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| MaeBa 1

CuHapOM pa3apaXKeHHOro KUeYyHuKa

ONPEAENEHUNE

Cunppom pasgpaxkenHoro kumeunuka (CPK) — xpoHudeckoe GUOMCUXOCOIH-
aJIbHOE PAaCCTPOMCTBO, MPOSIBISIONIEECs TIOBTOPSIIOIIMMICS OOJISIMU B )KMBOTE C U3-
MeHeHUsIMU GOPMBI WK YacToThI cTyna. CPK ompenensiercs: kak QpyHKIMOHAIBHOE
PacCTpOICTBO KHUIIEYHUKA, COMTPOBOXKIAIOIIEeCs MOBTOPSIOIMMICS GOSMU B XKU-
BOTe He MeHee OJTHOTO JIHSA B HeJIeJII0 B TeUeHUe TIOCIIeIHUX 3 Mec, KOTOpbIe CBS3a-
HBI C IByMs WK GOJiee acCOIMMPOBAHHBIMU C JledeKanuell CHMITOMaMU, TAKUMU
Kak “3MeHeHre GOPMBI CTyJIa HJIM ero 4acToThl. I10sBIIeHNe OT/e/IbHBIX CUMIITOMOB
IOJDKHO PEeruCTPUpPOBAThCA MO KpaliHel Mepe 3a 6 MeC 0 IOCTaHOBKY AMArHO3a.
B aTOT mepuoz BpeMeHU GOJIbHbIE MOTYT MCIBITHIBATH Pa3iNyHbIe aCCOLMUPOBAH-
HbIe CUMIITOMBI, BKJIIOYasi, HO He OTPaHUYMBASACh UMU: B3/IyTHe XUBOTA, 3aI0p, 1a-
pero, HeZlep>kaHWe MOYM U IICUXOJIOTUYecKre paccTpoicTaa [1].

ANUNAEMNONOrna

3a6oneBanue mopaxaer 4-10% HaceJeHUs] 3eMHOTO 1Iapa U CBS3aHO C 3aMeT-
HBIM CHWKeHHeM KauecTBa xu3Hu [2]. [Toctunexunonnsiii CPK pa3BuBaeTcs npu-
MepHO y 10% marueHToB ¢ MHQEKIMOHHBIM 3HTepUTOM [3]. TIpUBOASATCS TaHHBIE,
4To pacnpocrpaHeHHocTs CPK moce nHGEKINOHHOTO racTPOHTEPUTA UM JHTe-
poKosiTa B 6—7 pa3 Bbllle, 4eM 0e3 MpeZIecTBYIoIero MHPpeKIMOHHOro 3M130/a
[4]. TTo ouenkam, nons noctuadexnronnoro CPK cpenu Bcex cnydaeB CPK cocras-
aser ot 5 1o 25% [5].

3TNONOrna N NATOreHE3

B nomosHeHWe K reHeTHYeCKOU IPeApaclooXeHHOCTH, HeOIaronpusaTHEIM
)KU3HEHHBIM COOBITHAM, ICUXOCOLMAIbHBIM (paKTOpaM, XpPOHUIECKOMY U OCTPOMY
crpeccy U MHGEKLUAM XenyaoyHo-kuuedHoro tpakta (JKKT) Bce Gonbiue faH-
HBIX CBH/ETENbCTBYIOT O TOM, YTO MMKPOOMOTA KUIIEYHHKA UIPAeT KJIIOYEBYIO
pois B pazsutuu CPK. Ilpu aTOM cienyeT nogdepkHyTs, 4yto KKT B3pocioro ve-
JIOBeKa MIMeeT CaMyI0 60JIbIIyI0 MUKPOOHYIO MONYJIALUIO B OpraHu3Me YeJoBeKa ¢
abCOMIOTHBIM IOMUHUPOBAHMEM B TOJICTOM KHUIIKe, cofepskameil 38 TpiaH OGakre-
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puii. OHaKO M3-3a YacThIX TpaHchopManmii KiuHndeckoir popmbl CPK 13 ogHO#I
B IPYTYIO U HesCHOU 3THOJIOTMM TPYAHO BBIENUTh YeTKHe GHoMapKepsl U Tepa-
IeBTHYeCKYe MULIeHN MUKPOOHOH Tepanuy py AaHHOU HaTOJIOTHH.

