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KnuHuyeckue 0coOE€HHOCTU pasnnyHbIX GeHoTUNMYeckux GopmM apuTMOreHHO KapauomMmuonaTum
B NeAnaTpuyeckoin nonynsaumn: cuctemaTmiyeckuii 003op u metaaHanus

Anekceesa [1.10."2, Kodeiinnkosa O.A.', Mapanos [1. 1.3, Bacuukuna E.C."

ApuTtmoreHHas kapauomuonatus (AKMM) — nporpeccupyiouiee 3abonesaqme
C BbICOKMM PUCKOM BHe3arnHow cepaedHoi cmeptu (BCC), BecbMa pesiko BCTpe-
yatoLeecs B neanaTpruyeckoii nonynsumm.

Lienb. N3y4ntb 0COGEHHOCTN KIIMHUYECKOTO TEYEHUSI, MCXOA0B W MPOrHo3a npu
pasnnyHbix popmax AKMI y naumeHToB AETCKOro Bo3pacra.

Martepuan u metogbl. Mpu nepsryHoM oTHope BbiNo HaaeHo 144 nybnukaumm
B 6a3e maHHbIx PubMed. 13 nepBoHayYanbHO MOEHTUOULMPOBAHHbLIX Pe3yNsTaToB
noucka npoBefeH aHanu3 7 pabot.

Pesynbratbl. HacnencteenHocTs no AKIMM oTarowieHa B 90% cnyyaes. Y kaxmo-
ro BTOPOro MauyeHTa PerucTpuMpoBasmch cMMnToMbl 3abonesanns 49,2% (95%
noBepuTenbHblil MHTepsan (AN): 19,3-79,1). YacTbiMu KAMHUYECKMMU NposiBRe-
Huamm AKMI 6binm cepauebuerne, npuaHaky cepaeyHoin HeaoCTaTOuHOCTH, CUH-
KonanbHble COCTOsIHMS. YacToTa cnyyaeB BCC v BHe3anHO 0CTaHOBKM cepaLua
coctaBuna 7,1% (95% AW: 1,7-12,4) n 5,1% (95% OW: 1,5-8,7), COOTBETCTBEHHO.
MMnnaHTaumus MMNNaHTMpyemMoro kapauosepTtepa-aedubpunnaropa npoBoau-
nacek B 40% cnyyaes.

3aknioyeHne. Hamun He BbisiBNeHa kakas-nmbo cneundUYHOCTb KIMHUYECKMX
NpW3HaKoB C y4eToM deHoTunryeckoro sapuaHta AKMM. OgHako 6onee paHHWit
e6i0T U NporHocTUYeckn HebnaronpusTHOE TeYeHUEe XapakTepHo Aas "Heknac-
cuyecknx” dpopm 3abonesanns. AKMIT xapaktepudyercs BeICOkiM puckom BCC,
NO3TOMY KpaiiHe BaXHO CBOEBPEMEHHO YCTaHOBUTb [IMarHos3.

KnioueBble cnoBa: apyTMOreHHas kapanoMuonaTus, BHe3arnHas cepaedHas
CMEPTb, UMMIAHTUPYEMBIN KapAMOBEPTEP-AebUBPUINATOP, KNNHUYECKUE 0CO-
BGEHHOCTW, AeTU.
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AKMIN — aputmoreHHas kapanomvonatus, 6B — 6useHTpukynsipHas, BCC — BHe-
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Clinical characteristics of various arrhythmogenic cardiomyopathy phenotypes in the pediatric

population: a systematic review and meta-analysis

Alekseeva D.Yu."2, Kofeynikova O.A.!, Marapov D. 1.3, Vasichkina E.S.!

Arrhythmogenic cardiomyopathy (ACM) is a progressive disease with a high risk
of sudden cardiac death (SCD), which is very rare in the pediatric population.
Aim. To study the clinical course, outcomes and prognosis in various ACM
phenotypes in pediatric patients.

Material and methods. During the initial selection, 144 publications were found
in the PubMed database. From the initially identified results, an analysis of 7 works
was carried out.

Results. Positive family history for ACM was revealed in 90% of cases. Every
second patient had symptoms of the disease (49,2% (95% confidence interval (Cl):
19,3-79,1)). Frequent clinical manifestations of ACM were palpitations, heart failure
symptoms, and syncope. The incidence of SCD and sudden cardiac arrest was
7,1% (95% ClI: 1,7-12,4) and 5,1% (95% Cl: 1,5-8,7), respectively. Implantation of
an implantable-cardioverter defibrillator was performed in 40% of cases.
Conclusion. We did not reveal any specificity of clinical signs depending on ACM
phenotype. However, an earlier onset and an unfavorable course are characteristic
of non-classical ACM types. ACM is characterized by a high risk of SCD, so it is
extremely important to make a timely diagnosis.

Keywords: arrhythmogenic cardiomyopathy, sudden cardiac death, implantable
cardioverter-defibrillator, clinical features, children.
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KniouyeBble MOMEHTbI

* [lokazaHo, yTo HU B KpuTepusix Task Force 2010r,
HM B [TagyaHcKuX He ObUTM YYTEHBI BOBMOXHOCTH
JIMarHOCTUYECKOTO MOKMCKA y MAllMeHTOB IETCKO-
ro Bo3pacTa.

ITpoBenen cucrematnyeckuii 00630p ¢ MeTaaHa-
JIN30M OCOOEHHOCTEH KIMHUYECKOTO TEYEHWMS,
HWCXONIOB M TIPOTHO3a TPU Pa3IMIHBIX opmMax
APUTMOTEHHOW KapAMOMMOIATUU Yy MAllEHTOB
JIETCKOTO BO3pPAacTa.

[IpencraBneHbI TaHHBIE OCOOCHHOCTE! KIMHUYEC-
CKOTO T€YEHMSI, NICXOIOB 1 TIPOrHO3a ITPH Pa3Tud-
HBIX (popMax apUTMOTEHHOM KapIMOMHUOIATHU
B TIEINATPUIECCKON TTOITYISIIAMN.

AputmoreHHast kapnuomuonatuss (AKMIIT) — Ha-
CIeICTBEHHOE 3a00JIeBaHNUe, IJIsI KOTOPOTO XapaKTePHO
HaJIMIKe XeTYITOYKOBBIX HAPYIICHUI pUTMa C BOBJICUC-
HUEM U yXyOIleHueM (PYHKIHNU KETYIOUYKOB B PE3YIb-
TaTe TPOrPeCcCUPYIONMEeTro (pUOPO3HO-KMPOBOTO 3aMe-
IIeHUST HOPMAJIBHOM cepmedyHoi TKaHu [1, 2]. B 1977T
Fontaine G ObLI TIpeajioKeH TePMUH apUTMOTeHHas
nucruiasus npasoro skeayaouka (IT2XK), T.k. u3HayaabHO
CUMTAJIOCh, YTO JaHHOE 3a00JIeBaHME MOpPaXKaeT JIMIIb
mmokapn 12K [3]. Omaako yxe B XXIB mOosIBUINCH CBEIe-
HHS O BOBJICUYCHNH B TTATOJIOTUICCKUI MPOIECC KaK Jie-
Boro xenynouka (JIXK), Tak u IT2K. Y, eciim n3HavaIbHO
Takre (hOPMBI PACCMATPUBAINCHh KaK aTUITNYHBIC Bapy-
aHTBI apUTMOTeHHO# mucrutaznu [12K, To HakoTUIeHHBIe
MaHHBIC 3a TTOCCTHNE NeCATUICTHS TTONTBEPIUIIN CYIIe-
CTBOBaHNE TPEX BapMaHTOB JAaHHOI HO30JIOTWU: IIPaBO-
KETYLOYKOBOW, JIEBOXEITYAOYKOBOW, OMBEHTPUKYISIP-
Hoit (bB) [4-7]. Y1 B 20191 pabouas rpymnma OO61ecTBa
CepIeYHOTO PUTMAa MPUHSIIA OOt TEPMUH TSI 3TOTO
3a00JIeBaHUST BHE 3aBUCUMOCTHU OT (PEHOTUITMIECKOTO
Bapuanrta — AKMIT [6].

