL-
MU B803MONCHOCMAMU, HANpumep, npu omcymemeuu peuu. Heobxooumvl nayunvle 060CHO8AHUSL NPOYEOYD
OUACHOCMUKU U Jle4eHUsl, HO 00 NPOBeOeHUsI COOMBEMCMBYIOUUX UCCAEO08AHUL HEOOXOOUMO PYKOBOOCEO-
8aMbCsl IKCHEPMHbIM MHEHUEM.

3asBieHue 2. 3a601e6aHUs OP2AHO8 JHCETYOOUHO-KUUIEUHO20 MPAKMA, HA KOMOpble 0ObIYHO JHCATYIOMCS
nayuenmsl 6€3 paccmpoicms aymuiHo2o CHeKmpa, makdice 6Cmpedaromcs y Nayuenmos ¢ paccmpoiicmea-
MU QyMUYHO20 CHeKmpa.

VY 1 ¢ paccTpoHCTBaMH ayTHYHOTO CIIEKTpa 3a00JICBaHMS OPraHOB JKETYA0YHO-KAIICYHOTO TPAKTa MOTYT
NPOSBIATECS B BUAC TUIMHYHBIX WM HETHUINUYHBIX CHMIITOMOB, HE CBS3aHHBIX C JKEITYIOYHO-KHIICYHBIM
TPaKTOM, BKIIIOYas HW3MEHEHHE MoBeAeHHs u/win mpobiemHoe moBeneHne. CTENeHb CHMIITOMOB MOXKET
CHJIBHO Pa3uyuaThCs Y Pa3HBIX JIUI] C PACCTPOWCTBAMH ayTUYHOTO CHEKTpa, TaK ke KaK M y APYTHX IMalueH-
ToB. CaMBIMH pacHpOCTpaHEHHBIMH CHMIITOMaMH 3a00JI€BaHHUI OPraHOB JKEIyIOYHO-KUIICYHOTO TPAKTa y
T, CTPAJAlOUIMX PACCTPOUCTBAMHU ayTHYHOTO CIEKTPA, SBIAIOTCS XPOHUYECKHE 3ar0phl, 00JIb B KHBOTE C
uni Ge3 JMaped, a Takke YHKONPE3 Kak CIeICTBHE 3amopa. JIpyrue jkeilyI0uHO-KHIIEUHbIE CHMITOMBI
BKJTIOUAIOT racTpod3o(areanbHbiii ped)Iioke, METEOPH3M M AHCAXAPUAA3HYI0’ HEIOCTATOYHOCTh, a TAKiKe
MATOJIOTUYECKHE M3MEHEHMsI, TaKhe KaK BOCHAJIECHHE JKeNyIOYHO-KHUIIEYHOIO TPAaKTa M HapyIIeHHs SHTe-
paIbHOU HEPBHOM CUCTEMBI.

3a0oseBaHUs JKEIYAOYHO-KHUIIETHOTO TPAKTA MOTYT UMETh M «HEKHIIEYHBIe» cUMITOMEI. [lo pasHBIM co-
oOmenusiM, 52% gereil ¢ paccTpoiicTBaMH ayTHYHOTO CIIEKTpa, HUMEIOIIUe 3a00JIeBaHHs KETyIO4HO-
KHUIICYHOTO TPAaKTa, CTPaAAl0T OT HAPYIICHUIH CHA U MPOCHIMAITCA HOYbIo (mpotuB 7%, p<0.001). etu c
PACCTPOHCTBAMU ayTHUHOTO CIIEKTPA, MMEIOIIHE TacTpod3odareanb bl pedmoke’, date mposBIsLIM Gec-
npuurHHOE pasapaxenue (43%), yem netu, He umerornue pedutrokca (13%). (13)

JuarnocTtrka Bo3MOKHBIX 3a0oneBanuii JKKT MokeT BappbUpOBaThCS B 3aBHCHUMOCTH OT 3aboseBanus (Tab-
nuna 3). Jlakra3zHas HEAOCTATOYHOCTh YACTO BCTPEYACTCS Y HACEJCHHS B LIEJIOM M IIO3TOMY TaKKe paclpo-
CTpaHEHa y IIUII C PAacCTPOMCTBAMHU AyTHYHOTO CIIEKTpa. [Ipy HamMYuy COOTBETCTBYIOIIMX CHMIITOMOB,
IpexIe YeM o0pamarbesi K TaCTPOIHTEPOIIOTY, Ul YTOYHEHUs AUAarHo3a MOXKHO MOMpPOoOOBaTh BBECTH JIaK-
Ta3y B BHIE T00aBKH WM OTPAaHUIUTH PAIHOH.

! Sukomnpes — HenpousBonbHas AedeKalus y aeTeil, 0OBIMHO yxKe MPHYIEHHBIX K TyaneTy. JeTH, CTpafaioie OT H-
KOIIpe3a, 4aCTO HEMPOU3BOJIbHO UCIIPAXKHSIOTCS B HU)KHEE Oelibe.

2 ﬂncaxapnna:aa — THII TIIMKO3UATUAPOJIa3bl — d)epMeHTa, PaCIICIUIAOIICTIO Jucaxapuabl HA MOHOCaXapuabl.
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3asBienne 3. npoyenm 3abonesanuti JKKT y nuy ¢ paccmpoiicmeamu aymuyHo20 cnekmpa 00 KOHYa He Uu3-
eecmen.

[peamonoxxutenpHas yactora 3adoneBanuii opranoB XKKT y nmereli ¢ paccTpoiicTBaMu ayTHYHOTO CIIEKTPa,
1o pasubiM coobureHusM, 9% - 70% u naxe Boime (Tabmuna 4) (13, 16-25). B snukpusax U3 KIMHHUK ST
ayTUYHBIX JIETEH COOOIAETCs O HATMYUU CYIECTBEHHBIX CUMNTOMOB 3a0osieBanuii opranos JKKT He menee,
geMm y 70% nanuentos (22) — 3TH TaHHBIE MOKHO B35Th 32 OCHOBY. HanmpoTHB, U3 HOBEPXHOCTHOTO aHAIH3a
0a3pl JaHHBIX BenukoOpuTaHuM ciieyer, YTO Ha MOMEHT IEpBUYHOM ITOCTAaHOBKM JMAarHo3a 4acToTa 3abo-
neBanuil opranoB JXXKT y nereit ¢ paccTpoiicTBaMu ayTHUHOIO CIIEKTpa HE BBIILE, YeM y JeTeil 6e3 monoo-
HBIX paccTpoiicTs (9%) (16).

Tab6auna 3. OueHka CHMITOMOB M JIHAarHocTuKa 3a6oseBanuii opranos KKT y aun ¢ paccrpoiicTBa-

MM AYTHIHOI'O CIIEKT

a

CuMnrom

Bo3Mmo:kHOoe 3a00-
aesanue KKT

l'[pomme}me CHUMIITO-
Ma

Hpe[lHOJIO)KI/ITeJII)HI)Ie AUArHo-
CTHYECCKHE MEPbI

Hapymenus cHa

ractponsodareans-
HBIN pedIroKce

Coo0mienue poxure-
Js1/METUIIMHCKOTO TIep-
coHaia

1. imarHOCTHYECKOe IPUMEHEHHUE
MHrHOUTOpa MPOTOHHOTO HAacoca
2.pH-mipo6a, DI'JIC

Camoarpeccus,
BCTIBIIIKH pa3apa-
JKEHHS, arpeccus,
OIMO3UIINOHHOE M0~
BeZICHUE

3anop, racTpo33o-
(areanbHbIN ped-
JIFOKC, TaCTPHT,
BOCIAJICHHE KH-
LICYHUKA

CooO0rieHue poaute-
151/ ME TUITUHCKOTO TIep-
coHasa

1.Pentren xxuBoTa

2. TMarHoCTHYeCKOe MPUMEHEHUE
WHTHOHUTOpA IPOTOHHOTO Hacoca
wiu I19T 3350

3.pH-npoba, SI'IC, Ko10HOCKO-
s

XpoHuueckas aua-
pest

MapabcopOuusi,
HECBapeHue

Kunkuii cryn 3 pasa B
JIEHb Y Yallle B TeYEHUE
2 "weneinb U boiee

1. AHanu3 Kajia Ha CKpPBITYIO
KpOBb, MaTOTeHHYIO (IIopy, AiIa
rimucroB/mapasutsl (Giardia nmu
Cryptosparidium.), Clostridium
difficile.

2. Bozmoxno, [13I" 3350 npu
Irapee

3. IpIxaTenbHbIi TECT Ha JTAKTO3Y
(unu u3MepeHne aKTHBHOCTH JIaK-
tassl), DT JIC, KOJOHOCKOMHS

Hanpsxenue npu
nedexau, TBep-
JIBIA WA PEAKUI
CTyn

3amnop

Cryn 2 pa3a B HEJICIIO U
pexe (Bpuranckas cuc-
TeMa OL[CHKH CTYJIa)

1. PeHTreH KMBOTA AJISI BBISBIIC-
HUS KJIOBBIX IPOOOK
2.IIpo6HOe mpumenenue [10T
3350

OueBUIHBINA THC-
KOMQOPT B )KHUBOTE:!
pebeHOK HalaBIMBa-
€T Ha )XHBOT, JIep-
JKATCS 32 )KUBOT U
1avyer, mpodieMHoe
[IOBEJCHUE, CBSI3aH-
HOE C e1oi

3anop, racTpoaszo-
(areanbHbIN ped-

JIIOKC, BOCTIANICHHE
KHIICYHUKA, MAJTb-
abcopOrusi, HeCBa-
peHme

1. JluarHocTUYECKOE TIPUMECHEHHE
WHTHOHUTOpA MPOTOHHOTO Hacoca
niu 191" 3350

2.PeHTreH ;xuBoTa
3.UccnenoBanye AbIXaHus Ha
7aKkTO3y (MJIM UCCIIE0BAHIE aK-
THBHOCTH JIAKTa3bI)

4. pH-tipo6a, II'JIC, xomoHOCKO-
Ut

Mereopusm u/wmu
B3/IyTHE )XHBOTA

3arop, TaKTa3Has
HEJOCTaTOYHOCTb,
KHIICYHbIC UH(EK-
uuu Giardiawim

1. Pentren xuBoTa

2. JlnarHOCTUYECKOE IPUMECHEHHE
I3I" 3350 wm orpaHUueHHE TIO-
TpeOJICHNUS JTAKTO3bI

Cryptosparidium 3. [IpIxaTenbHbII TECT Ha JAKTO3Y
unu OI'[IC (unu uccrnemnoBaHue
AKTHBHOCTH JIAKTA3bI)
Jro6oit u3 nepeunc- | OyHKINOHAIBHBIE OyHKIIMOHATBHBIE a0- 1. Ycnokausaroimas rnmoseaeHue-
JICHHBIX BBIIE CUM- | a0JOMHHANbHBIC JIOMUHAJIbHBIE OOJNH: CKasl Tepamnus
TITOMOB 6o 001k B s)xuBOTE Oe3 siBHO | 2. JloGaBiieHHE B paliioH QpyK-

