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Kapanomuonaruu no-npexHeMy OCTalOTCS OAHUMHU U3 HAUMEHEE N3YUEHHBIX
KapIMOJIOTHUECKUX 3a001€BaHUH, SIBIISACH OOBEKTOM aKTHBHO Pa3BUBAIOIIEHCS
00J1aCTH COBpeMEHHOM Kapauosioruu. [1oBbIIEHHBIN HHTEpEC K TpodiieMe
U3y4deHUS 3a00JIeBaHII MUOKapaa 0OBSICHICTCS HEOOXOIUMOCTRIO TaTbHEHIIIETO
W3Y4YEeHUs HTUOJIOTUU U TTATOT€HEe3a, MHOr000pa3ueM 1 HecneupUIHOCTBIO UX
KIIMHUYECKUX MPOSIBICHUN, 3HAYUTEIbHBIMU TUATHOCTUYECKUMU U
TEPANEBTUYECKUMHU TPYAHOCTIMU. [[OCTOSITHHBINA POCT YaCTOTHI BCTPEYAEMOCTH
pa3IuyHbIX (OPM KapJAUOMUONIATUH CBSA3aH, MO-BUIUMOMY, KaK C UCTUHHBIM
YBEIIMYEHUEM YHCJIA MOJJOOHBIX OOJIBHBIX, TAK U C MPOIPECCOM COBPEMEHHBIX
JUATHOCTUYECKUX TEXHONOTHI. Kpome Toro, 3a mocieaHee 1eCATHIIETUE
dbopmupyeTCcss TPUHIIMITHAIBHO HOBAsE KOHLIETIIIHS 110 BOITPOCaM OIpeieNICHuUs
MOHATHS «KapAUOMUOTIATUN») M UX MECTa B CTPYKTYpE 3a00JIEBaHUM CepIia, 9To
CBSI3aHO C JOCTIXKEHUSIMU MEJIUIIMHCKON T€HETUKH, MOP(HOJIOTHUH, UMMYHOJIOTHUU U
MOJICKYJISIPHOM SHIOKPUHOJOTUH. OTpaXXEHUEM COBPEMEHHOM 3BOIOIUN 3HAHUI
SBJISIETCS MOCTOSIHHBIN MEPECMOTP, OOHOBJICHUE U YTOYHEHHUE COOTBETCTBYIOIIETO
MOHATHS U KJIacCU(UKAIUH.

Kapanomuonaruu onpeaenstorcs Kak reTeporeHHas rpyimmna 3a0oieBaHuii
MHUOKap/1a, ACCOLMUPOBAHHBIX C MEXaHUUECKON W/WIIN AJIEKTPUUYECKON
Juc(yHKIMEH, 00BIYHO COMTPOBOKIAIOIINXCS TUIIEPTPOPHUEN MUOKApIa WU
JUIIaTaluei kamep cep/ila U pa3BUBAIOIIMXCS BCJIEICTBUE PA3IMYHBIX IPUYHH, HO
yalie MMEIOIIMX FeHETHYECKYI0 pupoAy. IlaTonornueckuii mpouecc Moxer
OTrpaHUYMBATHCS TOPAKEHUEM CEP/LIA - IEPBUYHBIE KapIMOMUONATHH
(reHeTHYECKHE, CMEIIAaHHBIE U TPUOOPETEHHBIE) - WIH SIBJISITHCS YaCThIO
reHepaJIM30BaHHOT0, CACTEMHOI0 3a00JIeBaHUs (BTOPUYHBIE KApIUOMHUOIIATHH ),
4acTO MPUBOJAT K PA3BUTHIO CEPIACYHON HEJOCTATOYHOCTH, €€ OCIIOKHEHUH U
JI€TAJIbHBIM UCXOJIaM.

['uneprpoduueckas kapauomuonarus (I'KMIT) — ogHa U3 OCHOBHBIX U HauboJee
pacrpocTpaHeHHbIX POopM MEPBUYHBIX KapanoMmuonatuil. [loyBekoBast uctopust
uzydenust npooiaemsr ' KMII oTpaskaet 3HAaUUTENBHYIO HBOJIIOIUIO 3HAHUH B
BOIIPOCAaX 3THOJIOTMH, IATOT€HE3a, TPOTHO3a, BAPUAHTOB KIMHUYECKOTO TEYEHUS U
JedeHus 3a00ieBaHusl. Y TITyOJIeHHOE U3YyUYEHUE PA3IMYHbIX ACTIEKTOB NaTOJOTUU
OBLIO TECHO CBSI3aHO M 00ECTIeYEHO MOSIBJICHUEM MTPOrPECCUBHBIX
HHCTPYMEHTAJIbHBIX, MOP(OJIOTHYECKUX U, HAKOHEI, MOJICKYJISIPHO-TEHETUIECKUX
METOJIOB JUArHOCTUKU. BHEIpeHNE B MPAKTUKY COBPEMEHHBIX BU3YATU3UPYIOIINX
Meroauk: sxokapauorpaduu (3XO-KI'), nonmneporpaduu, oqaH0hOTOHHON
sMUCCHOHHON KoMmmbloTepHOU (ODKT) 1 MO3UTPOHHO-IMUCCUOHHON TOMOTpapuu
(IT9T), marautHO-pe3onancHon Tomorpaduu (MPT), monutopupoBanue IKI u
JIp., OIPEETUIIO TPOrpecc B MOHUMAHUM MEXaHU3MOB NTATOT€HE3a, TUarHOCTUKHU
3a00sieBaHUsl U 0OOCHOBAHUS JI€U€OHOM TAKTUKH.