B Hactosmee BpeMsl o JaHHBIM JIMTEpaTypHl pac-
npoctpaneHHocTb 12K ¢popmbr AKMII y B3pocioro Ha-
CeJIecHUs BapbUpyeT OT 1 Ha 2 THIC. 1O 5 TBHIC. YEIOBEK
[8]. HacToTa BcTpeyaeMoCTH 3TOr0 3a00JIeBaHUS B TIEIN-
aTpUYECKON MOMYJISLMU Ha CEeTOAHSIIIHUMN TeHb OCTaeT-
¢ HeM3BeCTHOM. BeposaTHO, 3TO 00YCIOBIIEHO TEM, UTO,
kak npasuio, aass AKMII xapakTepHo mocCTeleHHOe
pa3BuTHEe W MaHHUdecTanus 3a00jeBaHUS B BO3pacTe
mexay 20 u 40 rogamu [9].

B TeueHMe maHHON MATOJOTUU BBHIACISIIOT HECKOIb-
Ko (ha3, ¥ KIMHWYeCcKasT KapTHHA 3a00JIcBaHMUS BeChMa
MHOTOOOpa3Ha — OT OECCUMMIITOMHOTO TeUeHMS 0 BHE-

in the pediatric population: a systematic review and meta-analysis. Russian Journal
of Cardiology. 2022;27(4S):5146. doi:10.15829/1560-4071-2022-5146. EDN
GFCRGW

It was shown that neither the 2010 Task Force nor
the Padua criteria describes ACM diagnosis in pe-
diatric patients.

» A systematic review with a meta-analysis of the cli-
nical course, outcomes and prognosis features in
various ACM forms in pediatric patients was car-
ried out.

Data on the clinical course, outcomes and pro-
gnosis characteristics in various ACM forms in the
pediatric population are presented.

3amHoit cepaeuyHoit cmepTtu (BCC) [10]. Hanbompiryto
HACTOPOKEHHOCTh TIPEACTaBISICT COO0I TaK Ha3hIBac-
Mas HauyanpHast (aza AKMII, KoTopyro Takxke Ha3bI-
BafT "CKpBITON". OHa XapaKTepuU3yeTCsI OTCYTCTBHEM
3JIEKTpOKapAUOTpaduIecKNX U MOP( oG YHKINOHAIb-
HBIX IIPU3HAKOB, HO IIPU 3TOM KpaifHe BEICOKUM PHUCKOM
BCC [11, 12]. U3BecTHO, 4TO y neTeil HEPEIKO MMEHHO
BHe3amHast octTaHoBKa cepana 1 BCC sBisiioTcst epBbI-
MU TIpu3HakKaMu 3abosieBanus. Tak, padbora Corrado D,
et al. mokazaia, uro B cTpykTtype BCC cpenu mmompocT-
KoB B pernoHe Benerto B Utanuu 20% npuxoautcs Ha He
IrarHocTHpoBaHHYIO paHee AKMIT [13].

Ha manHBIIT MOMEHT NPUHIT MHOTOITAapaMeTpHUIC-
CKMI1 TTIONXOM B IMaTHOCTHKE 3TOM HO30JIOTMH, OCHOBAH-
HBII Ha pe3yJibTaTax J1abopaTopHO-MHCTPYMEHTAIBHBIX
METOIOB OOCJIeIOBaHMSI, TAKNX KaK DJIEKTPOKaparorpa-
¢us, sxokapauorpadusi, MAaTHUTHO-PE30HAHCHAS TO-
Morpadus, X0JITepPOBCKOE MOHUTOPUPOBAHUE, TUCTO-
JIOTUYECKOE M TeHETUYEeCKOoe OOCIeOBaHUE, a TaKXKe
CBEIECHUI O CeMEHOM aHaMHe3€e, COIJIACHO KPUTEPUSIM
Task Force 2010r [10]. Kpome Toro, B 2020T 6bUIH pa3-
pabotansl [lamyaHcKre KpUTEPUU C MENbIO YIyJIICHUS
BBISIBIIEHUS "Heknaccndyecknx' ¢opm AKMIT.

Tem He MeHee, HECMOTPST Ha TaKOit MHOTOTPaHHBIN
nonxon K guarHoctuke AKMII, BoisiBIeHUEe JaHHO HO-
30JIOTUHU CJIOXHAS 3amada, 0COOCHHO B TIeIMATPUICCKOM
nonynsauun [14-16]. 1o 00ycI0BIEHO OCOOEHHOCTIMU
(GU3NOTOTHIECCKOTO Pa3BUTHUS ACTCH M CYIICCTBYIOIIM -
MU pa3IWYUsIMHA B KIMHUYECKOIl KapTuHE 3abolieBa-
Hus. Kpome toro, Hu B kputepusx Task Force 2010r,
HU B [lagyaHCcKMX He OBUIM YYTCHBI BO3MOXHOCTH IHAa-
THOCTHYECKOTO TTOMCKA Y TTAIIMEHTOB JETCKOTO BO3pacTa.

OnHako clieaxyeT oOpaTuTh BHUMAaHHWE Ha BaXXHYIO,
a TIOpOi U KJTIOUYEBYIO POJIb CEMEITHOTO aHaMHe3a B BbI-
apienun AKMII y nereit [17]. Tak, Haiu4unue ceMeHbIX
crygaeB AKMIT n/umm BCC sgBnsercst 6e3yCIOBHBIM
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ITOBOIOM TSI YIITYOJIEHHOTO MEIWIIMHCKOTO 00CIemo-
BaHMSI M TMHAMHWYECKOro HabmoneHus. Takke HapacTa-
HUE KJIMHUYECKOIl CHMIITOMATUKHN B BUIE TTOSIBICHMUS/
yUaIeHus Xayo0 Ha cepaiedneHne, CHHKOIAIbHBIC CO-
CTOSTHUSI, TIpU3HAKU cepaeaHoil HegocTaTouHocTH (CH)
W Ip. CBUACTCIHCTBYIOT O IIPOIPECCUPOBAHUU 3a00JIe-
BaHug 1 noBelmeHny pucka BCC [12, 18, 19]. Crnenyet
OTMETUTh W BHICOKYIO 03a00YCHHOCTD CTpaTH(PUKAIINCI
pucka BCC, a Takke IMOKa3aHMSIMHM K WMILIaHTAIlNU
MMIUIAHTUPYEMOTO KapauoBepTepa-aepuoprmuisTopa
(MUK) ¢ uenbio ee TIepBUYHOI MPODMIAKTUKI Y IETCH.