Cunapowm paszzapa-

BBIPAKEHHBIX TPU3HAKOB

TOB, KJIICTYAaTKH, JOCTATOYHOI'O




’KEHHOTO KHIIIeY- aHATOMHUYECKHX, METa- 00BbeMa KUIKOCTH

HHKa OomueckuX, nHGeKU- | 3. YBennveHne BpeMeHH, OTBe-
OHHBIX, BOCITAJIUTCIIb- JCHHOI'O Ha COH U TUTUCHUYCCKHUEC
HBIX, HEOTTACTHYECKUX | TIPOLIEAYPHI

NN ﬂpyI‘I/IX I1aTOJIOIrv-
YECKHUX COCTOSHHIA.
Cunapom pa3apaxeHHO-
TO KUIIEYHHUKA: PyHK-
[IMOHAJTbHBIE a0 TOMH-
HaJIbHBIE 0OJIH B cOode-
TaHUH CO CTYJIOM Pa3HOM
HepI/IOI[I/I‘IHOCTI/I

BonbmmHCTBO yKa3aHHBIX UCCIEI0BaHUI UMENO OJHO MJIM HECKOJIBKO METOJIMYECKUX OTPAaHUYEHHH, B YacT-
HOCTH — OTCYTCTBHE COOTBETCTBYIOLICH (MapauienbHON) KOHTPOJIbHOU Trpymibl. HecMOTps Ha orpaHuYeH-
HBIE JJAaHHBIE, UX PE3YJIbTaT B LIEIOM OTpakall BBICOKYIO BEPOSTHOCTh Hanuuus 3aboneBanuii opranos JXKKT
y JIMILL C paccTpoiicTBaMK ayTHYHOIO CIIEKTPA.

3asiBiienne 4. cywecmeosanue 3abonesanus KT, xapakmeprnozo uckmoyumensHo Oisi iUy ¢ paccmpoti-
cmeamu aymuunoeo cnekmpa (Hanpumep, mak HA3bI6AEMO20 <AYMUYHOL0 IHMEPOKOIUMAY), He HOOMEep-
aHcoeno.

HekoToprle MEIUIIMHCKUE CHENUANUCTHI M UCCIEA0BATEIN MPEATONOKUIN, YTO ONPEeTIeHHBIA MaToIOTH-
YEeCKUi MpOLECC B KUIIEYHUKE XapaKTepeH UCKIFOUUTETBHO JUIS JIUI] C PACCTPOUCTBAMU ayTHYHOTO CIIEK-
Tpa. [IpennonoxxeHre o TOM, YTO UMMYHOJIOIMYECKUH MIM BOCIAJIUTENIBHBIN MIPOLIECC, XapaKTEePHbIH UMEH-
HO JIJISL pPacCTPOMCTB ayTUYHOTO CIEKTpa, ABJSIETCs MpuunHON 3a0oneBanuii opranoB JKKT, ocHoBaHO B ocC-
HOBHOM Ha OOHApYKEHHH JTUM(OUITHON IHIIEPIUIA3HH MOAB3IOIIHON KHIIKK® H/WIH XPOHHUECKOTO KOJNMTA
MIPY TIOMOIIX KOJIOHOCKOTIHH.

3asiBiienne 5. dokazamenbcmea NosvIUEeHHOU KUuuledHol nponuyaemocmu y auy ¢ 3abonesanusimu KKT
secbma oepanudentvl. Heobxooumo npogecmu danbheluue uccied08anust, Ymoosvl Onpedesums eusHue no-
BbIULEHHOU KUUEYHOU NPOHUYAEMOCIU HA HeUPONCUXUAMPUYECKUe CUMNMOMbL Y Oemell ¢ paccmpoucmeamu
aymuyHo20 cnekmpa.

V3MeHeHHe KHUIIEYHOM MPOHHUIIaeMocTd oTMeueHo y 9 u3 21 (43%) mereit ¢ paccTpoiiCTBaMH ayTHYHOTO
CIHEKTpa U HU Y OJHOTO M3 3I0POBBIX JETEH W3 KOHTPOIBbHOU TPyl (29). ABTOPHI IPEAMOIOMKHIIH, YTO MMO-
JIOOHOE M3MEHEHHWE MOXKET SIBJIATHCS NMPUYUHON YBEMYEHHOTO MOCTYIUICHUS TENTHIOB, MOJYYCHHBIX U3
MUIIH, Yepe3 MOBPEKACHHYIO CIIM3UCTYI0 000JIOUKY KUIIeyHHKa. Kak rOBOPUTCS, MOBBIIICHHAS KHUICUHAS
MPOHHUIAEMOCTh (MJIH <«IIPOTEKAIOMINI KUIICYHHUK>) MUIPAeT KIOUEBYIO POJIb B Pa3HBIX THIIOTE3aX O OHOJIO-
TMYECKUX TPHUYMHAX PACCTPOMCTB ayTHYHOTO CIIEKTPa, BKIOYas H30BITOYHYIO AKTHBHOCTH OIIMATOB,
yYMeHbIIIEHHe aKTUBHOCTH MENTHAa3hl M AUChYHKIMI0 UMMYyHHO# cructembl (302). HekoTopsie mccmemoBare-
JIM COOOINAIOT O MOHMKEHHOM COJIEPKaHUU Cephl Y JETeH ¢ pacCTpOHCTBaMU ayTHYHOTO CIEKTpa U O Mpe.-
TIOJIOKUTENTLHOM CBSI3U MEKY €€ HEXBATKOW M MOBBIIICHHOM MPOHUIIAEMOCThIO KHieaHuKa (13).
Nmerommuecs uTepaTypHbIe UCTOYHUKH HE TIOJATBEPKIAIOT HATMYUE MMOBBINICHHON KUIIEYHON POHHUIIAEMO-
CTH Y JIMI[ C PACCTPOWCTBAMU ayTHYHOTO CIIEKTpa. TOYHO TakXKe, MOBBINICHHAS KHIIICUYHAs MPOHHUIIAEMOCTD
He cBsa3bIBaeTcs ¢ 3aboneBaHuamu opranoB JKKT wnu HeliporncuxuarpuuecKMMH HposiBIeHUAMH. VMmero-
IMecs Ha JIAHHBIM MOMEHT UCCIICOBAHUSI HMEIOT OOJIBIIIME METOI0JIOTMYECKUE OTPAHUYCHHS, BKITIOYAst He-
OO0JIBIIIOE YHCIIO 0OCIICIOBAHHBIX U HEHA/ISKHBIC KOHTPOJIBHBIC TPYIIIbI, TOATOMY HEOOXOAMMBI JabHEHIINE
HCCIICTOBAHMS, KOTOPBIE JOJDKHBI POBOIUTHCS 110 BCEM MPaBHIIaM, T.€. C y4aCTHEM KOHTPOJIBHBIX TPYIIIL.

4 HOHB3HOH.IH&SI KHUIIKa — MOCJICAHAA YaCThb TOHKOI'O KMIICYHUKA Y BBICOKO OpraHM30BaHHBIX IMO3BOHOYHBLIX, BKJIHOYasi
MIICKOIIUTAIONIUX, peHTI/IJ'II/If/’I W ITHUIL. v pI)I6 JCJICHUE TOHKOI'0 KUIICYHHWKA Ha OTACJIbI HE CTOJIb OUYCBUIHO, ITO3TOMY
BMECTO HOZ[B3HOHJHOﬁ KHIIKU MOT'YT HMCIOJIB30BAThCA TEPMHUHBI <«3alHAA YaCTh KUIICYHUKA» U ((HI/ICTaJ'II)HHﬁ KHUIICY-
HHK».




3asiBiienne 6. quya ¢ paccmpoicmeamu aymuyno2o cnekmpa u 3abonesanusmu opeanos KKT uawe Oe-
MoHcmpupyiom npobaemHoe nogedenue. Ecau nayuenmol ¢ 3aboneeanuamu opeanos XKKT umerom nogeden-
yecKue OMKIOHEHUsL, MO MOXHCEM 3ampPYOHUMb OUASHOCIUKY .

U3 umeromeiicst tuTeparypsl CIeAyeT, YTO JIUIA C pacCTPOMCTBAMH ayTUYHOTO CHEKTpa W 3a00JIeBaHUsIMU
opranoB JXKT wuamie NeMOHCTPHPYIOT MPOOJIEMHOE MOBEACHUE, YEM JIMIA C PACCTPONCTBAMU ayTUIHOTO
CIIEKTpa, HE UMeroIe cuMnToMOoB 3aboneBanuii opranos XKKT (31). [Ipo6iemMHOE HOBEIEHHE — 3TO MOBTO-
pstorieecss MOBEACHUE WM JCHCTBHS, KOTOPHIE MEIAloT (GYHKIIMOHHPOBAHUIO WHAWBHAYYMA, MOIOOHEIC
TIPOSIBIICHHSI TAK)KE YaCTO HEOIArOMpHUITHO OTPAXKAIOTCS Ha YCHAaX CeMbH U obmiecTBa. [IpobdiemHoe moe-
JICHHE — 3TO CaMbId BAXKHBIH (AKTOp, ONMPEICIAIONNN HIU3KOE KaYyecTBO JKU3HH KaK WHIAMBHAyyMa C pac-
CTPOICTBOM ayTHYHOI'O CIEKTPA, TAaK M JIUL, OCYIICCTBISIONIMX yX0 3a HuM (32). PeueBbie 1 ABUTATENbHbIC
TIPOSIBIICHISI, BKJTFOUAsl TAaKOE MPOOJIEMHOE MTOBEACHHE, KaK CaMOarpeccust U arpeccus, a TakyKe o0IIHne nu3me-
HEHUsI OOIIEro COCTOSIHUS (HAMpUMeEp, HAPYIICHUS CHA WK Pa3ipaKUTEIbHOCTh) MOI'YT OBITh IOBEJCHYE-
CKAMH TIPOSIBJICHUSIMHA OOJIM B JKHBOTE WJIM TUCKOM(OPTa Yy JIAI[ C PACCTPOWCTBAMU ayTHYHOTO CIIEKTpPa
(Tabmuua 2). (14, 15)

Ornenka cumntoMoB 3aboneBanuii opranoB JKKT y nwuil ¢ paccTpoiicTBaMu ayTHYHOTO CIEKTPa MOXKET OKa-
3aThCsl CIIOKHOM. HapymieHns cHa ¥ OMHMCaHHOE BBIMIE MPOOJIEMHOE MTOBEICHUE MOXKET YKa3bIBaTh Ha JWC-
KoM(OpT B KUIIEUHUKE. B CBOIO ouepenb, TUCKOM(POPTHOE COCTOSHHE KHUILIEYHUKA, TAKKE KaKk M APYrue
CHMIITOMBI (3amop, B3AYTHE, METEOPU3M, JHApesi, HANPsDKeHUE Mpu AedeKanun) MOXKET OBITh CIEACTBHEM
HEHPO3HTEPUUECKON NUCPETYIISIUN WIH CUHAPOMA pa3/ipakeHHOr0 KUIIeYHHKa. Takol AuarHo3, Kak «CHH-
JIPOM pa3IpaKEHHOTO KUIICYHHUKA», TPYTHO OTIUYUTH OT JIPYTHX COCTOSIHWI 0e3 MHBAa3WBHOTO 00cienoBa-
HUS, U OH CTaBUTCS METOAOM HCKItoueHus. HaydHo 060CHOBaHHOE PYKOBOACTBO IO MPOBEACHHUIO TAKOH JH-
arHOCTHUKH OTCYTCTBYeT. 10 3TOW MpuirHE MOXKET BOSHUKHYTh HEOOXOIMMOCTh COBMECTHOM paOOTHI MeAn-
aTpoB, MICUXUATPOB, NICHXOJIOTOB U TaCTPOIHTEPOIOTOB C LENbI0 YIyUIleHHs TUarHOCTHKH U JieueHus 3a00-
neBanuit opranoB XKKT y il ¢ paccTpoiicTBaMu ayTHYHOTO CIIEKTpa.