Tepmun CPK siBiisieTcsi cOOMpaTe/bHbIM MOHATHEM JISi XapaKTePUCTUKU He0Ob-
SICHAMBIX HapyLIeHU! ABYHAIIPABJIeHHOM CBA3M MEX/y KULIEYHUKOM 1 MO3TOM, B TOM
YyCIle 9KCIPecCHd HeMpOIeNnTH/IOB B CIU3KUCTON 000JI0UKe KUIIEYHHKA, TaKMX KaK
MOTUJIVH, Ba30MHTeCTUHANbHBINA nentus (BUIT) u comarocratun (CC). M3meHeHus
NPOAYKLUY JAHHBIX MENTUAOB IPUYACTHBI K BOSHUKHOBEHUIO U PeUIVBAPOBAHUIO
KmHU4Yeckux npossienuit CPK [6]. Motunun u BUIT peryaupyioT MOTOPHO-3BaKya-
TOPHYIO0 QYHKIMIO UILeBAPUTeILHOTO TPakTa. B To sxe Bpems BUII ynpasnseT cekpe-
et HOHOB, abcopbiueil 1 y4acTByeT B pOPMUPOBAHKUY [IPOTHBOBOCIATUTEILHOTO
OTBeTa B IuineBapuTebHOM TpakTe. C apyroii cropotbl, CC 0671a1aeT moaBIsomuM
BO3zericTBUeM Ha nepuctanbTuky XKKT, yBennuuBaeT MHTepBal MeXIy MUTPUPYIO-
VMU MUO3JIEKTPUIECKUMU KOMIIJIEKCAMU U Y4aCTBYeT B KOODAUHALUY IIPOAYKIUU
GOJIbIIMHCTBA TENTU/IOB NHUIIEeBAPUTEILHOTO TPakTa. HapylieHus B perynsiuuu Ku-
IIIEYHO-MO3TOBOY OCH ABJISIOTCA MHOTOGAKTOPHBIMY ¥ BKJTIOYAIOT BUCIIEPATIbHYIO TH-
I1epYyBCTBUTEILHOCT, MUHUMaJIbHOE BOCTAJIeHNe CJIM3KMCTON 000N0YKHY, MOBBIIEH-
HYI0 KHIIEYHYIO ITPOHUIAEMOCTb, HAPDYIIEHUA MOTOPHUKU KUIII€YHNKA, U3MEHEHNS B
paboTe LeHTPaTIbHOW HEPBHOM CUCTEMBI U B COCTABE MUKPOOUOTHI KUIIEYHUKA [7].

B kumedHrKe xopouo GyHKIMOHUPYOMAsA MUKPOOUOTA afiaiTHPOBaHa K X035~
VHY U OCYILIeCTB/sfeT OMOXMMUYeCKre 1 MeTaboIryecKre POLecChl, BaXKHbIe IS
GYHKIMOHMPOBAHUA MaKpoopraHuama. CHUrHaJIbl, HOCTYNAONIe OT MHUKPOOHOTHI
KUIIeYHUKa, MOAYIUPYIOT TOMeoCTa3 uepe3 HepBHbIe, SHAOKPUHHbIE M UMMYHHbIE
IyTH CBA3U MEXAY KUIIeYHUKOM U Mo3roM [8]. [TauuenTs! ¢ CPK nMeroT noBblieH-
HYIO IPOHMIIAEMOCTb CJIM3UCTOW 0OOJIOUKM HEe3aBUCHUMO OT IIOATUIA CO CHIDKEHHOU
akcmpeccuei 6eska zonula occludens-1 (GeIOK MIOTHBIX COeANHEHU-1), oi-KaTeHHHA
Y OKKJIIOZIVHA B Ka4eCTBe MOJIEKYJI a[re31y KULIeYHOro SIUTeNNsA, a TAK)Ke IIPY MUHU-
MaJIbHOM BOCIaJleHU! KUlIeyHUKa. KieTouHble monynaiuy mpyu MUHUMalbHOM BOC-
MaJNTeTbHOM MHQUIILTPATEe B CIU3KUCTOM 000JI0UKE TOJICTOM KUIIKY Y MalMeHTOB C
CPK coCTOAIT 13 Ty4HBIX KJIETOK, 303MHOQIIOB, Makpodaros, CD3*-kietok, CD25*-
KJIETOK ¥ MHTPA3IUTeNNaNbHBIX TMMGONUTOB. IInimeBas ajeprus, He CBSI3aHHAs C
UMMYHOIIO0YIMHOM E, 1 MeTab0/Ii3M KeTYHbIX KUCJIOT TaKXKe MOTYT ObITh BOBJIeYe-
HbI B pasndHble perorumnbl CPK. TIpy 3TOM NAaTONCHXONOTHYECKUH MEeXaHU3M Pa3-
Butus CPK oueHb pa3zHOOOpa3eH 1 He3aBUCUM OT MAlMeHTa, YTO HPUBOJUT K Hapy-
LIEHHIO PEryJIMpPOBaHus LiepeOPOMHTeCTUHAIBHBIX B3aMMOOTHOIIEHHIA.