Takum o6pa3oM, Bce BEIIICIICPEYNCICHHOE ACIacT
aKTyaJbHBIM M3Y9YCHNE KIMHUIECKMX OCOOCHHOCTEH Te-
yeHust AKMII, a Takxke maHHBIX 00 MCXOdax U MPOTHO3e
STOI TTATOJIOTUH Y ACTe M MOCIY:KMJIO TIOBOIOM IIPOBE-
IIEHNST TAaHHOTO CHCTEMAaTUIECKOTro 0030pa ¢ MeTaaHaJI-
30M.

B cBs131 ¢ 3TUM HeTbI0 JaHHOTO aHalln3a ObUIO U3Y-
YeHNEe 0COOCHHOCTEH KIMHUYECKOTO TCUCHMS, MCXOIOB
¥ TIPOTHO3a NpU pasnTnaHbIX popmax AKMII y manmeH-
TOB JIETCKOTO BO3pacTa.

Martepuan u metogbl

ITouck myOamKanmii m 0TOOP MCCAETOBAHMIA. AJITOPUTM
rmoricka MHMOpMay ObLUT pa3paboTaH B COOTBETCTBUU
¢ TpeOOBAHMUSIMU U TIOJIOKCHUSIMU OTYCTHOCTU IUIST CH-
creMaTudecKnx 0030poB U MeTaaHanm3oB (PRISMA)
B 6a3e maHHBIX PubMed (144 craTeil) m BKIIIOYaa I10-
WCK MCCIIEIOBAHUI ¢ MCITOJIb30BAHNEM TTOMCKOBBIX 3a-
IIPOCOB, KITIOUYEBBIX cJIOB (B T.4. MeSH) m mormueckmx
omeparopoB. ComracHO ITOCTaBICHHON IIeIM ITOMCKA,
TE3UCHI JOKJIAIOB, IIPOTOKOJIBI 3aceNaHMii, KHUTH, K-
HUYECKUE CIIyYad M CepUH CIyJacB HE MCITOIb30BAINCH.
AHDIMIACKMIT SI3BIK OBIT YCTAaHOBJICH B KaUeCTBE SI3BIKO-
BOTO OorpaHWueHwus1. Tpu aBTOpa HE3aBUCUMO APYT OT
IpyTa U3YYWJIN 3aTOJIOBKM M aHHOTAIIUM ITyOJMKAITUA
Ha COOTBETCTBUEC KPUTCPUSIM BKIIOUCHUS, BO3HUKIIINE
pa3HoINIacus pellajy IIyTeM MePEeroBOPOB MM C IIPH-
BJICUCHMEM YETBEPTOTO aBTOpa. KccimemoBaHMsT cHavaja
IIPOBEPSIIINCH TTyTeM YTCHUS 3aTOJI0BKOB MJIM aHHOTA-
Ui, ITOOBI UCKITFOUUTHh 0030PHI, OTIYETHI O CIyJasX WU
HepeJeBaHTHBIC CTAaThbM, a 3aTeM HCCJICIOBAHUS OTOM-
pamch IyTeM YTCHUS TOJTHOTO TeKcTa. MccimemoBaHms
CUNTAJIACh TIPUEMIIEMBIMHU, €CJTA OHM TIPEACTABIISIA CO-
00ii: 1) BRIOOPKM TALIMEHTOB ACTCKOTO BO3pacTa ¢ ITOMI-
tBepxKIeHHo AKMII, roe Obuiu nipencTaBieHbl UX KITK-
HUYECKIE XapaKTEePUCTUKH, TaHHBIE O TIPOTHO3¢ 1 MCXO0-
Iax 3a00JIeBaHMSI; U 2) MCCICIOBAHMSI, CPABHUBAOIINC
KIMHUYECKUE TIPU3HAKHA Y TTAIlMeHTOB AETCKOTO BO3pac-
Ta ¢ paznuyHbiMu popmamu AKMII.

KitroueBbie cioBa B 6a3e maHHbIX PubMed: "arrhyth-
mogenic cardiomyopathy" and "Padua criteria”" and "chil-
dren" or "Phenotype" and "arrhythmogenic cardiomyo-
pathy" and "children" or "right ventricular arrhythmoge-
nic dysplasia and pediatric population”.

IMocnennuit mouck ocymectnisica 08 mapra 2022r.

Kpurepun BKIIOUYeHNS/HCKIOUeHnsA. B crcremaTtiue-
CKHUi1 0030p BKIIFOUCHBI TOJIBKO TE¢ MCCICIOBAHUS, B KO-
TOPBIX OBLIM aIeKBATHO IPENCTABICHBI MCXOMHBIC MaH-
HBbIC — TOJTHOIICHHOE OTNMCaHNe KIIMHUYECKO KapTHUHBI
I pa3snIUYHBIX (peHotunmuecknx ¢opm AKMII y ma-
LUEHTOB IEeTCKOro Bo3pacTa. O0s3aTeIbHBIM YCIIOBUEM
BKJIFOUCHUS ITyOIMKAIIMA B MeTaaHAIU3 OBUIO HAJIWJUe
MAHHBIX O KIMHUYECKNX OCOOCHHOCTSX, MCXOIax, MPo-
THO3¢ 3a0oJeBaHMs. Bo3pact no 18 et (BKIIFOUMTETEHO)
OBLT OTHECEH K OTpaHWYCHUSIM TaHHOTO 0030pa. Takke
OBUIM MCKJTIOUCHBI MCCICMOBAaHUS Ha KUBOTHBIX, 0030-
pBI, KIMHUYCCKUE CIAydyanm W cepuu ciaydaeB. Ciemyer
TMOMYEPKHYTH, YTO KOJIMYECTBO BKITIOUYCHHBIX B MCCIICIO-
BaHMSI MAIIMEHTOB HE SIBJISUIOCH IUIST HAC OTIPEICISTIOIINM
daxTopom orbopa.

N3BneyeHne U CUHTE3 JaHHbIX UccaenoBanuid. [Tpu riep-
BUYHOM OTOOpPE C MCITOJIb30BAHWEM BBIIICOMMCAHHBIX
TIOMCKOBBIX 3aIpOCOB OBLIO TTOJIydeHo 144 myoaukanmit
(PubMed).

H71s1 Kaxkooro UCCaemoBaHUs PErUCTPUPOBAIIACH ClIe-
IyIOIMe MaHHbBIC: TIEPBBIN aBTOP, TOM ITyOJIUKAIINN, MC-
ciemyeMasl TTOMYJISIINsS, KOJUIECTBO ClIydyaeB, BO3pacT
nedora AKMII, nmon, cumnToMmel 3a001eBaHus, JaHHBIC
00 Mcxomax M JICYCHUM, a Takke (PeHOTHITUMUECKUE TIPH-
3HaKW Ha OCHOBE KPHUTEPHEB MEXKIYHAPOTHOM padoucii
rpyrmbl Task Force 2010 w [TagyaHcKnX KpUTEpHEB: ce-
melinabrii anamues AKMIT, BCC. Jliobble pasHormacus
pas3peraanuch MyTeM OOCYKIEeHUS MU C yIaCTHEM JeT-
BEPTOTO MCCIICmOBATEIs.