Tadoauna 2. IloBeneHue, cCBUAETEIbCTBYOIEE 0 §OIH WM JUCKOMGOPTE B :KUBOTE y JIMI ¢ PACCTPOd-
CTBAMH AyTHYHOTO CTIEKTpa*

H3MmeHneHuns oo1ero
COCTOSAHUSA

I[Bl/ll“aTeJIl)Hl)Ie l'lpOﬂB.]'leHI/Ifl* * PeuyeBble NMpoABJCHUSA

I'pumacer JIroboe HeoObluHOE H3MeHe- | YacToe mokamnuiuBanue, | Hapymenus cna
Ckpexer 3ybamu HHUE MO03Bl, W00 €IWHUYHOE, | CIiaThlBaHUe, THKH U T.4. | - TpyIHOCTH TpH 3a-
B3nparusanue 100 B Pa3HBIX KOMOMHALUAX | - KPUK CBIIIaHUU
IlocTosHHOE  THTBE, | - IBU)KEHHE YETIOCTU - BexuymnbiBanue (0e3 Bu- | - TpymHoctd — mpu
MIPUEM THIIH, CTJAThI- | - IOBOPOT IIeH JIIMOU TIPHYIHHBI) 00apCTBOBAaHUU
BaHWe (XKBauyHOE TIOBE- | - BHITMOAHKE CIIMHBI - B3/IbIXaHUE, HBIThE IloBblmeHHas  pas-
JICHUE) - CTpaHHOE JBIKEHHE PYK - TSDKEJble B3I0XH, CTO- | JPaKUTETBHOCTb
PebeHok Bce TalUT B | - HEOOBIUHOE BpAlllEHUE KOP- | HBI (mpeyBenuuenHas pe-
por: myca OTNO)KeHHAasi  JXONalus, | aKIus Ha pa3apaxku-
- )KyeT oaexay (pykaB | - 4yBCTBUTENBHOCTh K TMPH- | BKIIOYANOIIAS YIIOMHHA- | TEJH)

pyOalIky, BOPOTHHUK | KOCHOBEHMSIM B 00JlacTU XH- | HUE 0 Oonu uiu xkuBote. | He BBINOJIHSET
pybauiku u T.71.) BOTa, YKJIOHEHUE - PebGenok roBoputr «VY | mpochOBl, Ha KOTO-
- ecr HecbenoOHble | Bo30OyxaeHue Te0a OONUT KHUBOT?», MO- | pble OOBIYHO CIEAyeT
MpeaMETHI - Xoawba Tyna-crona BTOpsisl TO, YTO €ro Mam | moxobaromas  peax-
Pebenok naBuT Ha xu- | - [IppDKKH cKazana J10 3TOro st (OMMO3UIIMOHHOES
BOT - becnprnunnnoe ysenudenue | Ipsimas peub MOBEICHHUE)

- JIOXKWTCSl JKUBOTOM | IOBTOPSIOIIUXCS IBIM)KEHUH | - PeOEHOK TOBOPUT <OKU-

Ha npenmersl mebenu | Camoarpeccus BOT OOIUT» WM «OM»,

WIN PaKOBUHY - peGeHOK KycaeTcs «OOJBHO», IIITOX0», TO-

- TIPIWKUMaeT PYKU K | - ObeT ceds mo Juiy KasplBasg IpU OSTOM Ha

KUBOTY - ObeTcs roJI0BOM KHUBOT

- TPET KUBOT - OecpUYMHHOE YBEJIUYEeHUE

IlocTykuBaHMe mallb- | caMOarpeccuu

aMu Arpeccus

-  peOEHOK CTY4HT | - HOSABJICHHE WM YCUJIEHUE

HaJIbLAMU 110 TOPIly arpeccUBHOIO NOBEICHHUS

* (DYHKHI/IOHEUILHEUI OIICHKa IMOBCACHHA MOIJIa OBbI TIOMOYb HHTCPHPETUPOBATH HOI[O6HI>I€ MPOABJICHUS.




** JlBuraTenbHble MPOSBICHUS TakK)Ke MOTYT OBITh MPHU3HAKaMH OOJHM WM JUCKOMQOpTa B IPYTUX YacTaX
Tena.
Anantuposano. Mcrounuk: MakAdu u np., 2004 r. 14 Kapp u Osen-/lelllsep, 2007, 15

3asiBlIeHHe 71 ecu paccMampueaemcsi 60NPoOc 0 NPOXOACOEHUU KypPCa No YCMPaHeHuio npodIemMHo2o noge-
O0eHusl nayueHma ¢ paccmpoucmeom aymuuHo20 CReKmpa, 1uyd, OCYuecmsiaiouue yxXoo0 3a HuUM, O0JIICHbI
yuumvigamo, ymo 3abonesanus XKKT, u, 6 ocobennocmu, 6016, 2671810MCs NPOBOYUPYIOWUM AKMOpom —
mo ecmb akmopom, KOmMopbiil NOGbIUAEN 6EPOIMHOCHIb CEPbE3H020 NPobieMHo20 nogedenus (Hanpumep,
azpeccuu, camoazpeccuu). Buesannoe unu ecnpuuunHoe usMeHeHue no8eoeHUs. Modicem Oblmb NPUSHAKOM
bonu unu ouckomgopma, asnfiowe2ocs nepsonpudunou. Ilogedenyeckylo mepanuio MOMCHO HAYUHAMb NO-
cne ouaznocmuku u aederuss (Ui UCKIIOUEHUS) B03MOICHOU MEOUYUHCKOU NPOOIeMbl, HO NO8EOEHUECKAs.
mepanus Hu @ Koem cayuae He 00IHCHA 3aMeHAMb Meduyurckoe obcredosanue. Ilnan nogedenueckoli mepa-
nUU HYHCHO paspabamuiéams, 6oINOIHAMb U USMEHAMb COBMECMHO ¢ MEOUYUHCKUM CReYyuanucmom, omee-
uarowum 3a 00ciIedosanue.

MeauinuHCKHE pyKOBOJCTBA 10 JIEYEHUIO PACCTPOMCTB ayTUYHOTO CIIEKTpa HE BKJIIOYAIOT CTAaHIApTHYIO IH-
arHOCTHKY NMOTEHIHATBHBIX 3ab0neBanuii opranoB JKKT (2-5). Kak ormeuanock paHee, CHMITOMBI 3a60J1e-
Banmii opraHoB JXXKT y nu1 ¢ paccTpolicTBaMU ayTHYHOTO CIIEKTpPa M, B OCOOCHHOCTH 00JIb, MOTYT SBJISIOTCS
npoBonmpyomME (akTopamu mpobdiemHoro noseaeHus (33). B Takoil cutyaiuu npoBOLUPYOMUM (Hak-
TOPOM MOXKET MOCTYXUTh Jt000# cumnrom 3aboneBanuii JKKT, koTopelil onpenenseT To, Kak 4enoBek Oy-
JIET pearupoBaTh Ha ONpeeieHHY0 cuTyauuoo. Hanpumep, Hammure 6omu (IpoBOLMpYOIHHA (HakTop co
croponsl JKKT) MoxkeT IPUBECTH K TOMY, YTO MPOCTHIC SKESTHEBHBIC 3aIaHUsI U PYTUHHBIE MPOLEAYPHI OY-
YT BOCIIPUHUMATBCS PEOSCHKOM CO 3HAYMTEJIBHO OOJIBIIUM OTBPALLEHUEM, YEM B Cllydae, eciu Obl peOeHOK
OBLI 3710pOB W HE UCHBITHIBAN Oonu. Kak cieacTBue, BHIMONHEHNUE €KEJHEBHBIX 3aJaHUi U PyTUHHBIX MPO-
Lexyp B HOJOOHOM cilydae BbI3BIBAE€T IPUCTYIHI IPOOIEMHOIO MOBEAEHUS, IOCKOJIBKY PEOEHOK IbITaeTcs
n30exarb CUTyallu, KOTopas Terepb crana HenpusTHol. Ecnu 3a6oneBanne XKKT Oyzaer BeuieueHO, BIIOTHE
BEPOSITHO, YTO O0JIb YMEHBIIUTCS M CUTYaIUs He OyAeT BOCOPUHUMATHCS CTOJIb HEraTHBHO,; CIEI0BATENBHO,
y peOeHKa He OyJeT IOBoja IEMOHCTPHPOBATh MPOOIEMHOE TIOBEICHHE.

Hanuure cumnromoB 3abosneBanuii opranoB JKKT u/wnn cBsI3aHHBIX ¢ HUMH MOBEACHYSCKUX TPOSBICHHH,
HE3aBHCHMO OT TOr'0, YETKO JIM OHHU CBSI3aHBI II0 BPEMEHH C IIPOOJIEMHBIM [IOBEJIEHNUEM, JOJDKHO paccMaTpu-
BaThCsA Kak IOBOJ U CPOYHOIO MEIUIMHCKOTO 00cieoBaHus. B 3aBUCHMOCTH OT KIMHUYECKON KapTHHBI
MEIUIIHCKOE 00CIEeIOBAaHNE MOXKET IPEAIISCCTBOBATh OBEICHICCKON IIIH MICHXHATPHIECCKON (hapMaKoo-
TMYeCKOH Tepanyy WK MPOBOAUTHCA OJHOBPEMEHHO.

Oco3HaHHE TOTO, YTO OOJIB B )KUBOTE U TUCKOM(POPT MOTYT OBITH IIPOBOLIUPYIOMINMHA (PaKTOPaMH, HMEET OT-
pPOMHOE 3HaYCHUE AJISI JIeUeHHs IPOOIeMHOro noseneHus (15).

3anBiienne 8. PoOcmeeHHUKO8 U Y, OCYWECMEIIOWUX YX00, He0OX00UMO 00yYams pacno3HaA8ams mi-
nUYHble U AMUNUYHbIE NPUSHAKYU U cumMnmombl 3abonesanuii opeanos JKKT y nuy ¢ paccmpoiucmeamu ay-
MUYHO20 Cnekmpa.