V manuentoB ¢ CPK 6e3 enyI04HO-KUIIeYHbIX MHPEKIMI B aHAMHe3e [Ji-
TeJIbHOE BOCTaJIeHVe CJIM3UCTON 000JI0UKY KUIIeYHNKA HU3KOW CTeleHn aKTUBHO-
CTU TaK)Xe MOXeT ObITb CBA3aHO C CHH/POMOM M30BITOYHOTO GaKTepHaIbHOTO POCTa
(CUBP) B TOHKOH KHUIIIKe, TIOCKOJIbKY KHIIedHas (yopa OKa3blBaeT CylleCTBeHHOe
BJIMSTHKE Ha CIM3UCTYIO0 0O0JIOUKY U CUCTEeMHbBIN MIMMYHHBIH 0TBeT [9]. B mocnenHue
rozbl cunrtaercsi, 4tTo CUBP B 3HAYMUTENILHON CTETeHU CBfA3aH ¢ pYHKIMOHATBHBIMU
3ab0IeBaHUAMM KuIledyHrnKa, ocobenno ¢ CPK [10]. HemaBuuii MeTaaHaIu3 MOKa-
3ai, 4yro yacrora CUBP y naumnenTtos ¢ CPK cocrasiser 36,7% u TecHO cBsi3aHa C
BOCHaJieHueM KulleyHuka [11; 12].

ITpu CPK Habmonarotess peHoTUnMYeckre n3MeHenus [13]. Tak, y manueHTOK ¢
CPK, HabmozaBumxcs B TedeHue 15 Mec, IpUMepPHO ¥ 25% OCTaBaJICsA TOT Xe MOf-
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tin 6osee ropa. OcraBivecsi 75% Mepelutu M0 KpaiiHeil Mepe B OMH U3 [PYIUX
noatunos [13]. MiccnepoBanue, n3Mepsoliee BpeMs NPOXOX/JeHNUs depe3 TOJICTYIO
KHIIKY C UCIOJBb30BaHUEM DEHTTeHOKOHTPACTHBIX MapKepoB, BBIABUJIO Pa3yMHO
pasnuyaroNuecs CPOKK NMPOXOX/eHHNs CPefy TOATUIIOB ¢ peobiajaHyeM 3anopa
(CPK3), nuapeu (CPKx), cMemaHHOTO TeYeHHs WM HeKJIacCUPUIMPyeMOoi GOPMBI
[14]. OmHako Tonbko y 15% manuentoB ¢ CPK3 Habmomanach 3ajepykka BpeMeHU
TPOXO3K/IeH!sI, U TIPUMePHO Y 36% mnarentoB ¢ CPKx Habrofanock 6eicTpoe Bpe-
Ms TpoxokzaeHus [14]. MaruutHo-pe3oHaHcHass Tomorpadusi (MPT) 6promHoi
NIOJIOCTU BBISIBUJIA CHVKEHUE COAEPXaHUs BOAbl B TOHKOM KUILIKe y MaLKeHTOB C
CPKn u CPK3 u yBenuueHre o6bema morepevHoit 000J04HOM KHIIKY Y MAleHTOB
c CPK3 [15].