CratucTtndeckuii anaim3. MeTaaHaau3 JaHHBIX TIPO-
BOIUJICS C MCITOJIb30BaHMEM CBOOOIHOTO ITPOrpaMMHO-
ro obecnieueHust Open Meta-Analyst. [Tpu 06061eHNN
MAaHHBIX OTOEIBbHBIX MCCICIOBAaHUM, YUNTHIBAST 3HAUM-
TEJIBHYIO CTATUCTUYECKYIO TeTepOTeHHOCTh OOJBIIMH-
CTBa MoKa3aTeJiel, MCII0Jb30BaIaCh MOICHb CITyJalfHBIX
addexTos. [IpoueHTHbie K01 ¢ 95% nOBEpUTEIBHBIMKI
nHTepBagamu (JAM) paccumThIBaIMCh ¢ TTIOMOIIBIO ME-
toga DerSimonian-Laird [20]. Pe3ynsraTel MeTaaHaau-
3a MPEICTaBISUINCH B Bume O6o0orpammel (forest plot).

CpaBaenne manHbIx 12K dopmer AKMIT ¢ JIXK u BB
(opMaMm BHITIOJTHSUIOCH ITyTeM pacdyeTa 000OIIeHHOM
YaCcTOTHI MATOJIOTUICCKUX COCTOSHUI C IMMpeIBapuUTeIb-
HBIM CJIOXCHHMEM UMCIIa CIIydaeB M YUCJIa MCCIICAYECMBIX
B OTIEJIBHBIX IyOauKanmusx. Jlamxee mpoBoamiIach OICH-
Ka CTaTUCTUYECKON 3HAUMMOCTHU pa3InInii TToKa3aTeseii
C TIOMOIIIBI0 KpUTepHs X1-KBaapat [IupcoHa, pacCIMTBI-
BaJIOCh OTHOLIEHME MaHCcoB ¢ 95% [AW. Pasnuuus cuu-
TaJIMCh CTATUCTUYCCKU 3HAUMMBIMHU T1pn p<0,05.

PesynbTtathbl
Kak mokazaHo Ha pUCYHKe 1, mepBOHAYaJbHO MbI
noayuyuiu 144 uccinenoBanus. Jlaiee ¢ MOMOILIBIO 3JIEK-
TPOHHOI'O M PYYHOTO ITOKMCKA IOCJe yaajdeHusT ayO0iu-
KaToB, 0030pHBIX CTaTeil, KIMHUYECKUX CAydaeB WU
KMCCIIENOBAaHUI, He MOAXOMSINUX IJIsl HAlllero aHaju3a,
O6bUTO ocTaBieHO 39 craTeil. bl MpoCMOTPEHBI MOJI-
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TlepBoHavYabHbBIN MTOUCK C TOMOIIbIO Oa3bl JAHHBIX

PubMed (n=144)

105 crareit MCKJIIOUECHBI B CBSI3U C HECOOTBETCTBUEM LIEJIM ITOMCKA:
— KimHunyeckue ciyyau, cepum ciiydaeB, CUCTEMATHYECKIE 0030PbI
— HWccnenoBaHust Ha KMBOTHBIX

v — Bospact nmauuenTos >18 et

TToTHOTEKCTOBBIE CTAThU , IPOCMOTPECHHBIC

UTSI IeTaTbHOTO aHam3a (n=39)

A 4

32 MOJHOTEKCTOBbIE CTAThU MCKIIFOYEHBI M3 aHAIM3a B CBSI3U:
— JlyGaupoBaHUe MATEPUAIOB UCCIIEIOBAHUS

— OTcyTcTBUE KIIMHUYECKUX 0cOOeHHOCTeM TeueHust AKMIT
h 4 — Bospact nauueHnTtosB >18 et

Crarbu, BKIIIOYEHHbIE B aHAIU3 (N=7)

Puc. 1. Anroputm ot6opa nybnvkauuii.
Cokpauwenue: AKMIN — apuTMoreHHas kapanommonaTus.

Ta6nuua 1
UccnepoBaHud, BKJIIOYEHHbIE B CUCTEMATUYECKUiT 0030p
ABsTOp log, Konnyectso BospacTt, netr  SD (%) Mepuvop HabnoaeHus (net)  Manbuvkm (n)  Oesouku (n)  Dopma AKMI
navmeHTos (n) MK () JX(n) BB(n)

Cicenia 2021 21 13,9 2 5,46+317 (1,13-12,43) 6 15 8 1 12
DeWitt 2016 32 151 38 4,9%3,0 18 14 16 7 9
Surget 2022 61 115 25 33 51 10 4 13 7
Bauce 2011 53 12,3 39 947 31 22 53 = =
Riele 2015 75 15,3 24 8,475 41 34 75 - -
Etoom 2015 23 11,8 36 - 17 6 23 - -
Daliento 1995 17 14,9 49 7£37 12 5 17 - -

CokpaweHusa: AKMIN — aputmoreHHas kapaumomuonatusi, BB — 6useHTpukynsapHas, JIK — nesoxenynoukosas, MK — npaBoxenynoykoas.

HBbIe TEKCTH 39 OCTaBIIMXCSI MCCIeOIOBaHWUA, U 32 U3
HUX OBUIM MCKJIOUECHBI, ITIOCKOJIBKY OHU OBIIM: a) MC-
CIIeMOBAaHUSIMU, B KOTOPBIX OBUIM BKIIFOUCHBI ITAIIMCHTHI
crapmre 18 et (n=19); 0) ucciaenoBaHUs, B KOTOPBIX HE
OBLTU TIPEACTaBICHBI KIMHUICCKNE OCOOCHHOCTH Te-
yeHuss AKMII (n=11); 1 B) ucciienoBaHusI, B KOTOPBIX
ObLTM MyOIMpOBaHHBIC HaHHBIE (N=2), IIpW 3TOM 00a
HCCIIeI0BaHMS OB NCKITIOUCHBI M3-3a BKIIIOUCHUS TTa-
LIMEeHTOB cTapime 18 ymeT. B utore B cucTeMaTHIeCKUiA
0030p ¥ MeTaaHaau3 ObLIO BKIIIOYEHO 7 MCCAeA0BaHUM
u3 144 19, 21-26] (tab6a. 1). B 5 u3 Hux npeacraBieHbl
KJIMHUYECKNE OCOOCHHOCTH Pa3IMYHBIX (PeHOTHUITMYIEC-
ckux BapuantoB AKMII: B 4 — teuenne 12K popmbr
n B 1 [24] — Bcex Tpex BapuaHTOB 3aboyieBaHus. B 2
ncciaenoBanuax [21, 26] naHa oOmas xapaKTepUCTHKa
TedeHus pasaundHbIXx hopm AKMII. Bt 2 padoTsr [21,
26] TakKe OBUIM BKJIIOYEHBI B aHAJIM3 ITOCIIE OOCYXKIe-
HUS aBTOpPaMM.