Knunnuaeckoe npossienue 3aboneBannii opranos KKT y mur ¢ paccTpolicTBaMi ayTHYHOTO CIIEKTPa MOXKET
OTIINYATHCS OT aHAJIOTMYHBIX CHMITOMOB Y JIUII, HE UMEIOLINX OTKJIOHEHHH B pa3BUTHUU. Hampumep, u3me-
HEHHUS B MOBEJCHUH MOTYT OCIIOKHSTH IOCTAHOBKY JHAarHO3a racTpo330dareaqbHOro peduitokca y JHil ¢ Ha-
pylLIeHUsIMH peud. B pesynbrare KIMHUYECKHX HAOMIOACHUH OTMEUEHO, YTO arpeccusi U CaMoarpeccus Mo-
TyT OBITh MEPBBIMH KIMHUYECKUMH HPOSIBICHHAMHU racTpod3odarealbHoro pediokca y JIHI ¢ paccTpoii-
CTBaMH ayTUYHOTO CIIEKTPA, HO 3TH CHMIITOMBI 329acCTyI0 PUHATO OOBSICHITH HEMETUIIMHCKIMH TIPUYHHA-
MH. B pesynbrare Takue mposiBIICHHS MOTYT HE TIPHHHMAThCS 3a MPOSBICHUS TacTpod3odareanbHOro ped-
JIIOKCa |, 9TO BAXXKHO, HE JeUuThCs. JInIa, OCyecTBISIONNEe YXO, JOJDKHBI IMETh MpecTaBiIeHne 00 aTH-
MUYHBIX TposiBiIcHUsX 3a0oseBanuii opraHoB JKKT. Eciu MenuiuHCKuil mepcoHal U poJIHbIC OYAYT UMETh
rH(GOPMAIIIO O TTOI00HOM B3aMMOCBSI3H U MPOSBISITH OOJBIIE BHUMAHMS, 5TO MPHUBENET K TOMY, YTO JaH-
HBIE COCTOSHUS OyIyT AMAarHOCTUPOBATHCS M JICYNTHCA B HauOoOJee TSHKENBIX ciiydasx. UToObl OLEHUTh He-
00X0TMMOCTH TIOJIKITIOYCHHSI TIOBEJICHUECKOW Teparuy ISl yCTpaHEHUs Mpo0IieM, BEI3BAaHHBIX 3a00JIeBaHUS-
mu JKKT y nmui ¢ paccTpoiicTBaMu ayTHYHOTO CIIEKTPa, HEOOXOAMMBI AaTbHEHIINE UCCIIETOBAHNA.

3asBaenune 9. neduampol u opyeue auya, OCywecmeusiiowue yxo0, 00JINCHbL UMENDb NPeiCmasieHue o no-
MEeHYUANbHBIX NPOOIEMAX NUMAHUA NAYUEHMO8 C paccmpolicmeamu aymuunozo chexmpa. Ecau y nuy, ocy-
WeCMBIAIOWUX YX00 30 NAYUEHMAMU C PACCMPOUCMEAMU AYMUYHO20 CHEKMPA HUMU, BO3HUKAIOM ONACEHUs
1O N0600Y PAYUOHA NUMAHUS UNU eClU NAYUeHm 0eMOHCMpPUpyem u3bupamenbHOCms 8 ede Ul e20 payuoH



KpatiHe 02paHudeH, peKOMeHOYemcs KOHCYIbmayus Ouemonoed, 3HaKkoMoz20 ¢ OUemuieckot no00epicKoll
nayueHmos ¢ paccmpoucmedamu aymuyHo20 Cnekmpd.

CymectByeT HH(pOpMAaIHs 0 HEXBATKE OMPEeNICHHBIX TUTATEIbHBIX BEIIECTB B OPraHU3ME JIUII C PACCTPOIA-
CTBAMHU ayTUYHOTO CIIEKTPa, YTO HE YAWBUTEIHHO, YUUTHIBAA UX U30UPATEIBHOCTD B €/1¢ U CYIIECTBOBAHHE
MIPEATOJIOKUTEIBHO MOJIE3HBIX C TEPANIeBTUUECKOW TOYKU 3PEHUs TUET, KOTOphIe MOTYT OBITh HETIPaBHJIIb-
HBIMH C JIMETOJIOTUYECKON TOUKH 3peHus. B xome uccinempoBanus 36 jgereil ¢ paccTpoiCTBAaMHU ayTUYHOTO
CIEKTpPa, HE3aBUCUMO OT TOTO, OBLT JI MIX PallMOH OTPAaHMYCHHBIM WIIM HET, HEXBAaTKa HE3aMEHUMBIX aMHUHO-
KHCJIOT W3-32 HEOOIBIIOTO MOTpeOIIeHUI0 Oellka HaOI0Aanach Jaiie, 9eM Y KOHTPOIBHBIX TPy aHAJIOTHY-
Horo Bo3pacra u noia (37). HegocraTok B panroHe Kaubplinsd U BuTaMuHa I, a Takke DeUIuT Kenes3a MMpu-
BOJWJIM K HAPYLICHUIO POCTAa KOCTEW M HAPYIICHUSIM CHA Y JeTell ¢ pacCTpOWCTBAaMH ayTHYHOTO CIIEKTpa, C
HOPMAJIBHBIM U OTPAaHUYEHHBIM ParioHOM cooTBeTcTBeHHO (38, 39). CymiecTBYIOT pYyKOBOICTBA IO OOIINM
MpaBHIaM MUTAHKS, KOTOPbIE MOTYT MOMOYb MHOTUM ceMbsiM (40-42).

BasBaenue 10: nepeuunas oyenka Kauecmea NUMAHUL KAICO020 UYA C PACCMPOUCEOM AYMUYHO2O
CneKmpa OOIHCHA GKAIOHAMb.

- OTHOIIICHHE Beca K POCTY WM HHAEKC MacCHI Tea

- OTHOILICHUE Beca K BO3PACTy

- OTHOILICHUE POCTa K BO3PACTy

- IPOBEPKY JF0O0r0 3aMETHOT'0 U3MEHEHHUS CKOPOCTH POCTA (COOTHOIICHHE MPOIICHTUIICH K BPEMCHH)
[MenmaTpam pekoMeHIyeTcs PeryiIpHO OTCIECKHUBATh aHTPOIIOMETPHUYESCKUE TaHHBIC TIPH HAOIOACHHUN Jie-
Tel ¢ paccTpOWCTBaMK ayTHYHOTO criekTpa. Hapyinenus nuranus (oxXyaaHue, HU3KOPOCIOCTh) HITH U3Me-
HEHUsI CKOPOCTH POCTA JOJDKHBI HACTOPOKUTH ITEANATPa W HABECTH €r0 Ha MBICIB O TOM, YTO OTCTaBaHHE B
pOCTe MOXKET OBITh BHI3BAHO HEXBATKOW KaJTOPHUH MM HU3KMM MHUTATEIFHOM MOTEHIIMAIOM pPallMOHA, HEeCBa-
PEHUEM WIH HapyIIeHHeM BcachiBaHUA. JIFo60i peOCHOK ¢ HapyIICHUSIMH POCTa ITOJDKEH MPOHTH o0cmeno-
BaHKE y CIICHUAINCTA TI0 TUTAHMUIO, JKEIATEeIbHO, 3HAKOMBIM C HYTPHILEBTUYECKON MOAISPIKKON JIUII C pac-
CTpOiicTBAaMHU ayTUYHOT'O CIIEKTPA.

B nononHeHn: K HEXBAaTKe MUTATEIBHBIX BEIIECTB, ACTH C PACCTPOUCTBAMH ayTUYHOI'O CIICKTPa YacTo UMe-
10T CKJIOHHOCTD K okupeHuto. [Ipu m3yduenun tadmun 1992-2003 romoB, COCTaBICHHBIX HA OCHOBAaHHUHU JIaH-
HBIX TI0 JeTsiM 3-18 ser ¢ paccTpoHCTBaMH ayTHYHOTO CIEKTPa, YCTAHOBJIEHO, YTO OONBIIMHCTBO M3 HHUX
HUMEIOT CKJIOHHOCTh K M30BITOUHOMY Becy. JleTn ¢ paccTpoiicTBaMH ayTHYHOTO CIIEKTpa B Bo3pacte 12-19
Jnet, kak coobmaetcs, Ha 80% Ooiee CKIOHHBI K H3JIMITHEMY Becy o cpaBHeHuto ¢ 30,9% oObraHOTO Hace-
nenust. (43)

3asBienne 11: cosepuienno neseposmuvie coobUeHUsT HABOOAM HA MbICAb, YMO CPeOU JUY C PACCmpOoli-
cmeamu aymuyHo20 CReKmpa modxcem Oblmb HOOSPYNNA, NOJONCUMENTbHO Peasupyrouas Ha OUemuyeckoe
emewamenscmeo. [Jo mozo, kax neouampuvl u opyeue Cneyuarucmvl CMOSym pPeKoMeH008ams KAKoe-1ubo
U3MeHeHue payuond, Heooxo0umMbvl OONOIHUMENbHbLE UCCIEeO008AHUSL.

M3MeHeHue palroHa, Takoe Kak yIaJIeHHe U3 palioHa MOJIOKa MPU HAJTMYUKM CHMIITOMOB JIAKTa3HOW HeToC-
TATOYHOCTH, Y JIUI] C PACCTPONCTBAME ayTUYHOTO CIIEKTpPa, TaK K€ KaK U Y OOBIYHBIX MAIMEHTOB, MOXKHO
MIPOBECTH MPOOHBIM MyTEM NP HAJTHMYUH aHAIIOTUYHBIX CUMOTOMOB. JlaHHBIE 00 3 PEeKTUBHOCTH crienudu-
YEeCKUX JMET MPHU JICUCHHUH JIUI] C pacCTPOMCTBAMH ayTHYHOTO CIIEKTPa OIEHUTH CIIOKHO. [Ipesmonaraercs,
YTO MHOTHE M3MEHEHHUS PAIlOHA MOTYT TIOJIOKUTEIBHBIN HCXO/I, XOTS B JAHHOH CHTYaIlHX BeChbMa BEPOSTEH
addekt mnare6o. HemHOroOUMCIEHHBIE HCCICIOBAHMS, TIPUBEJCHHBIC B JTUTEPATYPE, CIOXKHO MHTEPIIPETH-
pOBaTh MPH OTCYTCTBHH JIOCTOBEPHBIX KOHTPOJBHBIX TPYIII.