ITo coBpemennsim nipeacraBiaeHusM, ' KMII sBnseTcs npenmMyecTBEHHO
TeHEeTUYECKU 00YCIIOBICHHBIM 3a00JI€BaHHEM MBIIIIIBI CepALIa,
XapaKTepU3YyIOIMMUMCS KOMIUIEKCOM crelupruyeckux MopQo-(pyHKIIMOHATBHBIX
M3MEHEHUU U HEYKJIOHHO IPOTIPECCUPYIOIINM TEYEHUEM C BBICOKOW YIPO301
Pa3BUTHS TSKEINBIX, KUZHEYTPOKAIOIIUX apuUTMUid U BHe3anHoi cmeptu (BC).
['KMII xapakrepusyercs maccuBHoM (Oosee 1,5 cM) runeptpodueit Muokapia
JICBOTO W/WUJIU B PEIKUX CIy4asx MPaBOTO KEIyJ0UKa, Jalle aCHMMETPUIECKOTO
XapakTepa 3a CU€T yTONIICHUS MEXKeTya0ukoBoi neperopoiku (MXKII), ¢
YaCThIM Pa3BUTHEM OOCTPYKITMHU BhIXOAHOTO TpakTa JUK mpu oTcyTcTBUN
M3BECTHBIX IPUYUH (apTepraabHas TUICPTOHUS, TOPOKU U CIIEITU(DUICCKIE
3a0osieBaHus cepana). TUMUYHBIMU SABISIFOTCS MOP(POJTOTUYECKUE U3MEHEHUS:
MaCCHBHAS TUTIEPTPODHsI MHOKap/1a, aHOMAITAS APXUTECKTOHUKA COKPATUTEITHHBIX
AJIIEMEHTOB MHOKap/ia (TUepTpodust U TU30pUEHTAIMS MBIIIIEYHBIX BOJIOKOH),
bubdpoTHUECKHEe U3MEHEHUS MBIIIIBI CEP/IlA, MATOIOTHUS METKUX
MHTPAMUOKapAUAIbHBIX COCYIOB.

B Hacrosimee Bpemsi Ha0J1t01aeTcs MOBCEMECTHBIN POCT YK CIIA
3apEruCTPUPOBAHHBIX CIYYaeB ATOM MATOJOTMHU KaK 3a CUET BHEIPECHUS B
MIPAKTUKY COBPEMEHHBIX METO/IOB IMarHOCTUKH, TaK U, BEPOSITHO, B CBSI3U C
UCTUHHBIM yBenueHueM yncia 00iapHbIx ' KMII. CornacHo JaHHBIM MOCTIETHUX
HCCIIeIOBAaHUM, pacIIpOCTPaHEHHOCTh TUITMYHOTO (heHOTHUIIA 3a00JICBaHUS B 00IIei
MOMYJISIIIUY B pa3HBIX CTPaHAaX MUpA ABJISIETCS 00Jiee BHICOKOM, YEM CUUTAIOCH
panee, u coctasiser 0,2 %. Tak, B CIIIA no kpaiineit mepe 600 000 yenoBek
MMEIOT MPU3HAKU 3TOW NAaToJIOTUH. HeCMOTpsl Ha TEHETUYECKYIO TETEPOTreHHOCTh
paznuuHbix nonyJsinuii ['KMIT onHakoBO 4acTo BBIABISETCS B KOrOpTax
HACEJICHUS PA3JMYHbIX CTPAH U KOHTUHEHTOB. [Ipy OTCYTCTBUU OTE€YECTBEHHBIX
SMUIEMUOJOTUYECKUX UCCIIEIOBAaHUIA MOKHO NpeAnonoxuTh He meHnee 300 000
6oabHEIX 'KMII B Poccun.