B cBs131 ¢ TeM, 4TO MHMOPMALINS O YaCTOTE CHUMIITO-
MOB U MCXOIOB Tipu "Hekyaccmyecknx" gopmax AKMIT
ObLTa MpeIcTaBlIeHa B eIMHUYHBIX MCCICIOBAHUSIX, ME-
TaaHAJIM3 B 3TOM cliyyae He mpoBommics. OH BBITTOTHSII-
cs1 ToabKo 115 ciaydaeB 12K ¢hopmbl 3a001eBaHusI, a Tak-
JKe IUIST OOIIeit 9acTOTHl CUMIITOMOB U MICXOIOB.

Kimnnyeckas xapakrepuctuka AKMII. Bcero B ana-
JIN3 BKITIOYeHO 282 pebeHKa cpeaHero Bo3pacTa 13,5£3,3
net. COOTHOIIIEHUEe MaJThIMKOB/IeBOUYEK 1O MCCIIea0Ba-
HuaM cocTasuiio 176/106 (62,4/37,6)%. Cpenyt GOTBHBIX,
BOILIEAIINX B uccieqoBanue, y 233 (82,6%) omnucaHa
npaBogoMuHaHTHas opma AKMIL, y 21 (7,45%) — ne-
BomoMuHaHTHas 1y 28 (9,93%) — BB. Bo Bcex BKITIO-
YEHHBIX CTaTbsIX IPEACTABIEHbl KIMHUYECKUE U/WUIIN
aJIeKTpoKaparorpadpuieckrue 0COOGEHHOCTU TEeUYeHUs
AKMII y malimeHTOB IE€TCKOro BO3pacTa.

PazianuHble CUMIITOMBI 3a00JIeBaHUSI ObLIN OIMKMCAHBI
BO BCEX BK/IIOYEHHBIX MCCJICIOBAHUSIX M BCTPEYAIUCh
MpakTU4eCKH Yy MOJOBUHEI mereit (96, 43,8%). K nau-
00Jiee YaCThIM MPOSIBIEHUSIM 3a00JIeBaHUS OTHOCUIIUCH
cepauebueHue u npusHaku CH, pexe BcTpedaanuch CUH-
KomaibHble coctositus u cirydar BCC. Tak, o mpu3Hakax
CH coo0iaercst BO BceX BKJIIOYEHHBIX MCCIEIOBAHMSIX,
OIHAKO KOJIMYECTBEHHASI XapaKTepUCTUKA IIpeACTaBIeHa
JULIb B 2 paboTax u Habmonanack y 29 (25,4%) uenoBex.
Cepaiebrenue, CMHKOIIE IIPeACTaBIeHbl B 4 HCCIeI0Ba-
HUSIX U BeTpedanuch y 36 (27,5%) u 24 (18,3%) marm-
€HTOB, COOTBETCTBEHHO. B 5 pabGoTax omucaHbl ciydyaun
BCC, koropsie 6butn 3apeructpupoBanbl y 18 (9,09%)
MMaLUEHTOB.
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OO6was yactora usy4aembix cumnromos npu AKMI no6oii nokanusauum

[aTonornyeckoe CoCTosiHME

CuMNTOMBI 96/219 (43,8)
BHe3anHas octaHoBKa cepaua 18/261 (6,9)
BHe3anHas cepaeyHas cMepTb 18/198 (9,1)

Cokpawenue: 1IN — noeeputesnbHbIi MHTEPBA.

O6Lee yncno cnyyaes/uncio nccnepyembix (%)

Tabnuua 2
PesynbTathl MeTaaHannsa leTeporeHHoCTb
Dons cnydaes (95% AN), % 12, % p
49,2 (19,3-791) 973 <0,001
51 (1,5-8,7) 4778 0,088
71 (1,7-12,4) 5792 0,05
Tabnuua 3

KnuHnuyeckasa xapaktepucTuka nauueHToB, BK/IKOYEHHbIX B CUCTEMATUYECKUIA oﬁsop

MccnepoBaHue Cicenia, 2021 DeWitt, 2016  Surget, 2022
BHesanHas 0O6LL. 1/21,4,76 0/32,0
cepaeyHas BB 0/9, 0
cMepTb, n/o6u., K 0/7.0
. .
’ X 0/16,0
BHesanHas 0o6LL. 5/32, 15,6 2/61,3
0CTaHOBKa BB 1/9, 111
cepaua, n/obul., e 1/7,143
%
’ X 3/16, 18,8
CuHkone, o6, 2/21,9,52 2/32, 6,25 16/61, 26
n/obuw., % BB _ -

JIX = =

MK - 2/16,12,5 -
CepaeyHas o6, 13/61, 2,1
He#oCTaToO4HOCTb, BB _ _ _
n/o6u., % X _ _ B

X
Cepauebuenue, 06w, 1/21, 4,76 1/32, 3,13 24/61, 40
n/o6uw,., % BB _ _ _

K = = =

X - 1/16, 6,25 -
CuMNTOMBI, o6, 4/21,19 27/32,84,4 -
n/obu., % BB - _

JIK - -

X

Bauce, 2011 Riele, 2015 Etoom, 2015 Daliento, 1995 O6uiee, n/abc., %
4/53,755 11/75, 14,7 2/17,11,8 18/198, 9,09
0/9,0
0/7,0
4/53, 755 11/75, 14,7 2/17,11,8 17/161, 10,6
1/53, 1,89 8/75, 11 0/23,0 2/17,11,8 18/261, 6,9
1/9, 111
1/7,14,3
1/53, 1,89 8/75, 11 0/23,0 2/17,11,8 14/184, 76
4/17,235 24/131,18,3
4/17,23,5 6/33, 18,2
16/53, 30,2 29/114, 25,4
16/53, 30,2 16/53, 30,2
10/17, 58,8 36/131,275
- - 10/17, 58,8 11/33, 33,3
14/53,26,4  28/75, 373 6/21, 26 17/17,100 96/219, 43,8
14/53,264  28/75,373 6/21, 26 17/17, 100 65/166, 39,2

CokpaueHusi: BB — 6useHTpukynspHas, JDK — nesoxenynouykosas, MK — npasoxenynoykosas.

B pesybraTe MmeTaaHanm3a o0IIIeit YaCTOTHI M3yIaeMbIX
KIIMHUYECKUX COCTOSHUI mpu mo0bIx popmax AKMII
OBLTU TTOJTYYeHBI TaHHBIC, TIPEACTABIICHHBIC B TaOUIIe 2.

ITo maHHBIM MPOBENEHHOTO MeTaaHaJIM3a YacCTOTHI
pa3IMYHBIX MaTojioTuuecKux cocrostHuii mpu AKMII
110001 (hOPMBI TTIOUTH B TIOJIOBUHE CIy9acB OTMEYAINCh
pasnuuyHbie cuMITOMBI (49,2%), yacToTa BHE3aIlHOM
octaHoBkHU cepaia 1 BCC Obl1a HECKOJIBKO HILKE, YeM
P TPOCTOM OOBECAMHECHWU MAHHBIX MCCICIOBAHUIA,
u cocrapistia 5,1 u 7,1%, COOTBETCTBEHHO.

Onuncanme KIMHUYESCKOW XapaKTCPMCTUKM TaIlM-
€HTOB C y4yeToM (peHoTurnumueckux BapmaHToB AKMII
MIpeACTaBICHO B Tabmmile 3.

IIpu oleHKE YAaCTOTHI CHMMIITOMOB y IallMEHTOB
¢ ITK dopmoit AKMIIT ObUIM MOJydeHBI CIEeayIONne
IaHHBIe (puc. 2).