3asiBaenue 12: umerowuecs Ha OAHHBLL MOMEHM PEe3yIbMambl UCCIeO08AHULL He NOOMEEpHcOarom 3pghex-
MUBHOCMb DE3KA3EUHOB01U, Oe32II0MEH0B80U OUembl Ul KOMOUHUPOBAHHOU Oe327I0MeH0B80U De3KA3eUHOBOU
Oouembl Kaxk nepeoco mepanesmuiecko2o cpedcmaa 0 auy ¢ pAcCmpoicmeamy aymuiHo2o cnekmpd.
HemHorouncneHHsle UCCIEA0BaHNS ObUIH ITOCBSIIEHBI BIUSHUIO 0€3Ka3eNHOBOM, OE3rII0TEHOBOM MM KOM-
OMHMPOBaHHOHN OE3TIIIOTEHOBOW 0€3Ka3eHMHOBOW IHETHI HA IOBEICHHE JIHII C PACCTPOMCTBAMH AyTHIHOTO
cnekTpa. Ha gaHHbBI MOMEHT OIyOJMKOBAHO TOJIBKO OJTHO JABOWHOE CIICTOE IUIANe00-KOHTPOIUPYEMOE HC-
cremoBanue. (45)

B yka3aHHOM JBOIHOM CIIENIOM IIIare00-KOHTPOIHPYEMOM HCCIIECIOBAaHUH BIMSIHHUS OE3TIIOTCHOBOH Oe3ka-
3eMHOBOM IueThl Ha 15 nmetelt ¢ paccTpoiicTBaMK ayTUYHOTO CIIEKTPa HE OBUIO OTMEUEHO W3MEHEHUI B CTe-
TICHU ayTHYHBIX NPOSBICHNH, OOUMICHIH, COMUATHHBIX HABBIKAX M COJACPIKAaHMH IENTHIOB B Mode depe3 12
Henenb. (45) Tem He MeHee, TOCe MOTyYeHUsT UH(DOPMAIMK O Pe3yabTaTax, ACBATh POAUTEICH 3aXOTEIH
TPOJOJDKHUTE JIWETy M COOOIIANM O TOJIOKHUTEIBHBIX CYOBEKTUBHBIX KIMHHYECKHX M3MeHeHmsx Ha BI'BK



nuere. Pe3ynpTaThl TaHHOTO MCCIIEIOBaHUS BeChMa OTpaHMYCHHBI M3-3a HEOOJIBIIOTO KOJMYECTBA YUYACTHH-
KOB, U3 Pa3HOPOJHOCTH, a TAK)Ke U3-3a COMHEHUH B IPABUIBHOCTH BBIIIOJIHEHHS U OTCYTCTBUH HapyILEHUH y
HCCIIEyEMBIX, a TAKXKE U3-3a HEBO3MOKHOCTH OJTHO3HAYHO OLIEHUTh PE3yNbTar.

Ponutensim HyxHa MHQOpManus, 4TOOBI COCTaBUTh COAIAHCHPOBAHHBIN PALMOH C yYETOM OTpaHUYEHHH,
BBOJIMMBIX BBIOPaHHON IUETOW. YUUTBHIBas cepbe3Hble TPYIAHOCTH, CBSA3aHHBIE C MOIJEPIKAHUEM CTPOTOM
BI'BK nueTs, HEOOXOUMBI JIOTIOJHUTEIBHBIE UCCIICOBAHUS JIJIS OIICHKHM (DaKTOPOB PUCKA U BO3MOXKHBIX
MapKepoB, MO3BOJIIOLIMX BBIABUTH JIML, KOTOPHIM JlaHHAs Juera Morja Obl MOWTH Ha monb3y. Komuccus
MIOJYEPKHUBAET, YTO POJUTENHN U JIMLA, OCYLIECTBIIONINE YXO/ 3a IAalUeHTOM, JOKHBI COBMECTHO OIpe/e-
JIUTH OOBbEKTUBHBIE KPUTEPUU.

3asBaenne 13: credyem cobpams noOpobHblll aHAMHE3 NAYUEHMOE C PACCMPOUCIMEAMU AYMUYHO20 CHEK-
mpa, Ymoobl GblAGUMb BO3MOICHYIO B3AUMOCEA3L MEHCOY B030€UCMEUeM ANNEP2EHO8 U 3AD0NE8ANUAMU Op-
eanos JKKT ulunu nogedenueckumu cumnmomamu.

[o pasueiM onieHkaM, oT 25% o 65% nereil B 3amagHBIX CTpaHaX YyBCTBUTENBHBI K Pa3IMYHBIM ajliepre-
HaM, IIpH 3TOM IHIIEBHIE aJICPTHH MPUCYTCTBYIOT ¥ 6-8% MitageHneB n geTel Miaamiero Bo3pacra M Mpu-
Omm3uTensHO Y 4% moapocTKOB U B3pocibiX. [Ipenmomaraercs, 9To aHATOTHYHBIN MPOIEHT IeTeil ¢ pac-
CTpOIiCTBAaMU ayTHYHOTO CIIEKTPa MOXKET UMETh ajuieprudeckue peakiun (46-48). B tabnuie 5 nepeuncie-
Hbl CUMIITOMBI UMMYHHBIX ajjiepruueckux peakuuil co croponsl JKKT, a Takxke pekoMeHIyeMble METOIbI
nuarHocTuky (49).

BasBaenune 14. npu obwenuu ¢ pooumenrsimuliuyamu, oCyujecmersiiomuMu yxo0 3a NAyUeHmom, Moxcem
OKA3AMbCsL NOJLE3HBIM NPUOCPHCUBAMBCI CIMAHOAPMUIUPOBAHHBIX ONPEOeleHUll OMPUYAMETbHbIX PeaKyull
Ha nuwy. [lannvle onpedenenus maxice ciedyem Ucnob308ams NPU U3yHeHUU He2amueHbIX NUUesblX PeaK-
yuil y Uy ¢ paccmpoicmeamu aymuyHo20 Cnekmpa.

MeaunuHcKHe PaOOTHUKH MOTYT COKPATUTh MOTEHIUANIBHOE HEAOMOHUMAHNE, OTOBOPUB TEPMHHBI C MMaI[H-
EHTaMH M YICHAMH UX CeMel B CaMOM Hadaje MpOoIeIyphl JMATHOCTHKH, a TAKXKE COMOCTABIISS UX C Pa3HBI-
MH THIIAMH HETaTHBHBIX PEakiMii Ha muiry. TakuM 00pa3oM OHHM MOTYT CO3[aTh ONMpPEACICHHbBIH TEPMHHO-
JIOTHYECKHH 0a3uC 151 00CYKIACHUS M PELINTD, SIBISETCS JIM THATHO30M ITHINEBAs ajuleprus, APYroi THI OT-
PHIIATEIFHOM PeakIMy Ha MTUIILY MM COBEPIIEHHO APYTOH MPOIIECC, HE CBSI3aHHBIH C MTUIEBAPEHUEM.

B norudeckoii cxeme, pa3paboTaHHOU IS KJIaCCH(HUKAIINK MUINEBBIX PEAKIMii B 3aBUCMMOCTH OT MX MeXa-
HHU3Ma, «HETAaTUBHAS PEaKIUs Ha IHILY>» — 3TO OOLIMH TEpMHH, KOTOPHIH 0003Ha4YaeT JI00YI0 HEMPHATHYIO
PEaKInio, BO3HUKAIOIYIO B pe3ynsTare yrnotpedacuus mumm. (50) HeratuBHas peakuus MOKeT OBITH TOK-
CHYeCKOW wiH HeTokchueckoit. (51)

[MoreHnuanbHOE OTBpAICHUE K OMPEACICHHBIM MPOAYKTAM HY)KHO YUHTHIBATH MPH JICUCHUH IMAI[MEHTOB C
paccTpoiicTBaMH ayTHYHOTO crekrpa. OTBpameHue MOXKET MPUCYTCTBOBATh M3-3a MPEIBIAYIICTO HEPHUSIT-
HOTO COOBITHS, TMPOU3OIMICAIIETO MOCIEC YIOTPEOICHHS OMpPEAETIeHHOrO MPOAYKTa. 3aTeM OTBpalleHHe K
KOHKPETHOMY TIPOIYKTY MOXET PaclpOCTPaHHTHCS Ha OoJiee MMPOKHM mepedeHb MpoaykToB. Hampumep,
ecin pebeHKyY ¢ pacCTPOMCTBOM ayTHYHOTO CIIEKTPa CTAJIO IIOXO MOCIE TOTO, KaK OH ChENl IOMHUIOP, TO T10-
Clle TAaHHOTO CIIy9asi OH MOYKET WMCIIBITBIBATh OTBpAICHHE KO BCEM KPACHBIM MPOAYKTaM. J[aHHBIHA acriekT
HEMEePEHOCHMOCTH YacTO YIYCKAeTCsl, KOTAa HyKHO HaWTH NMPHUYHMHY OTKa3a WHAWBHAYYMa OT KOHKPETHOTO
MPOIYKTA.

3asBaenne 15: y nayuenmos ¢ paccmpoiicmeamu aymuyno2o cnekmpa Heobxooumo coopams noopooHulil
anammes (BKIOUAS IUUHBLI AHAMHE3 ALIePSUYECKUX 3a00e8AHULL, UCOPUIO NUMAHUSL U CEMEUHbLI AHAMHE3)
U npogecmu OCMOmp, YMoObl MOYHO ONpedeums NOMEHYUAbHbIE CONYNCMEYIouUe aiiepeuieckue 3a60-
JIe6AHUSL.

[ToapoOHBIii aHAMHE3 U OCMOTP BCEr/Ia SIBJISIOTCS MCTOYHMKAMH Ba)KHOW WH(OpPMAIMK I Bpada, o0cie-
JYIOIIETO TMAIMeHTa ¢ PacCTPOMCTBOM ayTHYHOTO CIIEKTPa M BO3MOKHBIMU COIYTCTBYIOIIMMHU MHIEBHIMU
amteprusimu. Hannure ajmmepruyeckux 3a001eBaHUi B aHAMHE3€ Y POJAMTENCH Wi GpaTheB U CecTep SIBIIS-
eTCsl CEpPhe3HBIM (PAKTOPOM PHUCKA, II03TOMY y JTAHHOTO JIAIA PUCK BO3HUKHOBEHHUS MHIIEBIX aJICPTHI BBI-
mre. CTaHIapTHOE Pa3sBUTHE aJIEPTHH, KOTOPOE YaCTO HA3BIBACTCS «ATOMMUYCCKMM HAIIECTBHEM» HAYMHACT-
CSl C TIOBBIIICHHST TyBCTBHTEIBLHOCTH K NMHUINECBBHIM aJIEPreHaM H/MIM K3€Mbl B TCUCHHUE MEPBBIX ABYX JIET
JKU3HH, 3aTEM CJIEAYET MOBBIINICHHE YYBCTBUTEILHOCTH K JIBIXATEIBHBIM ajlepreHaM, KOTOPOe MPOSBIICTCS
B BHJIC pUHHUTOB, PEAKIIHH HA YKMBOTHBIX H/WJIH aJUIEpIrHUYCCKON acTMBI. MHOTHE JIETH ¢ BO3PAaCTOM Iepepac-
TaroT ayureprudeckue |gE-peaknny Ha MUIIEBbIC AJUTEPTeHbl, TAKKE KaK MOJIOKO, SIHIla, COI0 M IIICHHUITY, B TO
BpeMsI Kak JIMI[A, HMEIOIINE PEaKI[K Ha apaxuc, JIECHOW opeX, ppI0y M KPEBETKH, OCTAIOTCS allICPIUKaMHu.