Hepenko 3abosieBanue pacrno3HaeTcsl CIy4aiiHO BO BPEMSI MEIUIIMHCKUX
ocBuaerenbcTBoBaHuid. ' KMII MokeT nuarHocTupoBaThCs B 1I0O0OM BO3pacTe —
OT MEPBBIX JHEU JI0 MOCIECIHEN JEKaAbl )KU3HU HE3aBUCUMO OT I10J1a U PacOBOU
MPUHAJJICKHOCTH, OJTHAKO MPEUMYIIIECTBEHHO 3a00JIEBaHUE BBISBIISECTCS Y JIUI]
MOJIOZIOTO TPYAOCITOCOOHOTO BO3pacTa B HanboJsiee akTHBHOM, TBOPYECKOM U
(bU3UYECKOM IIJIaHE MIEPUO/IC KUZHH, UTO OMIPEACIISIET S 0COOYIO COIUATBHYIO
BaXKHOCTB 3TOM mpoOiemsl. Exxerognas cmeptHocTh 60sbHbIX ['KMIIT konebnercs
B mipezenax ot 1 10 6%: y B3pocibix O0JIbHBIX cocTaBisieT 1-3 %, a B AETCKOM U
MOJIPOCTKOBOM BO3pacTe, y Jinil ¢ BbICOKUM puckoM BC - 4-6%.

JlnanaszoH KIMHUYECKUX TIPOSBICHUM KpaifHE BEJIUK: OT O€CCUMITTOMHBIX JI0
HEYKJIOHHO TTPOTPECCUPYIOMINX U TPYIHO MOIAKOIIUXCS MEIUKAMEHTO3HOMY
JCYCHUIO (POPM, COMMPOBOKIAIOIIMXCS TSHKEIOM cuMnToMaTukou. [Ipu aTtoM



MIEPBBIM U €IMHCTBEHHBIM MPOSBIICHHUEM 3a00JI€BaHIS MOXKET CTaTh BHE3AITHAS
cmepTh. CuMITOMBI 6071€3HN pa3HOOOpa3Hbl U Manocnenuuunel. 1o yeTBepTu
6ompHBIX ['KMII 1eMOHCTpUPYIOT OECCUMIITOMHOE U CTAOMIIFHOE TEUCHUE
3a00JIeBaHUS U JOCTUTAIOT HOPMAJIBHOM JJI OOILEH MOMYJILHH
MPOIOIKUTEILHOCTH KU3HU (> 75 71er).

OCHOBHBIM METOJIOM JHArHOCTHKH OCTACTCS dXOKapAHOrpahuIecKoe
uccienoanne (3XO-KI'). B Hacrosiiee Bpemst ocoboe MECTO 3aHUMAIOT
COBpEMEHHBIC BU3YAITM3UPYIONIHNE METOANKH, B YACTHOCTH MarHUTHO-PE30HAHCHAS
tomorpadus (MPT), o6rnanaromiast 6onbImeld pa3pernaromieii CiocoOHOCThIO U
TIO3BOJISIOIIAS TIOJTYYUTh 00JIee TOUYHYIO HH(POPMAIIHIO O CTPYKTYPHBIX
HapYIICHHUSX B CEP/IIIC.

JANATHOCTHUKA I'KMII

JleTanbHast OLIEHKA KIIMHUYECKHUX MPOSBICHUHN U pe3yJIbTAaTOB 0ObEKTHBHOTO
o0OcienoBaHus, JaHHBIX aHaMHe3a (BKJII0Yasi CEMEWHBIN ), TeHOIMarHOCTHKA,
aHaJu3 pe3yJbTaTOB MHCTPYMEHTAIbHBIX METOJIOB IMO3BOJISIET C BEICOKOM
BEPOSITHOCTBIO 3aMI003PUTh U TOATBEpAUTH Auarto3 I'KMIT.

CoBpeMeHHbII YPOBEHb Pa3BUTUSI MEIUIIMHCKON T€HETUKH, pa3paboTKa U
BHE/IPEHHE B IIMPOKYIO KIMHUYECKYIO MPAKTUKY BRICOKOTOUHBIX MeToAoB JIHK-
JUArTHOCTUKH C UCIIOJIBb30BAHUEM MOJIMMEPA3HON EMHON PEAKIIUN ONPEACIISIET
3HAUYUTENBHBIN IPOrpecc B PACIIO3HABAHUH LIEJIOTO PsiJla MaTOJIOTUUECKUX
nporieccoB. JIHK-nuarnoctuka, HarpaBiieHHAs HA TOMCK T€HETUUECKUX JAe(EeKTOB
KaK MPUYUHBI 3200J1€BaHUs, IPU3HAHA «30JI0THIM CTAaHAAPTOMY TUATHOCTUKHU
['KMII u BKIIFOUEHA €BPONEUCKUMU U AMEPUKAHCKUMHU IKCIIEPTAMU B aJITOPUTM
BEJICHUSA MMallUEHTOB. ITO OOYCIIOBIEHO €€ BHICOKOW CHEUU(PUUHOCTHIO U
BO3MOYKHOCTBIO UCITOJIb30BAHUS KaK KpuTepus nuddepeHInanbHOl JUarHOCTUKH.