B coorBercTBUM C¢ mpencTaBieHHOI Oi1o0oTrpaM-
MO, CUMIITOMBI OTMEYaJINCh y 65 13 166 uccieayeMbIx
¢ ITK dopmoit AKMII, onmrcanHBIX B 4 ITyOIUKAILIMSIX.
YacrtoTra ciygyaeB BBISIBICHHUS CUMIITOMOB 110 JTaHHBIM
MeTaaHanu3a coctauia 47,7% (95% AWN: 7,8-87,6%).
3HaunTeIbHBIA pa3max rpaHull 95% AW oOycioBiaeH
BBICOKOM CTAaTHMCTHMYCCKON TeTEPOTreHHOCTHIO IMOKa3a-
tens (12=98,0%, p<0,001): yacToTa CUMIITOMOB B IIpO-
AHAJIM3UPOBAHHbBIX UCCIIENOBAHUSIX COCTaBsLIa OT 26,4%
(Bauce, 2011) mo 97,2% (Daliento, 1995).

PesynbraThl MeTaaHanIM3a JOJM CIydacB BHE3AITHOMN
OCTAaHOBKM CepIIa IpeACTaBICHBI Ha clleAylomeit 61o0-
o6orpamme (puc. 3).

CornacHO TaHHBIM, TIPEACTaBICHHBIM B 5 ITyOJIMKa-
IUSIX, BHE3aITHAsl OCTAaHOBKA Ccepjila oTMevanach y 14 u3
184 nccnemyembix. YacToTa cirydaeB BHE3aITHOM OCTAaHOB-
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HUccnenoBanus Hons cayyaeB (95% W) Cayuaes/Bcero |
|
Bauce 2011 0,377 (0,247, 0,508) 20/53 -
Riele 2015 0,370 (0,242, 0,499) 20/54 i
Daliento 1995 0,529 (0,292, 0,767) 9/17 T i
|
Overall (1"2=0% , P=0,486) 0,394 (0,309, 0,480) 49/124 —_—
T II T T T T T 1
0,3 0,4 0,5 0,6 0,7 0,8 0,9 1
Houst ciyyaen
Puc. 2. MeTaaHanu3 4acToTbl CUMNTOMOB Y nauueHToB ¢ MXX dopmoit AKMIM.
Cokpawienue: 11 — nosepuTeNbHbIN MHTEPBAI.
HUccnenoBanus Honst ciyyaeB (95% W) Crydaes/Bcero I
DeWitt 2016 0,188 (0,000, 0,379) 3/16 : L
Bauce 2011 0,019 (0,000, 0,055) 1/53 ——
Riele 2015 0,107 (0,037, 0,177) 8/75 I L
Etoom 2015 0,021 (0,000, 0,078) 0/23 —I—l—
Daliento 1995 0,118 (0,000, 0,271) 2/17 : L
Overall (1"'2=52,83% , P=0,075) 0,058 (0,009, 0,107) 14/184 _—
I I T T T 1
0 0,1 0,2 0,3 0,4
Hosnst ciyyaeB
Puc. 3. MeTaaHan1s 4acToTbl BHE3AMHON OCTAHOBKM CepAaua y naumneHTos ¢ MX dopmoit AKMI.
CokpaweHue: I — noBeputeNbHbIA MHTEPBA.
HUccnenosanus Hons cnyyaeB (95% W) Cnyuaes/Bcero I
|
DeWitt 2016 0,029 (0,000, 0,110) 0/16 L '
Bauce 2011 0,075 (0,004, 0,147) 4/53 -
Riele 2015 0,147 (0,067, 0,227) 11/75 t L
Daliento 1995 0,118 (0,000, 0,271) 2/17 } i
|
Overall (1"2=31,2% , P=0,225) 0,087 (0,034, 0,140) 17/161 e ——
T T I T T T T 1
0 0,05 0,1 0,15 0,2 0,25 0,3
Hons ciayyaes
Puc. 4. Metaananua yactoTbl BCC y nauvenTtos ¢ MX dpopmoit AKMIT.
Cokpauwenue: I — noseputeNbHbIi MHTEPBA.
Tabnuua 4
Pe3ynbraTthl CpaBHEHUS YaCTOTbl BHE3AMHOW OCTAaHOBKU cepALa Nnpu pa3nuyHbix d¢opmax AKMI
MaTonornyeckoe cocTosHe 1) MK 2) X 3) BB p
a6c./n % abe./n % a6c./n %
BHesanHas octaHoBKa cepaua 14/184 76 1/7 14,3 1/9 111 p1.o=0,441
130,525

CokpauieHusi: BB — 6usenTpukynspHas, JK — nesoxenynoukosas, X — npaBoxenynoykosas.

KU cepila I10 JaHHBIM MeTaaHajiu3a cocTaBjsuia 5,8%
(95% OU: 0,9-10,7%). CratucTrueckasi reTepOreHHOCTh
TTOKa3aTelIst OblIa CYIIECTBEHHO HIDKE, YeM UIST YACTOTHI
cumnromos (12=52,8%, p=0,075), naHHbIE BApbUPOBAJIL
or 1,9% (Bauce, 2011) no 18,8% (DeWitt, 2016).

AHaJIOTUYHBIM 00pa3oM ObLI MPOBEIEH METaaHAIU3
ngaHHbeIX 0 yactote BCC. PesynbraThl IpencTaBieHbl Ha
pucyHKe 4.

JaHHOe OoCJIOXKHEHMe BcTpedaysoch y 17 u3 161 mpo-
aHaAJIM3UPOBAHHOTO MarueHTa, yacrora BCC Gbuia usy-
yeHa B 4 nmy0/uKauusx. MeTtaaHalin3 1okKa3aj, 4To CBOMI-
Hast yacrota BCC cocrasnsina 8,7% (95% JAW: 3,4-14,0%)
IIpY HE3HAYUTEJIbHOM CTATUCTUYECKON IeTEPOreHHO-
ctu gaHHbix (12=31,2%, p=0,225). [Tokas3arenb Bapb-
upoBai B auanasoHe ot 2,9% (DeWitt, 2016) no 14,7%
(Riele, 2015).
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Takum o6pa3oM, clieayeT OTMETUTh B TOCTATOYHOMN
Mepe OoIpenelicHHBIe TaHHBIC O YacTOTe BHE3AITHOU
ocraHoBKkHU cepana u BCC, xapakTepu3syooIIuecs yme-
pEHHOII M HEe3HAYUTEIbHOI TeTepOTeHHOCThIO, COOT-
BETCTBeHHO. [Ipy 3TOM maHHBIC O YaCTOTE Pa3TUIHBIX
KJIMHAYCCKUX CUMIITOMOB, TpeacTaBJICHHBIE B MPO-
aHAJTM3UPOBAHHBIX paboTaxX, BaphbMPOBAIN B ITUPOKOM
nurarra3oHe (Taou. 2).

Wcnonb3ys nanHble paboTtel DeWitt (2016), roe kiu-
HUYecKas KapTHHa 3a00JieBaHMs OblIa IIpOaHaIN3MPO-
BaHa B paspese Mopgonornueckux popm AKMII, GbI-
JIO TIPOBENEHO CpaBHEHWE OOINCH YacTOTH BHE3aIMHOM
octaHoBku cepana npu 12K ¢opme AKMII ¢ mokaszare-
siem 1ipu JIK i BB dhopmax AKMIT (ta6m. 4).