KNACCUDUKALNA

CPK TpamuIMOHHO TMOZpa3ZeNseTcss Ha 4eThipe MOATUIA Ha OCHOBE Mpeod-
naparoomeit Mogenu cryna: CPK3; CPKn; cuHApOM pa3zpakeHHOTO KHUIIeYyHHKa CO
CMeIIaHHBIM TeYeHHeM WJIM CHHIPOM Pa3fpaKeHHOTO KUIIeYHNKA HeKIacCuuLu-
pyemoii Gopmsl [16]. 13-3a XapaKTepHO! HEyCTONYMBOCTU M HEIIOCTOSTHCTBA CHIM-
IITOMOB, KaK U IIpexze, npeAnoyTuTesbHO TepMuH «CPK ¢ 3anopom» umm «CPK ¢
nuapeeit> 3ameHsaTh Ha «CPK c mpeobnaganueM 3amopa» u «CPK ¢ mpeobiaganueMm
nuapens. Hexnaccuduuupyempiii CPK 06b1YHO HabII0AaeTCA y MalueHToB, Y KOTO-
PBIX 4acToTa CTyJa U popMa Kasa CBSA3aHbI C IPHEMOM IHUIIH, YaCTOH CMeHOH JVieT,
He CIIOCOOHBIX C/leNlaTh TepephiB B IPHeMe MPenapaToB, BIMSIOMMX Ha KUIIEYHYI0
MePUCTAJIBTUKY, U3-3a BLIPAXKEHHOCTH CUMITOMOB 3abosieBanusi. Kpome Toro, CPK
IeNUTCS Ha [IBa TIOJBUZA: CIIOpaAyecKuid (Hecrenupudeckuil) 1 MOCTUHQEKINOH-
Helii CPK [17].

Bapuanr teuenusi CPK ycraHaBivBaeTcs ¢ y4eTOM 4acTOTHI aKTOB Jedekanuu
(>25%) ¢ n3MeHeHHOH KOHCHCTEHIIMeH CTyJa 10 BpucTonbCKoi mKae oeHKd Gpop-
MbI cTyna (tabs. 1.1). Bpucronbckas mKana sBAsSeTcss 04€Hb YAOOHBIM U TIPOCTHIM
MeTozioM omnpeziesienus nogTuna CPK u Apyrux QpyHKIMOHANBHBIX PacCTPONCTB.

Ta6nuua 1.1. Knaccudukanus dopmbl kana (Bpucronbckas mkana Gopm Kaa)

Tum 1 OTznenpHBIE TBEPAbIE KOMKH, KaK OPEeXY, TPYAHO NPOJBUraIOTCA
Tum 2 B popme k016acKu, HO KOMKOBATBIi

Tun 3 B dopme konbacky, HO ¢ pebPHUCTO TIOBEPXHOCTHIO

Tum 4 B popme K016aCcKU UK 3MEH, TTIaIKUIA U MATKUIA

Tun 5 MasneHbKye MATKre MapUuKy C POBHBIMY KpasMuU

Tum 6 PhixJible 9acTUIIbI C HEPOBHBIMU KPasiMU, KallMile00pasHbiit CTy
Tun 7 BopsAHUCTEIH, 6€3 TBEPABIX YaCTHI]

[Ipu GpopMynMpOBaHUY AMArHO3a HEOOXOAMMO yKa3aTh THIl MPeobiajalomux
HapylLIeHu! CTya.
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KogupoBanne CPK mo MexayHaponHoil kiaaccupukanum Oosie3Heit
10-ro nepecmoTpa.

o K58.0. Cunpom pasapa)keHHOTO KUIIeYHHKa C Jrapeen.

o K58.1. CunpoM pa3apakeHHOTO KUIIleYHHKA C peobialaHueM JInapen.

« K58.2. Cunnpom pasnpaxeHHOTO KHMIIeYHHUKA ¢ IpeobiajaHieM 3aropoB.