Meton ananuza JIHK Oe3omnacen u, B ciayyae oOHapyKeHHsI H3BECTHON MYTallHH,
JIa€T OKOHYATEeNIbHOE noATBepaAeHue quardosa I KMII. BaxHo otMeTuTs, 4To
JAHHBIN MOAXO ABISETCS MPAKTUYECKU €TUHCTBEHHBIM, KOTOPBIN 3P peKkTHBEH Ha
JOKJIMHUYECKOM CTaINU U MO3BOJISET NPOBOAUTH MEAUKO-TEHETUUECKOE
KOHCYJIbTUpOBaHueE. JIOCTOMHCTBOM METO/1a SIBJIIETCS BO3MOKHOCTD 3a04YHOTO
o0cJieToBaHMs TPYIIIT PUCKa.

Baxubim nocrounctBoM JIHK-auarnoctuku siBaseTcsi BO3MOKHOCTh TPEABUAECTD
pa3BUTHE 3a00JICBAaHUS [0 BPEMEHHU MOSBJICHUS CUMITOMOB, YTO MTO3BOJISIET
3apaHee HayaTh HAOJIO/ICHNE 32 MAIIMEHTOM, YMEHBIIIask BEPOSITHOCTh
HeOaronpusTHOro ucxoaa. Hakonerr, BO MHOTHX CiTy4asix, MOKHO MPEIBUACTh
IIPOTHO3 3a00JICBaHUS, HCXOS U3 XapaKTepa U JIOKAIH3aluH TeHETHIECKOTO
nedekra. Bee aTu nmpenMyIiiecTBa onpeAessroT HE00X0IUMOCTh IIHPOKOTO
MCMOJIb30BaHUS MOJIEKYJISIPHO-TEHETUYECKUX METOIOB /11 1uarHoctuku ['KMII.



CTparterusi reHeTH4€CKOr0 TeCTUPOBAHUSA M CeMENHOI0 CKPUHUHTIA

1. 'eHOIMAarHOCTHKA U TEHETUYECKOE KOHCYJIFTUPOBAHNE PACCMATPUBACTCS KaK
4acTh OOIIeH OleHKHU Tpu oOcienoBanny nanuenta ¢ ' KMITL.

2. IMaruentsl ¢ 'KMII, npoxosiine reHeTHIeCKOe TECTUPOBAHUE, TOJKHBI ObIThH
OCBEJIOMJIEHBI B XO/I¢ KOHCYJIBTUPOBAHUS IO BOIIPOCAM HACJIEACTBEHHOCTH
CEPJACYHOCOCYAUCTHIX 3a00JICBaHUN 1 KIIMHUYECKOTO 3HAYCHUS MOTyUYCHHBIX
pe3yJIbTaToB.

3. CkpuHUHT (KJIMHUYECKUM, ¢ WM 0€3 TeHETUYECKOr0 TECTUPOBAHUS)
PEKOMEHTyeTCsI 11l POJCTBEHHUKOB MEPBOM cTeneHu poacTsa 6ompHoro ['KMIT.
4. T'enernueckoe TectupoBanue Ha [ KMII u apyrue reneTnyeckue NpuarHbI
HEOOBICHUMON rUNepTpohuu MUOKapAa PEKOMEHIYEeTCs Y TAllUEHTOB C
ATUTMIUYHON KIIMHUYECKON KapTUHOM 3a00JIeBaHUS WIIH MPHU MOJ03PEHUHN Ha
HaJIMYKE B KAYECTBE IPUUYMHBI UHBIX T€HETUYECKUX HAPYIICHUM.

5. 'enetnueckoe TecTUpoBaHUE OOOCHOBAHO B OTHOILIEHUH POJICTBEHHUKOB
MIEPBOM CTETIEHU POJCTBA JJIs1 TeCTUPOBaHUS pucka pa3Butus ' KMIL.

6. [Tone3HOCTh TEHETUYECKOTO TECTUPOBAHUS B OLICHKE PHUCKA BHE3AIMHOU CMEPTH
npu ['KMII npencrasnsieTcs HEONpPeIeIEHHOM.

7. HpOBCIIeHI/Ie TCHCTHYCCKOI'O TCCTUPOBAHUSA HC IIOKA3aHO Y pOACTBCHHUKOB
IIannMucHTOB 0e3 YCTaHOBHGHHOﬁ MMaTOT€HHOM MyTalliu.

8. IIpoBeneHre KIMHUYECKOTO CKPUHUHIA HE ITOKa3aHO Y T€HOTUII-
OTpULIATEIBHBIX POJCTBEHHUKOB Mpu ceMeriHol ¢popme 'KMII.

9. ¥V HocuTenel maToreHHbIx MyTaiuii 6e3 penorunuyeckux npossienuii ['KMII
pekomenayercs nposeaeHue IKI', tpancropakanbHoi IX0KI' u kimHUYeckoro
oOcJe[oBaHMs B ONIPEICIICHHbIE TPOMEKYTKU BpeMeHu (o1 12 mo 18 mecsies y
JIeTeN ¥ TOJPOCTKOB M KaXKIbIe 5 JIET JIsi B3POCIBIX) B 3aBUCUMOCTH OT BO3pacTa
U KJIMHUYECKOIO CTaTyca.