CornacHo MOJTYYeHHBIM TAaHHBIM, 9aCTOTa BHE3aIl-
Hoil ocraHoBKU cepaua npu I12K ¢dpopme AKMII co-
cTaBjsIa 1o JaHHBIM 5 uccaenoBanuit 7,6%, mipu JIK
n BB ¢popmax AKMII o nanHbiM uccnenoBanus DeWitt
(2016) — 14,3 u 11,1%, coorBeTcTBeHHO. CTaTUCTUYECKU
3HAYMMBIC Pa3IU4YMsI TTOKa3aTelleil OTCYyTCTBOBAIM KaK
mpu cpaBHeHun 12K u JIZK dopm (p=0,441), Tak u mipu
cpaBueHuu 12K u BB popm AKMIT (p=0,525).

CpenHuii BO3pacT MOCTAHOBKM ITMAarHo3a OBLT Mpel-
CTaBJICH B TPEX MCCIEAOBAHMSIX M COCTABWII B CPEIHEM
14,14%2,83 rner.

Cewmeiinbiii anamae3 AKMII. O ciygasx AKMII B ceMbe
COOOIIEeHO BO BCEX BKJIIOUCHHBIX B aHAJINU3 paboTax.
OnHaKoO KOJIMYECTBEHHAsT XapaKTepPUCTUKA TIPEACTaB-
JIeHa JIMIIb B 4 MCCIIEOOBAHUSIX, IO JAaHHBIM KOTOPBIX
ceMeiHBIN aHaMHe3 oTsrolueH y 149 (88,2%) mamueH-
ToB. CTOUT OTMETUTH, UYTO OIMCAHNE HACICACTBCHHOMI
OTSTOIIEHHOCTH IO 3a00JICBAHUIO C YIECTOM (hOPMBEI
AKMII nipencrasieHo JIUIIB B 2 paboTax, MPOBEIeHHBIX
Ha manmeHTax ¢ nmopaxenueM I12K, 1 BcTpedanach y 54
(71,1%) GONbHBIX.

Jleuenue UKL n nporaio3 AKMII. Ms1 npoBenu omnu-
caTelbHBIN XapaKTep BBIOpAaHHBIX ITpH3HAKOB. TpaHc-
IUTAaHTAIUs Cepara Mo JaHHBIM CHCTeMaTHUYeCKOro 00-
30pa ObLIa MmpoBeaeHa u/uin mokazana 22 (11,6%) na-
IIMEHTaM, UYTO OTpaxkeHOo B 5 mccienoBaHusX. [1pn aToM
B 3 MCCIeMOBaHUSIX BO3MOXKEH ITOACUCT C YICTOM (DOPMBI
AKMII. Tak, y ogasisioiiero 00JbIINHCTBA MNallUeH-
T0B (89%), HampaBJieHHBIX HA TPAHCIUIAHTALMIO, ObLIa
nuarHoctupoBaHa BB, y tpetu mauuenTos (29%) — JI2K
u Kpaiine penko B 0,9% ciyuaeB — 12K ¢popmbr AKMIT.

Wmmnanranus MK] 6b1a nposeaeHa y 79 (39,7%)
MMAIIMeHTOB 10 JaHHEIM 4 MccienoBaHmit. Jinmb B 2 pa-
0oTax moapoOHO uznoxeHsl nokaszanus K UK y nereii.
Tak, B monoBuHe ciydyaeB ummiaaHtauus MK/l Obuia
IIpOBEACHA C IENbI0 MEPBUIHOM U Y TPETU MAIIMCHTOB
¢ ueibio BropuuyHoii npodunaktuku BCC, 39 (45,9%)
u 30 (35,3%) nmereii, cooTBeTCTBeHHO. OlLIeHKA TaHHO-
TO BHIA JICYCHUS C YIeTOM (DEHOTUITMICCKOTO BapraHTa
AKMII npezncraBiieHa B 2 paboTax, BKIIIOYaBIIMX TOJTHLKO
nanueHToB ¢ 12K mopaxkeHueMm, u Oblia omucaHa Mmpak-
TUYECKH Y MOJOBUHBI MalueHToB 57 (48,7%).

006cyxaeHue

AKMII BecbMa penko BCTpevyaeTcsl B IeauaTpUIeCKOin
nomyrsanuu. B TepByro odepenb 3TO CBSI3aHO C TPYI-
HOCTSIMH TUATHOCTUKU 3TOTO OITACHOTO 3a00JIeBaHUS.
K coxanenunto, He penko BCC saBisteTcs TIepBBHIM CHM-
TIITOMOM TIpY JAHHOIT TTATOJIOTUM M BCTpEUYacTCs 3HAUM-
TEJBbHO Yallle, YeM y B3pocibix [27, 28].

B naHHBI cuctemMaTuueckuit 0630p ObLIO BKIIOYE-
HO 7 uccnenoBaHuii. B 5 U3 HUX onMcaHbl KIMHUYECKUE
OCOOCHHOCTH PAa3IMIHBIX (PEHOTUITMICCKUX BAPUAHTOB
AKMII. CrnenyeT OTMETUTD, UTO JIMIIH B | MCCIenoBaHUN
TIPEICTaBICHBI KIIMHUICCKIE OCOOCHHOCTH JICBOIOMM-
HaHToit 1 BB ¢opwm [24], B 4 — T12K. ABTOpamu KoJre-
THAJTbHO OBUTO MPUHSITO pelllcHNe O BKIFOUCHUHU 2 paboT
[21, 26], B KOTOpBIX MOKa3aHa OO0Ias xapaKTepHUCTUKa
TeyeHuUs1 pas3nuuHbix BapuantoB AKMII. JanHoe pe-
IIeHEe O0YCIIOBIEHO HEMOCTATOUHOCTRIO JTUTEPATYPHBIX
MAaHHBIX O KIMHWUYCCKOM TEUCHHMHU, IIPOTHO3E M MCXO-
IIaX 3TOTO 3a00JIeBaHMS B MEAUATPUUICCKOI TTOITYIISIINMN.

PesynbpraTthl pabotel Bauce B, et al. ot 2011T [22]
obun otHeceHhbl K I12K ¢popme. Hecmotpst Ha Hanuuue
uHopMaLUM O BoBieueHuH, B T.4. 1 JIZK B matonoru-
YeCcKUil Mpoliecc Mo JaHHBIM MarHUTHO-PE30HAHCHOMU
ToMorpaduu (HakoIieHWe ragoiauHusg) y 10 mammeH-
TOB, TIPEAOCTABICHHBIX NaHHBIX HETOCTATOYHO IIJIST
ITUATHOCTUYECKUX KPUTEpUeB "HeKIIacCuIecKux (hopM
AKMII.