[ockonbky annepruyeckue 3a00NeBaHKs IHUPOKO PACHPOCTPaHEHbl, a JIMIA ¢ PacCTPOUCTBAMH ayTHYHOTO
CIIEKTPa MOTYT MMETh HECTAaHIAPTHHIC TPOSBICHHS WIH CIOKHOCTH B CIIOBECHOM BBIPaKEHHH Kano0, Bak-
HO, YTOOBI JINIIA, OCYIIECTBISIOMINE YXO, 30pKO OTCICKHUBAIH CHMIITOMBI H UCKAJIU MPU3HAKU aJUleprude-
ckux 3aboneBanuii. Eciu 0 HaMWM4MU anieprudeckoro 3a0oneBaHus CBUACTEIBCTBYET aHAMHE3 WIIH OCMOTP
Bpaua, NallMeHTy C PacCTPOMCTBOM ayTHYHOTO CIIEKTpa cIeAyeT celaTh COOTBETCTBYIOIEe 00CIIeIOBaHNE
HA aJUIepreHsl (HampuMep, KOXKHbIe TpOoObI, U3MepeHue auiepre-crnenuduaeckoro |gE, snuMUHAIIMOHHEIE
JIMETHI, MUIIeBble poBokanun) u nuccnenoBanue JKKT (Bkirodas 1abopaTopHbIe HCCICAOBAHUS M, IPH He-
00X0ANMOCTH, HJIOCKOIHIO), TAKUE XKe, KaK MCCICAOBaHHS MAIlMCHTOB 03 PacCTPOMCTB ayTUYHOTO CIIeK-
Tpa.

ZanBaenue 16: yuacmue cneyuanucmos (aniepeono2o8, 2acmposumepono2os, OUemon0208 u Cneyudiucmog
HO RUMAHUIO) 8 IeYEHUU IUY C PACCMPONCMEAMU AYMUUHO20 CNEKMPA MONCEM OKA3AMbCS NOEIHBIM.
Jleuenne HecmoxHbIX Hapymmennit padoTsl XKKT, Takux kak 3amop WIH racTpos3odareaibHBIH pedIroke, y
JIII C pacCTPOMCTBaMHU ayTUYHOTO CHEKTPa MOXKET MPOBOAUTHCA M KOHTPOIUPOBATHCS METUATPOM WIIH JIIO-
ObIM JpyruM BpadoM obmiero npo¢uis. IIpu OTCyTCTBHM HONOKHUTEIBHOTO Pe3ysbTaTa OT CTaHIapTHOTO
JICYeHNsI TalllieHTa MOKHO HANpaBUTh K TacTPOdHTepoiory. Kommccns momuepkHyma, 9To oOpamaThes K
CHELHUAUCTY HY>KHO TOJBKO MOCIE TOTO, KaKk MAallMeHT He OTpearupoBall Ha CTaHAAPTHOE JeUeHUe, Ha3Ha-
YEeHHOE BpavyoM 0011ero npoduis.

AHaNOTUYHO, MAaIMEeHTHl ¢ PACCTPOMCTBAMH ayTUYHOTO CIIEKTPa, UMEIOIIUE aljiepruieckue 3a00JeBaHus,
MOTYT TONTy9aTh 3 (heKTHBHOE JICUCHIE 10T PYKOBOJCTBOM ITEANATPa WM JIFOOOTO IPYroro Bpada oOIIero
npoduis. YyacTue ajuieprojora peKOMEHIyeTcsl, ecy Y MaleHTa MHOXKECTBO allJIepTUil WK CIOXKHOE a-
neprudeckoe 3aboneBanne. Taxke MOXKET OKa3aThCs MONE3HBIM HAOIIOCHNE TUETOJI0TA, YTO MO3BOJHUT OII-
TUMH3HPOBATh MMUTAaHKE, TAK KaK Y JaHHBIX MAIIMEHTOB YaCcTO UMEIOTCS CeHU(pHUECKIE MUILEBIC TIPEANOY-
TEHHUS ¥ UX PAIFIOH OTPaHWYCH, WIN K€ OHH MOJIyJaloT IMUIIEBEIe T0OaBKH, KOTOPHIC MOTYT BBHI3BAaTh KPHUTH-
YecKHe 3aMevaHus CO CTOPOHBI AueTosnora. Heo0XoauMo MpOKOHCYIBTHPOBATHCS CO CIEHATHCTOM IO ITH-
TaHHIO, €CIIM €CTh MOJ03PEHNE Ha HAPYILICHUs B MUTAHHH HJIU €CITU MAIlMeHTa CJI0KHO HaKOpMUTh. [loTeH-
LUabHAs T0JIb3a OT JICUSHHs aJUIePTHUYecKUX 3a00JIeBaHWI C ydacTHeM SKCIEepTOB APYTUX oOiacteil 3a-
KITIOYAeTCs He TOJIBKO B COKPALIEHUH CUMITOMOB aJNIEPTHd, HO TaK)Ke U B YMEHBLICHUH TTOOOYHBIX d(dek-
TOB OT JIEKAPCTB U B HEKOTOPHIX CIIydasX B YIyUYIICHUH MTOBEIACHHUS.

3asBaenue 17: y nayuenmos ¢ paccmpoiucmeamu aymuiHo20 CHeKmpa 4acmo npucymcmeyrom uMmyHoI0-
euyeckue Hapyuienus. OOnaxo, npamas NPUYUHHO-CIEOCMBEHHAS C85A3b MedcOy OUchYHKyuel UMMYHHOU
cucmemyl U paccmpoucmeamy aymudHo20 CHeKkmpa He 00KA3ana.

HccnenoBanusi TOBOPAT O TOM, YTO HMMYHHBIE PEaKIM{ MOTYT BIUATh Ha Pa3BUTHE HEPBHON CUCTEMBI U YTO
CHJIbHBIE UMMYHHBIE HapyLIEHUS MOT'YT MIpaTh KIJIIOYEBYIO POJIb B CIIyyassX HEKOTOPBIX NAIIMEHTOB C pac-
CTpOWCTBAMHU ayTHYHOTO CHEKTpa. J{Ba HampaBlieHHS UCCIETOBaHUN MOTYT JaTh MHOTOOOCIAIOIINE PE3YIb-
TaThl: &) JUCPETYJISALHs BBIPAOOTKH [IUTOKHHOB ¥ D) BIHMsHHE MATEPHHCKHX aHTHTEN BO BPEMs paHHEro pas-
BUTHSL.

Ta6muua 5. CuMnTOMBI, AaCCONMUPYIOIINECT ¢ HMMMYHHBIMH AJUIEPIrHYeCKUMHU PeaKnUsIMH CO CTOPO-
Hbl ZKKT u npeanoJsiaraeMple JUATHOCTHYECKHE MOAXOAbI.

Hapymenue Mexannzm | CuMnTOMBI MeTton IMarHOCTHKH
[{BeTouHO-NIMIIIEBOM Bei3Ban IQE | Jlerkuit Ko>xHBIN 3y1, oka- | KimHuyeckuii aHaMHe3 U TOJI0XKU-
aJUIePTUYeCKUi CHH- JIBIBAHUE U/WJIM AaHTHOHEB- TEJIbHBIE KOXKHBIE TPOObI Ha OENOK
npom (opanbHbIif aj- pOTHYECKUI! OTeK I'y0, TBEp- | COOTBETCTBYIOLIMX MPOAYKTOB: 110-
JIepru4ecKuil CHH- Joro Heba, s13pIKa WK po- JIOKUTEbHbIS/OTPULIATENIbHBIE TTH-
JIpom) TOIJIOTKH; MHOTJA OIyllle- | LIEeBbIE IPOBOKALIUHU — ITOJIOKHUTENb-
HUE 3aTPyJHEHUs JbIXaHUs, | HbIC Ha CBEXXHE MPOAYKTHI, OTPHIIA-
PEIKO CUCTEMHBIE CUMITO- | TEJIbHbIE — Ha TOTOBBIE IPOILYKTHI.
MBI
«Anadunaktndeckuid | Be3an IQE | Peskas TomHora, 60116 B Knuaugeckuii anHaMHe3 U MOJI0XKU-
mok» JKKT JKUBOTE, CIIa3MBbI, pBOTA TEJIbHBIE KOXKHBIE TPOOBI WK pe-
u/WiM TUapest; 9acto peak- | 3yJbTaThl PaanoaluIeprocopOLHOH-
LIUU CO CTOPOHBI APYTUX OpP- | HOTO TECTA: MOJIOKUTENIb-
raHoB (HampuMep, KOXH, Hasi/OTpULaTeNbHAS THIIEBAs IPO-
JIBIXaTeJIbHOM CHCTEMBI) BOKAIHSI




Amneprudeckue 03u- | BrzBan IQE | ractposzodareansusnii ped- | Kiauamdaecknit anamHes, KOXKHBIE
HOGWIBHBIN 330()aruT | W/WiK Kite- | JIFOKC WJIM MOBBIIICHHO® poOBI, SHAOCKOIIHS U OHOIICHS,
TOYHOH pe- | CIIOHOOTAEeHue, quca- SIIMMHUHAIIMOHHAS JIeTa U POBOKa-
aKmuei WS, IePUOANIECcKas OOJIb B | MU
KUBOTE, Pa3apakKUTEIb-
HOCTbh, HAPYILICHUS CHA, OT-
CYTCTBHE peaKIny Ha Tpa-
IUIINOHHEIE aHTHPeITIOKC-
HBIE JICKapCTBa
Anneprudecknii 203u- | Br3Ban IgE | [lepuoamueckas 6onp B xu- | Knmmandecknii anamaes, KOXKHBIE
HO(WIBHBIN racTPO3H- | W/WIK Kile- | BOTE, pa3ApaKUTENbHOCT, | IPOOBI, SHIOCKOMHUS ¥ OUOIICHS,
TEpUT TOYHOH pe- | ObICTpOE HaChILEHNUE, Te- SIIMMHUHAIIMOHHAS JIeTa U POBOKa-
aKmuen pHOANYECKast pBOTA, OTCYT- | MU

CTBHE TIOBBIILICHHUS Beca
u/uiM cHIKEHne Beca, T10-
BBINIICHUE Y03UHO(DUIIOB B
nepudepuiitHoi kposH (B
50% ciygaes)