JuekTpokapauorpagus u cyrounoe moHutopupopanue JKI'

N3menennsie DKI' BBIABIAIOTCS y aOCOTIOTHOTO OOJBITMHCTBA OOJIBHBIX, JaKe
4acTo B OTCYTCTBHE kanno0. Hanbonee THMIMYHBIMU, XOTS U MaJIOCTIEUU(PUUHBIMU
OKI" npu3HakaMu SBISIOTCS IPU3HAKY THIIEPTPOGUN MUOKap1a JISBOTO
xemynouka v/w MOKTI, Bkirodast BOIbTaKHbBIE, I3MEHEHUSI KOHEUHOUN 9acTu
YKETyI0YKOBOT0 KoMILIekca (enpeccust cermenta ST, criaxeHHbIN U
oTpuniateabHbIi 3yoer T), maronorudeckuit 3yoer Q v 3y0rsl QS B Tex win
WHBIX OTBEACHUSAX, YTO IMOPOU SBIISICTCS MPUINHON ONTMOOYHOM TUArHOCTUKHU
nH(papKTa MHOKap/a.



['KMII npuHaIexKUT K KATETOPUM CEPACUYHO-COCYUCTHIX MATOJIOTUM, IPU
KOTOPBIX Han0oJiee YaCThIM U BECbMAa BaKHBIM B KIIMHUYECKOM U
MPOTHOCTHUYECKOM ILIaHE MPOSIBICHUEM 3a00JIEBAHUS SIBJISIOTCS HAPYILICHHUS
putmMma cepaua (HPC). C Baeapennem CMOKI' B 00s13aTenbHBIN IU1aH
o0cnenoBanus narueHToB 'KMII cTano oueBUIHBIM, YTO MHOTOOOpa3HbIE
paccTporcTBa CEPACYHOIO PUTMA PETUCTPUPYIOTCS MPAKTHUECKH Y BCEX OOJbHBIX
['KMIL.

CornacHo coOOCTBEHHBIM pe3ynbTaTaM, y 96,5% o6cnenoBanubix 00abHbIX ['KMII
PETHCTPUPYIOTCS pa3HOOOpa3Hbie HapymeHus putMa cepamna: K3 B 81,4%,
sanu3061 HeycTornunBoi XXT B 23%, HXKO B 72,8%, snuzoast HXT B 31,8%,
nocrosiuHas popma MA B 6,9%, napokcusmsl MA B 2,7% ciyuaes. [Ipu sTom B
X0/ TPOCIIEKTUBHOTO Habmoaenust 20 1011 00IBHBIX C MApPOKCU3MaTIBLHOM
dbopmoit MA Bospactana ¢ 11,8 1o 19,1%, nocrosiuaoii MA — ¢ 6,9 no 14,8%. B
CUJTY OIPEEISIONIETO BIUSHUS Ha TSKECTh KIMHUYECKUX MPOSBICHUI U IPOTHO3
3aboneBanus B criektpe HPC y 6onbnabix ['KMII Haunbombiee 3naueHue MMEIOT
HeycroruuBas KT n pulOpuiuianms npeacepanid, 4acToTa BbISIBICHUS KOTOPOU
HEYKJIOHHO YBEJIMYUBAETCS IO MEPE ECTECTBEHHOIO TEYEHUS U MPOTPECCUPOBAHUS
MaTOJOTUYECKOT0 IpolLiecca, U IETEPMUHUPOBAHA CTENEeHbI0 HapyeHus D u
ooctpykiuu BT JIK.

Covemka OKI' (B 12 oTBeeHus1x) He0OX0AMMa MPU 00CIIEIOBAHUHU BCEX OOJIBHBIX C
nogo3penueM Ha 'KMII u B nponecce nunamudeckoro HadmoaeHus npu ['KMII.

1. Cyrounoe amOynatopHoe (Xonrepockoe) Monutopupoanue IKI' (CMOKI)
pexoMenyercs nis BeisiBlieHus y 00ipHbIX ' KMII snuzonos KT u otbopa
KaHIuaaToB s umrutanTanuu MK,

2. CMOKIT unu peructparusi coobitusi pekomenayercs 6onbabiM ['KMIT ¢
*anobaMu Ha cepaleOrueHne U/ Ui TOJI0BOKPYKEHUE.

3. IloBTopHnas peructpauus IKI' pekomenayercst y nanmentoB ¢ ' KMII B cirydae
YXYALICHUS] CAMIITOMATHKHU.

4. Peructpauuto IKI' pekomeHayeTcsi MOBTOPATH Kaxabie 12-18 mecsiiies B
KaueCTBE KOMIIOHEHTa CKPUHUHT-AJITOPUTMA Y MOJIPOCTKOB MEPBON CTENIEHU
poJicTBa 1o oTHoIeHUIo K 6osbHOMY ['KMII, HEe nmeronux
AXOoKapauorpaduuecKux MPU3HAKOB rUNepTpodun MUOKapa.