» K58.3. CunpoMm paszpakeHHOTO KUIIeYHHKA CO CMeIllaHHbIMU TPOSABIEeHUAMH.
K58.8. [lpyroii unu HeyTOUHEHHbIN CUHAPOM pa3fpakeHHOro KUIIeYHUKa.
K58.9. CunzipoM pa3apaXkeHHOTO KHIledHKa Oe3 Auapen.

KNNHWYECKAAl KAPTUHA N AMATHOCTUKA

HccnepoBareny U NpakTHYeckye Bpauu py nocTaHoBKe auar€osa CPK u ompe-
JleleHUH KJIMHUYeCKOro BapuaHTa 3a00JeBaHMSA JOKHBI PYKOBOJCTBOBATHCA
BpucTonbckoit mkanoi GopMbl Kaja ¥ UCIOJIb30BaTh TUMbI GopMbl Kana 1 u 2 and
uIeHTUGUKAIMY 3a10pa ¥ THMBL 6 M 7 — Juisl uieHTHOUKALMY auaped. [Ipu sTom
CcJlefiyeT PyKOBOZICTBOBAThCS «IPaBHIIOM 25%» (Tabi. 1.2).

Tabnuua 1.2. [JuarHocTryeckye KpUTePUM KIMHUYeCKUX BAPUAHTOB CUHADPOMA pa3jpa-

JKEHHOT'O KUIIIeYHHUKa

Mpeo6nagaowas hopma cTyna no bpucTonbckon wkane ¢opmbl Kasia B AHU NO
MeHblleil Mepe C OJHOKPATHbIM HEHOPMAJIbHbIM ONOPOXKHEHNEM KULIEYHUKA
Bapuanr 1 | CPK c mpe- >25% UCTpaxKHe- AJpTepHaTUBa Ui 3NUAEMU-

obnazaHveM | Huii Tuma 1 wiu 2 no OJIOTMYeCKUX UCCTIe[0BaHMI
3amnopa BpucTonbcKoi mKane U KJIMHUYeCKO! MPaKTUKU —
U <25% ucnpaxHe- cooblieHre manueHTa o Hapy-
HUI TWIA 6 Uy 7 1o IIeHWH CTYJIa ¢ IpeobianaHu-
Bpucronbckoy mkane eM 3aropa (tun 1 wmm 2)
Bapuant 2 | CPK c npe- >25% WCTIpaXkKHe- AnpTepHaTHBa A4 SNUAEMU-
obnasaHveM | HWU TUNA 6 WK 7 N0 OJIOTUYeCKUX UCCIIefIOBAHUN
Juapeu Bpucronbckoy mkae Y KJIMHUYEeCKOU IPAaKTUKU —
1 <25% ucrpaxHe- co001IeHKe TTallMeHTa 0 Hapy-
HuM tina 1 uim 2 no IIEHNH CTYJIa C peobIiafaHu-
BpucTosbcKoi mKae eM ToHoca (THIl 6 unu 7)
Bapuanr 3 | CMmemaHHbI | >25% ucnpaxHe- AnbTepHaTHBa A4 SNUAEMU-
CPK Hu# Tvna 1 wim 2 o OJIOTUYECKUX HCCIeOBaHUN
Bpucronbckoy mkae Y KJIMHUYEeCKOW IIPaKTUKY —
U >25% ucnpaxHe- co00IeHye TALeHTa O Hapy-
HMi TUna 6 uim 7 1o IIeHUHU CTyJ1a 110 TUIY 3a1opa
BpucTosnbcKoit mKae U [uapeu
Bapuant 4 | Hexnaccu- ITanueHTsl, OTBevYarolue | AJbTepHaTUBA AJIA MULEMHU-
¢buru-pye- IMarHOCTUYEeCKUM KpU- OJIOTUYECKUX MCCITeI0OBAHUI
MbIit CPK tepusaM CPK, Ho natono- | ¥ KIMHWYECKON TPaKTH-
rUdecKast KOHCUCTeHIMs | KU — cOO00leHre malreHTa o
KaJjla He COOTBETCTBYET JacToil cMeHe GOpMBI Kana
KpUTEPUAM KIMHUYe-
CKUX BapuaHToB 1-3
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