[TumeBoii npoTenHo- Knerounast | SIBHas win ckpbitast KpoBb B | OTpHLaTeIbHbBIE KOXKHBIE IPOOHI,
BBIM IPOKTOKOJIUT peakuus CTyJe, Habop Beca CTaH- IIPU UCKIIIOYEHUH Oellka U3 palruoHa
JapTHBIM, OOBIYHO MIPUCYT- | — yCTpaHEHHe OoJIbLIeH YacTu Kpo-
CTBYET B TE€UEHHE MEPBBIX BOTEUEHUS 3a 72 yaca, IOJI0XKH-
HECKOJIBKHUX MECSIEB KU3HU | TENbHAs/OTPUIATEIbHAS YHIOCKO-
nusi 1 OUOTICHS, MHUIIEBas IPOBOKa-
LIUs1 BBI3BIBAET KPOBOTECUCHHUE B Te-
geHne 72 4acoB
[Mumesoit nporenHo- Knerounas | [JnutenbHas pBoTa U quapest | OTpuuaTeabHbIe KOKHBIE TPOOHI,
BBIM SHTEPOKOJIUT peakuus (c kpoBbIO), HacTo ¢ 0be3- IIPU UCKIIIOYEHUH Oellka U3 palruoHa
BOXKMBaHHEM; B3AyTHE )KU- | — YCTpaHEHHE CUMIITOMOB 3a 24-72
BOTa. OTCYTCTBHE NPUOABKU | 4yaca, IPOBOKALUA — IIOBTOPHAs
B BECE. pBOTA YacTO HAYM- pBoTa uepe3 1-2 gaca; oxono 15%
Haetcs yepe3 1-3 uaca mo- TUTIOTOHUKH
clie mpueMa MUIIH
[Mumesast GenkoBas Knerounas | Juapes uim crearopes, DHJ0CKONUS ¢ OMOIICHel ABeHa A~
uennakus (IJI0TSHOBAsH | Peakius B3I[yTHE KHUBOTA U METEO- TUNIEPCTHON KUIIKH Ha PallUOHE,

SHTEPOIIATHS)

PpU3M, CH)KCHUEC BECa NI
OTCYTCTBHEC €TI0 HpI/IGaBKI/I,
TOIIHOTA U pBOTA, A3BbI BO

pTy

coneprkarieM rinoreH, |gA, ananms
Ha TPAHCTIFOTAMUHA3Y B TKaHSIX,
aHTHUTENa K dHIoMu3n0. Eciu noka-
3arenb |gA HU30K, HY)KHO HCCIIENO0-
Bath |gG K TpaHCcIIIOTAMHUHA3E B
TKaHAX.

Anantuposano u3 Camncon 2003.49

Heckonbko naboparopuii coOOIIAIOT 0 BOCIAIUTEILHOM MPOLECCE B KUIIEYHHKE Y JIMIL C PACCTPOHCTBaMHU
aytuuHoro crektpa. (58-60) V3 HeCKOIBKHX HCCICIOBAHUI MOKHO CIeNaTh MPEANOI0KEHHE, YTO aKTHBH-
3aIsl UPKYIHPYIOMMX TUM(pOIUTOB X MOHOIMTOB® MOXKHO HPMBECTH K TMCPEryJISALHH TPOLYKIMH LHTO-
KuHOB. (61-65) JlaHHbBIe MPOLIECCH MOIIIU MOBJIHUSTH HA HEBPOJIOTHYECKOE PA3BUTHE WITH HEMOCPEACTBEHHO
BBI3BaTh AyTHCTUYECKHUE MPOosiBieHus (aBTophl AmBya U Yaiikdunn). (66) B apyrux uccnemoBanusx obOHa-
PY)KEHO TOBBIIICHHOE COMEPKAHHE IMTOKUHOB, BBIPAOATHIBACMBIX BPOXKICHHONW HMMYHHOW CHCTEMOH, B

mna3me u [THC.

5 MOHOI_[I/ITLI — THI OEJBIX KPOBAHBIX KJIETOK, 4aCTb HMMyHHOfI CHUCTEMBI 4Y€JIIOBCKA. MOHOL[I/ITI)I BBIIIOJIHAKOT JIBE OC-

HOBHbIE (DYHKIMH UMMYHHO# cucTeMbl: (1) MOMOMHSAIOT KOIMYECTBO MaKpo(haroB U JCHAPUTHBIX KICTOK MPH HOP-

MaJIbHOM COCTOSHHH H (2) B OTBET HAa CUTI'HAJI O BOCIAJICHUH MOHOIIUTBI 6I)ICTp0 (OKOJ'IO 812 '-IaCOB) nepeMEemaroTCsa K

MECTY NPOHHUKHOBCHUA I/IH(l)eKHI/II/I B TKaHU U ACIIATCA Ha MaKpO(i)al"I/I U NCHAPUTHBIC KJICTKH, 4TOOBI BBI3BATh UMMYH-

HYIO peakiuio. MOHOIUTEI OOBIYHO OMPENENSIOTCS B OKPAIICHHOM Ma3Ke 110 UX OOJNBIIOMY ABYXJONEHOMY SAPY.




Bonee BBICOKHI MPOLIEHT ayTOMMMYHHBIX 3a00JI€BaHHI OTMEYAETCS B CEMbSIX, TI€ €CTh JIHIA C PacCTPOii-
CTBaMH ayTHYHOTO CrieKTpa. M3y4enue 1) cemeitHoro anaMHesa ayTOMMMYHHBIX 3a00JI€BaHU U 2) aHTUTEIN
OeKaM MO3Tra MO3BOJISIET MPEIOIIOKUTh, YTO Y HEKOTOPBIX JIUI] C PACCTPOUCTBAMU ayTUYHOTO CIEKTpa ay-
toantutena k [JHC mMoryT ObITh HEHpOOHOIOrHIECKON MPUINHOM yKa3aHHBIX paccTpoiicTs. (69-73)

Ha naHHBIM MOMEHT MBI MOXEM TOYHO OIPEACIUTh UMMYHHBIA CTaTycC JIMI C PacCTpOCTBAMU ayTHUYHOIO
cnekrpa. Heo0Xoaumbl ToUHBIE UCCIE0BaHUs, ¢ OONBIION BRIOOPKOI U KOHTPOJIBHBIMU IPYIIIAMU COOTBET-
CTBYIOLIETO BO3pacTa U reorpaguueckoil MPUHAAJISKHOCTH, a Takke MOAPOOHOE MMMYHOJIOTHYECKOE 00-
ClleoBaHMe, YTOOB! ONPENEeNTUTh TOUYHYIO 3aBUCHMOCTD KIIMHHYECKUX CHMIITOMOB OT TUC(YHKIIMH HMMYH-
HOU CHUCTEMBI.

3asBaenune 18: ponv ummynnvix peaxyuii 6 namoeenese zabonesanuii KT y nuy ¢ paccmpoiicmeamu ay-
MUYHO20 cnekmpa mpebyem 0anbHetiue20 usyueHusl.

W3 HeckoIbKUX UCCIIEeIOBAHUM clieNlaHo IPEAIookKeHHe 0 B3auMocBa3u Mex 1y BocrniaieHueM JKKT u cum-
ntomamu 3aboneBanuii JXKKT y mun ¢ pacctpoiictBamu aytuanoro cnektpa. KKT — 31o camblii Gomnbioii
OpraH IMMYHHOH CHCTEMBI B OpraHu3Me, Ha Hero npuxoautcs 10 80% kieTok opranniMa, BIpabaTHIBaio-
IIMX UMMYHOII0OYyMH |g. Y nereil ¢ paccTpolicTBaMH ayTHUHOTO CIIEKTpa U3ydeHHe IoKa3aTesiell MMMYyHO-
THCTOXMMHUH U MIPOTOYHOUN IIUTOMETPUH HEOJHOKPATHO MOKA3hIBAIO BBIPAKEHHYIO0 HHPHIBTpaLnio TuMo-
IIUTOB ¥ 503MHOGUIOB’ B CIM3HCTYIO TOHKOTO Kuineunuka. (58, 60, 78, 79) ToppeHT M KOJUIErH MPEAroso-
UM, YTO B BOCHAJIUTENbHOM peakuuy ecTb ayTOMMMYHHBIN KOMIOHEHT. 3 uccnenoBanuil caenal BbIBO
0 TOM, YTO CKPBITHII XpOHUYECKUN BOCIIAJINTEBHBIH IpoLiece MPUCYTCTBYET Y HEKOTOPBIX JIUI C paccTpoii-
CTBaMHU ayTUYHOTO CIIEKTpPa, Y KOTOPhIX HabmoxatoTcs 3aboneBanust opranoB JKKT, takue xak NLH, suTe-
POKOMUT® M HHUIBTPAIMS CIM3UCTOM KUIMICYHNKA HMMYHHBIME KIETKAMH Ha BCEM MPOTSDKCHHH KTy 104-
HO-KHUIIEYHOTO TpakTa. JJaHHOEe OTKPBITHE CIelyeT CUMTATh NPeABAPUTENbHBIM, T.K. OHO TpeOyeT MOoATBep-
KIEHUS.

3asBienne 19: porv muxpoghnopul kuweunuxa 6 namozenese 3abvonesanul KT y auy ¢ paccmpoicmeamu
AyMuUYHO20 CNeKmpa He 00 KOHYA GblIACHEHd.

MukpoOHOIOTHYeCcKash SKOCUCTeMa KHIIIEYHUKA KOMITJICKCHA M HE JI0 KOHIAa U3y4eHa, HO, BEChMa BEPOSTHO,
YTO OHA UTPACT BAXHYIO POJIb B TOMJEPKAHUM 37I0POBbSl M pa3BUTHU OoJie3Hell. OMHAKO, B HEKOTOPBIX UC-
CJIEZIOBAaHMSX OblIa TPEATIPHHSATA MOMBITKA C KPUTHUSCKON TOUKH 3pPEHHSI H3YYHTh B3aUMOCBSI3b MUKPOQIIO-
PBI KHIIICYHUKA ¥ PACCTPONCTBA ayTHYHOTO CIEKTpa. B OyayIem i ucclieoBaHus moTpedyeTcst MOJIeKy-
JISPHBIN TIOJIX0J1, YTOOBI UACHTU(DUIIMPOBATH U ONPEICIIUTH KOJIMIECTBO U BU MUKpOOOB. Eciu 3Ta B3aumo-
CBS3b OYJIET ompejelieHa, MOTYT TOSBUTHCS HOBBIE CIIOCOOBI JieueHus. TINaTeIbHbBIH BHIOOp OOBEKTOB HC-
clenoBaHus OyJIET BaXKEH JIJIsl KOHTPOJISI aHTUMUKPOOHOTO BO3/ICUCTBUS, IUETHI U IPYTUX (PAKTOPOB.

3aaBaenune 20 yuumvieas pasHOpOOHOCb UY C PACCMPOUCTBAMU AYIMUYHOSO CHEKMpPa U MHOMCECBO
NPOMUBOPEYUBHIX PE3YAbIMAMO8 UCCAE008AHUT, KACAIOWUXCA OAHHO20 3a00N1e6aHUsl, KPAlIHE 8ANHCHO YEeMKO
onpedenums genomun (6UOIO2UYECKUTL, KIUHUYECKUTL U NOBCOCHHECKUIL) OYOYWUX 00BEKNOo8 UCCLe008aHUL.
Omo mooicem nomoub NOHAMb AEAHCAULYI0 8 OCHOBE NAMOPUIUOTO2UIO U KIUHUYECKUE ACneKmbl OAHHO20 HA-
Dpyulenus u npogecmu YeieHanpagienHylo OUazHOCMUKY u jedeHue.