5. Peructpamus OKI' pekomeHyeTcsl Kak KOMIIOHEHT CKPUHUHT-JITOPUTMA Y
POJCTBEHHHUKOB IMEepBOM cTerneHu pojicTBa 60abHbIX ['KMII.

6. CMOKT nenecoobpa3no moBTopsTh pa3 B 1-2 roga 6ompHbM ['KMII, y
KOTOPBIX paHee He BRIABISIUCH 313061 JKT.



7. Peructparnuio DKI' nienecoodbpasno pekomen10Bath 60apHbIM ['KMIT
CTaOMILHOTO KJIMHHUYECKOr0 TE€UEHHUS IS BBISIBJICHHUST aCUMIITOMAaTHYHBIX
HapyIIeHUH TPOBOJMMOCTH M pUTMa CEP/IIa, a TaKKe GUOPUIUISAIIUN MPeCeparit.
8. CMOKI moxert ObITh Hcnionb3oBaHa y 0onbHbIX [ KMII ¢ nenro BeisiBiIeHUs
ACHMITTOMATUYHBIX TTAPOKCU3MOB MEPIaHUs/TpETeTaHus MPecepanil.

9. C yu€ToM ycTaHOBICHHOU posii MA Kak Ba)XHEHIIIEro HeOIaronpusTHOTO
(dakTopa, ONPEeNEIAIOUIETO TSHKECTh KIMHUUECKUX MPOSIBICHUN U
(GYHKIIMOHATIBHOE COCTOSTHUE, TPOTHO3 U BHICOKYIO BepOsITHOCTH BC G0NIbHBIX
['KMII, pexomeHayeTcst UCIOab30BaTh METOANYECKUN TOAXOM K
IPOTHO3UPOBAHMIO PUOPMILIALUYU NPEACEPAUIL 110 pe3ynbTaTaM aHaIu3a
JUIMTEJIbHOCTU CUTHAII-ycpeaHeHHo# P-BonHbl ipu CMOKT'.

TM/I-2x0KI', mo3BoJISIET MOTYYUTh BaXKHYIO HH(DOPMAIUIO JIJIsI OLICHKU
nuactoyimyeckor GpyHkuuu. C NpakKTUYECKOW TOUKU 3pEHUs, TAKOM OIX O
IpeJICTaBIsIeTCsl HanOoJiee ONPaBJIAHHBIM B CBSI3U C U3BECTHBIMU TPYAHOCTSIMU B
MHTEpHpETalnn pe3ynbTaToB 00bdHOr0 J9X0KI' nccnenopanus.

1. Ox0oKI" npu nepBUYHOM 00CIIEIOBAHUM PEKOMEHTYETCSI BCEM MAIlMEHTaM C
nogo3penueM Ha ' KMIIL.

2. IToBtopusie Dx0KI" uccnenoBanus pekoMmenaytorces 6onbHbM ['KMII ¢
M3MEHECHUSIMU B KJIMHUYECKOM CTAaTyCE WU MOSBICHUEM HOBBIX CEP/ICUHO-
COCYJIUCTBIX COOBITHA.

3. Ox0KI' pekomeHayeTcss Kak KOMIIOHEHT CPUHUHT-aITOPUTMA YJIEHOB CEMbH
oonsHOro I'KMII, ecitnt X0Tst OBl OJIMH M3 HUX HE ABISETCS T€HOTHII-
OTPHUIIATEILHBIM U BBISIBJICHA aCCOIIMMPOBAHHAs C 3a00JICBAHUEM I'€HHAsI MyTallus.
4. Tlepuoanueckoe (uepe3 12-18 mecsieB) IxoKI -CkpuHUHT peKOMEHIYETCS IS
nereit 6opHBIX ['KMII, HaumHas ¢ Bo3pacTa 12 jeT u paHee, KOraa OYEBHIHBI
MPU3HAKU OBICTPOTO POCTA U MOJOBOTO CO3PEBAHUS U/WIIU TJITAHUPYIOTCS
WHTEHCHUBHBIC 3aHATHS CIIOPTOM WJIM UMEIOTCS yKa3aHus Ha ciiydau BC B cembe.