Taxum o6pa3zoM, y OOJIBIIMHCTBA NALMEHTOB OITUCAHO
nopaxenue [12K, 4To, BeposITHO, CBSI3aHO C OTCYTCTBH-
€M [0 HemaBHETO BpeMEHU pa3padOTaHHBIX KPUTCPHUEB
JIJISI MMATHOCTUKM "HeKJlaccuyeckux' (opM MaTOIOTUH.
Tak, yBunmesmue ceT B 2020r I[lagyaHcKHMe KpUTEpUH,
paspaboTtanHbie mist auarHoctTuku AKMII ¢ yuetom pas-
JIMYHBIX BAaPUAHTOB, K COXAJICHUIO, B HACTOSIIICE BPEMSI
ellle He aImpoOMpPOBaHBI HA JOCTATOYHOM KOJHMYCCTBE
MAaeHTOB, B T.4. U B IeINATPUICCKON ITOITYJISIINH.

[To maHHBIM HAIIIETO CUCTEMATHIECKOTO 0030pa ¢ Me-
TaaHAJIM30M CPEIHMIT BO3pacCT AeTeil, BKIIIOUCHHBIX B MC-
cinenoBanue, coctaBuia 13,5%3,3 net. CiieqyeT OTMETUTD,
yto Matepuaisl padot DeWitt ES, et al. m Surget E, et al.
MPOIEeMOHCTPUPOBaIN Oojiee paHHUI 1eOI0T U ObICTpOE
TIporpeccupoBaHNe 3a00JeBaHUS MIPU JICBOMOMUHAHT-
Hoit 1 BB opmax, uTo xapakrepusyercd 0ojiee paHHUM
TOSIBJICHNEM CHUMITTOMATHKH ¥ HapacTaHWEeM IIPU3HAKOB
CH. Tak, pabora Chungsomprasong P, et al. neMoHCTpH-
pyeT BoBieueHUE B matoreHe3 AKMII y mereit u mom-
poctkoB JIXK Kak mpemnKTopa HeOIarompusITHOTO UCX0-
Ia, BKJI0Yass HCOOXOOIMMOCTh TpaHCIUIAaHTAIIMU Cepalia
B OoJiee paHHeM Bo3spacte [29].

KonnmyecTBO MaTbuMKOB IO pe3yibTraTaM HAaIIIeTo
cucTeMaTnyeckoro o63opa 6w10 B 1,66 pas Oosblie,
yem neBodek (1,7:1), 4TO COOTBETCTBYET JUTEPATyPHBIM
maHHbeIM [18]. CremyeT TogUYepKHYTh, YTO MYKCKOM TTOJI
y nauueHTtoB ¢ AKMII acconnmnpoBaH ¢ 60jee BHICOKUM
puckom BCC u xymmum mporrosom [18, 30]. Omgxako
B HAIlleM CUCTEMAaTHYECKOM 0030pe MBI HE CMOIJIN OIle-
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HUTH 3TY CBSI3b, T.K. TaHHBIC MCCICIOBAHUS HE OBLIN
MIPENOCTaBJICHBI B TIOJTHOM 00BeMe.

HacnenctBenHocts mo AKMII orsiromeHa mpaxk-
tuuecku B 90% ciydaeB, 4TO CBUICTEIbCTBYET O HEOO-
XOOUMOCTH TIIATEIILHOTO cOopa ceMeitHOro aHaMHe3a
1 00CIIeIOBaHMS OJIIDKANIITNX POACTBECHHUKOB.

HauGonee yacTbiM CUMITOMOM 3a00JieBaHUS Y Je-
Tei TI0 HAIIMM JaHHBIM OBLIN ceparicOnMeHune, MpU3HAKN
CH u cunkonanbHble cocTossHus. YacTtoTa cirygaeB BCC
MMPaKTUIeCKN He OTIMYAIach BO BKIIIOUCHHEIX B aHAIIN3
HCCIEIOBaHUIX U cocTaBua B cpenHeM 6%. CoriacHo
TTOJTYYCHHBIM HAMM pe3yJIbTaTaM, OTCYTCTBOBAJIM CTATH-
CTUYECKN 3HAUMMBIC PA3ININS B 9ACTOTE BCTPEIACMOCTHU
BHE3aITHOI OCTAHOBKHU cepllia y MalMeHTOB ¢ IIPaBono-
MUHAHTHOU (DOPMOIi IO CpaBHEHUIO JIEBOJOMUHAHTHOM
u bB. Tem He MeHee B HemaBHel padote Roudijk RW, et
al. OpIJTa MOKa3aHa CBSI3h APUTMHUIECCKIX COOBITHI ¢ Ha-
ymmuneM bB muchynkuum pu AKMIT [19]. Takke mc-
crenoBanne Aquaro GD, et al. mpomeMOHCTpUpPOBAIIO,
4TO o1lcHKa S5-1etHero prucka BCC AKMII 6puta 3HAUM-
TeJbHO BbIIIE Y MauMeHTOB ¢ nopaxeHuem JIK. Takum
obpazoM, nopaxeHue JIZK MoxXHO paccmarpuBaTh Kak
Mapkep Xxyamero rmporxHosa [31]. OgHako BaXXHO TTOM-
HUTH, 4T0 prick BCC nmpu AKMII Bcerma nmpucyTcTByeT
C TeYEHMEM BpPEMEHM He3aBUCUMO OT (deHoTumna [16].

I[ToMnMO KIMHUYECKON CHUMIITOMATUKHN MBI OLICHM-
BalM McXon 3aboyieBaHMA. TpaHCIIaHTALUS Cepara
OblJ1a MPOBENeHA NMPAKTUUECKU Y YETBEPTU MAllMEHTOB.
[Ipu 3TOM 3HAYUTEIHLHO IPEBATUPOBAIO KOJIMICCTBO
nereit ¢ BB dopmoit AKMII, uTo 00BsICHSIETCST BOBIIE-
YEHUEM B MATOJIOTUYECKUIA TTPOLIECC OOOUX XKEITYyIOYKOB
1 OBICTPEIM HapacTaHueM Iipu3HakoB CH.

JlaHHBIN CUCTeMaTUICCKU 0030p He IToapasyMeBall
U3yYeHNEe OCOOCHHOCTEH Tepalliyl y AeTei ¢ pa3IMIHBI-
mu BapuantamMu AKMII, mockojibky oHa B OCHOBHOM
BKJTIOUAET TIperapaThl it KoppeKuuu cumiromoB CH
W aHTHAPUTMUYCCKYIO Tepanuio. TeM He MeHee MBI Olle-
HUBaau actoTy mMrutantaunu MKJI B kayecTBe mmep-
BUYHOI M BTopuuHO# npoduimaktuku BCC. Tak, nM-
mnanTausi MK/ Obuta mipoBeneHa C 1Le/Iblo TTepBUYHOMN
npodmraktukn BCC (aktuyeckn B MOJIOBUHE CITy4aeB
IIpY TaHHOM BHIE JICUCHHS W UyTh O0JIee TPETHU C IIETBIO
BTOPUYHON. DTO CBHUIETEIBCTBYET O BBICOKOM PHCKE
BCC mmpu AKMII.

Takum 00pa3om, TI0 JaHHBIM IIPOBEACHHOTO HAMM CH-
CTEeMaTHYECKOT0 0030pa ¢ MeTaaHAJIM30M, HECMOTpS Ha
BBICOKYIO TETEPOT€HHOCTh CMMIITOMOB B IIPEICTAaBICH-
HBIX pab0Tax, y KaxkI0ro BTOPOTO MalleHTa HAOIIOMaICh
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