Omnpenenennbie (HakToOphl 3aTPyIHAIOT 0000IICHUE Pe3yIbTaTOB HCcienoBaHuii. Jluma ¢ paccTpoiicTBaMu
ayTUYHOTO CHEeKTpa UMEIOT OAMHAKOBBIHN MOBEIEHUECKHIA THAarHO3, HO, Jake HECMOTPSI Ha TO, YTO B JAHHBIN
MOMEHT MBI HE MOXKET OMPEACTUTh STHOJOTUIO TUArHO3a «PacCTPONHCTBO ayTUYHOTO CIIEKTPa» B OOJIBIIUH-
CTBE ClIy4aeB, TEM HE MEHEe, Mbl OCO3HAeM, UYTO CYLIECTBYIOT MHOI'OUMCIIEHHbIE HETUIIMYHBIE WU PEAKUE
IIPUYMHBI JJaHHOTO IOBEIEHYECKOro OTKJIOHEHUs. 1103ToMy BecbMa BEPOSATHO, YTO B OCHOBE pacCTPOMCTB
ayTHUYHOI'O CIIEKTpa y Pa3HbIX JIMIl C TUM MarHo30M JIeXaT pa3Hble MaToJorndecKkue Mexanusmsl. Cieno-
BaTeNbHO, MOCIEAYIONIee HCCICIOBaHHE TUAarHOCTHYECKUX, MATOPU3UOIOTHIECKUX U TePalleBTUYECKUX ac-
IIEKTOB PacCTPOUCTB ayTUYHOIO CIIEKTPa JOKHO MAaKCUMAJIbHO MOJHO ONUCHIBATh KJIMHUYECKHUE, TOBEIEH-

6 HI/ITOMCTpI/Iﬂ — TEXHOJIOTUA IMOACUYETa U U3YYECHUSA MUKPOCKOITMYECKUX YaCTUI] B ITIOTOKE XUAKOCTH.

" 303uHOpHIBI — Genble KPOBSHBIC KICTKH, OMH M3 KOMIIOHEHTOB HMMYHHOMN CHCTEMBI, OTBCUAIOLIIX 33 MOJABICHHE
nH(EKIHil 1 Mapa3uToB Y HO3BOHOYHBIX.

8 3HT€p0KOJ’II/IT — BOCHIAJICHUEC prIMOf/’I KHUIIKW U TOHKOI'O KUIICYHUKA



YCCKHE, MeTa6OHI/I‘ICCKI/IC, TCHCTUYCCKUEC W BHCHIHUC (1)GHOTI/IHBI JaHHBIX ITAIIMCHTOB, HACKOJBKO 3TO BO3-
MOJXXHO.

3asBiaenne 21. ucciedosanus 3zaboresanuii KKT npu paccmpoiicmeax aymuyHoeo CheKmpa OO0JNCHbL
BKNIIOYAMb 2eHemuyeckoe 00cned08anue 6cex NAyUeHmoas.

Bynymme nccnenoBanus 3aboneBanuii opraHoB JKKT y nur ¢ paccTpoiicTBaMu ayTUYHOTO CHEKTPa JTOIDKHBI
BKJIIOUaTh yKa3aHWE TeHOTHIA. PyKOBOJCTBA IO TEHETHUYECKOW THArHOCTHKE JIHI] C PACCTPOUCTBAMH ayTHU-
HOTO CIIEKTPa OMyOIHKOBaHbE AMEPHUKAHCKUM KOJIekeM Meankos-reHetukoB (PMID 18414214). (80) Ha
JAHHBIT MOMEHT PEKOMEHIAIMH BKIIIOYAIOT XPOMOCOMHYIO MHKpOMIAHENb, aHaiuu3 Myranuii rena FMR1
(1St MCKITFOYCHUSI CHHIPOMA JIOMKOM X-XpOMOCOMBI), aHanu3 mytamuii rena MECP2 y skenimH, BIOOpOU-
HOe MeTaboymueckoe o0cueoBaHne |, IPH HEOOXOIUMOCTH, aHAIN3 MyTalllil KIMHIYECKH 3HAYNMBIX Te-
HOB.

Taoauua 6. Kinrouesble moJ10:KeHus.

Ki1ioueBble moJy1o:xeHust

Jluna ¢ paccTpoiicTBaMu ayTHYHOTO CIIEKTPa, POJACTBEHHUKH KOTOPBIX COOOIAIOT O HAJTMYUM Y HUX 3a0oie-
BaHuii opranoB JXXKT, uMeror mpaBo Ha Takoe ke TLIaTelbHOE 00CiIenoBaHMe, KaK U IallMeHThl 0e3 pac-
CTPOHCTB ayTUYHOTO CIEKTpa.

Bce crangapraele cuMnTomsl 3abosieBanuil opranoB JKKT, npucyrcrByromue y nul 06e3 HapylIeHui B pas-
BUTHH, TAK)KE IPUCYTCTBYIOT Y MAIIMEHTOB C pacCTPOMCTBAMM ayTHYHOI'O CIIEKTPA.

HapymeHH}I B 06H_IGHI/II/I, TUIIAYHBIC IJIA paCCTpOﬁCTB AyTHYIHOTI'O CIICKTpa, MOT'YT IIPUBECTU K HEOOBIYHBIM
IIPOSABJICHUAM CUMIITOMOB 3a00JIeBaHUH >KKT, BKJIKOYasl HApYHICHHWS CHA U HpOGJ'IeMHOe ITIOBCIACHUC.

JInna, ocylecTBISIOIMNE YXOA, U CIEHHANINUCTBI JOKHBI OBITh 3HAKOMBI C HETUIMYHBIMH NPOSBICHUSAMU
pacipocrpaHeHHbIx 3a6osieBanui opranoB JKKT y nanueHToB ¢ paccTpoiCTBaMU ayTHYHOIO CHEKTpa.

Ecnm nmamuenr ¢ paCCTpOﬁCTBOM AYTUYIHOI'O CIICKTpa UMECT Or‘paHPI‘{eHHBIﬁ palroH, CNCHUAJINCT IIO IMUTa-
HUIO IIOMOKET BBIABUTH U YCTPAHUTH HEXBATKY IMUTATCIbHBIX BCIICCTB.

Coueranue IOBCACHYCCKOI'0 " 6I/IOMCIII/IIII/IHCKOFO moaxoga MOXKET OKas3aTbCsl IMOJIE3HBIM B OIIPEACIICHUUN
poimn 00 Kak MIPUYINHBI l'[pO6J'IeMHOFO MNOBEACHUA, YIIPOCTUTHL IMMOCTAHOBKY AHArHo3a U YyCTpaHUTb OCTaA-
TOYHBIE OOJIEBBIC CHMIITOMBI M TIOBBICUTH KAYCCTBO JKHU3HH.

I'eneTnueckue JaHHBIC TOJI2KHBI OBITH BKJIIOYEHBI B CITHCOK c6opa JAHHBIX IJIsI TPOTOKOJIOB HCCHeﬂOBaHHﬁ.

Ha nanHBI MOMEHT HET IOCTOBEPHBIX JAAHHBIX, MO3BOJISIOUIMX OMpPEAEIUTh MIPUYNHY BOCIAJIEHHUS KHILIEY-
HUKAa, TOBBIIIEHHON KHUIIEYHONW MPOHUIIAEMOCTH, MMMYHHBIX HapyIIEHUI WK MUIIEBBIX aJIEPrUi Mpu pac-
CTpOICTBaX ayTHYHOTO CIIEKTpa.

3asiBiienne 22 nanuuue u npossieHue onpedeienno2o cumnmoma zaboneeanuil KKT nyscno paccmampu-
6amb 8 KOHMEKCMe XOPOUiO U36ECMHBIX 2EHEMUYECKUX CUHOPOMOG, KOMOPble YACO 6CHMPEYalomcs y uy ¢
paccmpoiicmeamu aymuyHo20 Chekmpad.

Pexomennyercs, uro6nl 3aboneBanust opraHoB JKKT usydanuck y il ¢ FeHETHUECKHMMHU OTKJIOHEHUSIMH,
IIPU KOTOPBIX BBICOKA BEPOATHOCTH ayTH3Ma. Takue HapyLIeHUs pellkd U BKJIOUYaroT cuHapoM Perra, Cmu-
ta-Jlemnu-Onuria, CHHIPOM JIOMKOH X-XpoMOcoMBbl. CyIIECTBYIOT KpaiiHe CKyIHbIE IMyOJIMKaluH, Kacaro-
mmecs 3aboneBanuii opranos JXKT mpu TaHHBIX U APYTHX MOHOTCHHBIX M XPOMOCOMHBIX HAPYIICHHSX, KO-
TOpbIE YACTO ACCOLIMUPYIOTCS C PacCTPOMCTBAMU ayTUYHOT'O CIIEKTpa.

3abonesanus opranoB JKKT y mui ¢ paccTpoiicTBaMu ayTHYHOI'O CIIEKTpa 1 MOHOT'€HHBIM HAapyLIEHUEM MO-
TyT OBITH PE3yJIBTAaTOM HPSMOTO BIUSHHS MyTHPOBABIIECTO FeHa Ha (QYHKIHMIO KUIIEYHHUKA. VnH sxe mpuyu-
HOHM Hapymenus ¢yHkunonupoBanms JKKT moxkeT OBITH HempaBIIIbHAs paboOTa HEPBHOW CHCTEMEI, a He
BHYTpeHHee reHeTnueckoe HapymeHnue padotsl JKKT. Ha naHHbIH MOMEHT pa3nu4uTh 3TH JABE narodusno-
JIOTMYECKHE KaTEeTOPUHU CJIOKHO.

3asBieHne 23. ¢ KauHUUECKUX ucnvimanuax no nevenuio sabonesanuti JKKT nacmosamenvno pexomenoyem-
cs1 cobupams danx JTHK.

Hccnenosarenu HacTpoeHbl Ha cOop 00pa3oB KpoBH, 4T0Okl coOpats 6ank JJHK mms mpoTokonos nccneno-
BaHMi. Hem3BecTHast, HO OTEHIIMAIBEHO OOJBIIAS OIS MAlMEHTOB MOKET UMETh CIICHU(UISCKIE MyTaIlnH,
KOTOpBIE U CTaJIM IPHYMHON PACCTPONUCTB ayTHIHOTO CIIeKTpa. LleHHOCTh necnenoBanms OyaeT 3HaYNTeIbHO
BBIIIE, €CJTH OTPEIEINTh MyTalliH, JISKAIIe B OCHOBE B CIyJasX HEKOTOPHIX MALHEHTOB, a 3aT€M ITIOBTOPHO
MIPOAHANIN3UPOBATH ATH JAaHHBIE B CBETE JaHHON MH(OpMALINH.