5. Tpancazodaranbaas IxoKI' pexkomenayercs 1jsl NpOBEIEHUS
WHTPAOIIEPALMOHHOTO KOHTPOJISI IPY CENTaTbHON MU3KTOMMH.

6. Ox0oKI" 1 9xoKI' ¢ uHTpakopoHapHBIM BBEJICHHEM KOHTPACTHOI'O BEIIECTBA Y
o6onpubIX ['KMII B iporiecce mpoBeeHus: CENTaabHOM aTKOTOJIBLHOM abIsInu.

7. 9x0KI" nomkHa UCIIOIB30BATHCS € LETbIO KOHTPOJIS PE3yJIbTaTOB
XUPYPTUUECKOro JISYeHUs (CenTaibHas MUIKTOMMSI) U CENTaIbHOM aJIKOrOJbHOMN
abnsauuu y 601abHBIX ¢ 00cTpykTuBHOM ['KMIT.

8. OxoKT', mpoBoguMast kaxxaeie 1-2 roja, MOKET OBITH MOJIe3Ha Yy O0IBHBIX
['KMII cTabunpHOTO TEUSHUS JJIsl JUHAMHYECKOMN OIICHKH CTEIICHU THIepTpoduun
Muokapzaa, ooctpykiuuu BT JIK u MuokapananbHON QyHKITHH.



9. Ox0KI' B ycnoBusAX Harpy3ku MOKET ObITh UCIIOIb30BaHa ISl BHISIBICHUS U
KOJIMYECTBEHHOM OIEHKH YPOBHS TMHAMHYECKOW OOCTPYKIIMH MPH €€ OTCYTCTBUU
B 1okoe y 60sibHBIX [ KMII.

10. Ox0oKI" ¢ Harpy3koii, koraa pe3yiabTaThl 00braHON IX0KI™ He yOenuTenbHsI,
MOKET OBbITh MOJIE3HOMN IS IPUHSATHS PEIICHUS O MEIMKaMEHTO3HOM Tepanuu,
MIPY TUITAHUPOBAHUH CENTATHHON MUIKTOMHH U OIIEHKE BO3MOKHOCTH TIPOBEICHUS
CEITAIbHON aIKOTrOJIbHOMN a0JIAIH.

11. ITpoBenenne OxoKI' B coueTaHnu ¢ BHyTPHUBEHHBIM BBEJIEHUEM KOHTPACTHOTO
BELIECTBA 11€JIECO00PA3HO B CIIOKHBIX JUATHOCTUUYECKUX CUTyalUsIX (anvKaibHas
['KMII, undapkr Bepxyuku JOK, c0)KHOCTH B OLIEHKE BBIPAXKEHHOCTH
runepTpodun), ocodbeHHo, 22 Korja Apyrue BU3yaTu3upyIoIue METoIbl (B
yactHOCTH, MPT-TOMOrpadus) He AOCTYNHBI WK IPOTHUBOIIOKA3aHBbI.

12. Cepuitnoe npoBenenue IxoKI nenecooOpa3Ho y KIMHUYECKH
O0eCCUMITOMHBIX MAIlMEHTOB, UMEIOIINX POJICTBEHHUKA NIEPBOM CTENIEHU POACTBA
oonpHOro 'KMII, a renernueckuii cratyc He u3BecTeH. MccnenoBanusi MOTYT
IIPOBOJUTECA Kaxkabple 12-18 MecsneB y AeTeil U MOAPOCTKOB U KaXKJbIE 5 JET y
B3pPOCIIBIX.

13. OxoKI" y nanuentoB ¢ 'KMII He ciemyeT npoBOAUTS Yallle, YEM pa3 B TO/,
KOTJ]a HET CYIIECTBEHHOW TMHAMUKH B KIIMHUYECKOM CTaTyce OOJIbHOTO.

14. OxoKI' B ycnoBusix Harpy3ku u/mim koHTpactHas IXoKI' He pekomenayercs,
Korja oOblyHasl pyTUHHAsA METOJIUKa yOenUTeNIbHO nmoaTBepkaaeT quarno3 ['KMIT
W/WIU HET MOJ03pEeHMI Ha Hanmnuue ctabunbHoi ooctpykiuu BT JIK, cBsizanHoi
C CaAMOCTOSITEJIbHOM KJIAIIAaHHOM MATOJIOTHUEH.

MaruuTHo-pe30HaHCHast ToMorpadgus cepaua

1. MarnutHo-pe3oHancHas Tomorpadus cepamna (MPT) npumensiercss y O0JIbHBIX C
nono3penueM Ha ['KMII B cinyuasx HeyOenuTenbHbIX pe3ysibTatoB DXoKI .

2. MPT y nanueHTOB ¢ ycTaHOBJIEHHBIM nuarHo3om I'KMII pekomenayercs,
Korja TpeOyeTcsl IoNoTHUTEIbHAsE HHGOPMAIIUS O JIOKAIU3alluu U BBIPAKEHHOCTH
TUNepTPOPUU WIM aHAMUMHUHM MUTPAJILHOTO KJIanaHa ¥ ManWUIIPHBIX MBIIIIII,
aJIcKBaTHO HE OMpeJIeNIEHHbIX N0 pe3ysibraram OxoKI', ajist penennu Bonpoca o
MIPYMEHECHUU MHBA3UBHBIX METOMK.

3. [Ipumenenue MPT cepana mnenecoo0pa3Ho JUIs BBISBJICHUS alliKaIbHON
TUNepTPOPUU W/UIN aHEBPU3MBbI PU HEYOEeIUTETbHOCTH pe3yabTaToB OXx0KI .

4. Y OTHenbHBIX MAILMEHTOB C YCTAaHOBJIEHHBIM quarHo3oM ['KMII u
HeomnpeeneHHo crpaTudunupyemsix no pucky BC nposenenne MPT ¢
T'eJI0JIMHUEM MOKET OBITh IOJIC3HBIM MPH ONPEACICHUHN JaTbHEHIIEeH TaKTHKH



nedyenus. 5. MPT cepaiia MoxeT gaBath MoJe3HY0 HH(POPMAIIHMIO B CITydasx
mudpepennnansHoi Auarnoctuku Mexxay ['KMII, amunongo3om, 601€3HbI0
®dabpu, LAMP2-cunapomom.

Harpy3o4Hble TecTbl

1. Harpy3ounslii Tpeagmui-tect y naneHToB ¢ ['KMII uenecoobpa3zen s
orpeneneHus PyHKIMOHAIbHON CIOCOOHOCTH U 3((HEKTUBHOCTH MPOBOIUMOM
TEpaIuu.

2. Tpeamun-tect ¢ monutopupoBanrem DKI' u A/l nenecooOpazeH s
ctparudukanuu prucka BC 6ompabix ['KMIT.

3. boababiM 'KMII, y KOTOpBIX MUKOBBIN I'PaJAUEHT JIaBJI€HUs HE npeBbimacT S50
MM PT. CT., mpoBeaeHue IxoKI' B yCIOBUSAX HArpy3KH 1EI€CO00pa3HO JIs
OTIpEJICIICHHS ¥ KOJIMYECTBEHHOM OIICHKU AuHamudeckoit ooctpykiuu BT JIK.

BrisiBiIeHHME CONYTCTBYIOLIEH MIIEeMHYeCKOH 00JIe3HU cepaua

1 Koponapoanruorpadus (Miav KOMIBIOTEPHOE TOMOTpahUUECKOE UCCIEAOBAHUE)
noka3zaHo 0osibHbIM ' KMII ¢ xxanmobamu Ha TUCKOM@OPT B TPyAHOU KIIETKE,
MMEIOIIHM ITPOMEKYTOUYHYIO UIIM BBICOKYIO BepOSITHOCTH pazsutus BC, xoraa
HaJIM4KMEe CONMYTCTBYIOIIEH KOPOHAPHOW NATOJIOTMH U3MEHUT JIEUEOHYIO
CTPATETHIO.

2. Y 6onbnbix 'KMII ¢ xano6amu Ha AUCKOM(OPT B TPYIHOM KIETKE U HUZKOM
BepoATHOCTHIO pa3BuThs MBC nenecooOpa3zHo MPOBOAUTH OLEHKY aHATOMUU
KOPOHAPHOTO pycJia ¢ MOMOIIbI0 KOMIIBIOTEPHOTO TOMOTPaduyECKOro
MCCIIEIOBAHUSI HA IPEIMET BO3MOKHOM COITYTCTBYIOWIEW KOPOHAPHOMW MATOJIOTUH.
3. ¥V 6onpubix ['KMII ¢ xxanobamu Ha 1uckoMOpT B TPYAHOM KJIETKE M HU3KOU
BepossTHOCTHIO pa3BuTusi MUBC nenecooOpa3Ho npoBeaeHue o JH0hOTOHHOM
HIMUCCUOHHOM KoMmbioTepHOM Tomorpaduu (OOKT) unu no3uTpoHHON
smuccruonHoi Tomorpaduu (I19T) ¢ 11e1bI0 OLEHKH UIIEMUYECKUX U3MEHEHUN U
HapyleHui neppy3un MUuoKapaa ajsl ucKiitoueHus Bo3moxxknoi bC.

4. Y 6eccumnromubix 60abHbIX ' KMII npoeaenue pytunnoit OOKT u cTpecc
OxoKI' aJ1s1 BBIBIEHUS CKPBITOM HIlleMuH, cBsizaHHOU ¢ UBC, He moka3aHo.

5. OneHka KOpOHAapHOIO pe3epBa Ha OCHOBE KOJIMYECTBEHHOU OLIEHKU
MHUOKapAUaJIbHOIO KPOBOTOKA IO pe3yinbTaTaMm 19T He uMeeT CymecTBeHHOro
3Ha4YEeHUS JUIs onpeneneHus nporaosa npu ['KMIL.
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