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PEDEPAT

B 0630pe nutepatypbl 06006LLEHbI CBEAEHWS O COBPEMEHHOM HOMEHKNaType 1 knaccudurkaumm aMmmaonao3a, 0coOeHHOCTAX
3TNONOrMN, NATOreHesa, TeHeHUsl, ANArHOCTUKN U NIEYEHNST CUCTEMHOIO BTOpPMYHOro AA-amunono3sa y geTen 1 B3pOoChbixX
nauneHToB. Cpeanm cnucteMHbix GopmMm amunonaosa BTopuyHbii AA-ammnnonnos coctasnsiet 40-60 % cnyyaes. NprBeneHsl
OaHHble nuTepaTypbl 00 0COOEHHOCTSX Pa3BMUTUSA BTOPUYHOro AA-amunonao3a npy ceMeriHon cpean3aeMHOMOPCKON NINXO-
paake (nepvoguyeckor 60ne3Hn) BCeacTBMe roMO3UroTHOM UM retepo3uroTHon Mmytaummn reHa MEFV y neteii.

Kniouessbie cnoea: AA-amnnongos, knaccubunkaums, aTMoNorng, natoreHes, AnarHocTunka, iedyeHre, ceMmenHasa cpeansem-
HOMOPCKaga nmxopaaxka
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ABSTRACT

The literature review summarizes information about the current nomenclature and classification of amyloidosis, the features
of the etiology, pathogenesis, course, diagnosis and treatment of systemic secondary AA-amyloidosis in children and adult
patients. Among the systemic forms of amyloidosis, secondary AA-amyloidosis accounts for 40—-60 % of cases. The literature
data on the features of the development of secondary AA-amyloidosis in familial Mediterranean fever (periodic illness) due to
homozygous or heterozygous mutation of the MEFV gene in children are presented.
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CoBpeMeHHBIE NPeCTABICHAS 00 aMIJI0HI03€
AKXTyanbHOCTH TpoOsieMbl 00yclioBieHa 0cOOCH-

KonpoTenHa (GUOPWUIIPHON CTPYKTYpPbl — aMHJIOUA,
KOTOpBIN 00pasyeTcs u3 MIOOYISAPHBIX PacTBOPUMBIX

HOCTSIMHU Pa3BUTHsI, TEUCHHS, UCXO/Ia U CTPATEIUH Te-
panuy BTOPUYHOTO AA-aMHIIOWI03a ¥ aMUJIOUIHOMN
HedporaTim y IeTei W B3POCIBIX MAIMEHTOB. AMH-
JIOWI03 XapaKTepU3yeTcs MPEUMYIIIECTBEHHO BHEKJIE-
TOYHBIM OTJIOKCHHEM B TKaHSIX HEPACTBOPUMOTO TITH-

0CNKOB-TIPEIIECCTBCHHUKOB, TOABEPraloInXCcs He-
KOPPEKTHOMY CBEPTHIBAHUIO U arperupyrommx B He-
pacTtBopuMble (GUOPHUIITBL. AMUION] HapyIIaeT HOp-
MaJIbHY!0 (DYHKINIO OKPY’KAIOIINX TKAaHEH, IPUBOLIS K
ux craapneHnto u arpoduu [1-4]. B xnmHMUECKo# cu-
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CTEeMAaTUKE aMIJTOHI03a BBIIEISIIOT CHCTEMHBIC (TeHe-
paM30BaHHbBIE) U JIOKaJbHBIE popMmel [ 1, 4]. TIpu so-
KaJhbHOM aMUJIOMI03¢ aMHJIOWIHBbIC (PUOPHILIIBI CHH-
TE3UPYIOTCS U3 OCJIKOB, MPOMYIUPYEMbIX KICTKAMU B
MECTE OTJIOXKEHUSI aMUJIOU/Ia, IPH CUCTEMHOM (opme
ammIon103a (PMOPUILIBI aMUJIOU/Ia OTKJIAIBIBAIOTCS B
Pa3TMYHBIX TKAHAX Ha (OHE CHCTEMHON MUPKYISIAN
[OCJIE JIOKAIbHOU NpoayKuuu [4].

B nacrosmee Bpemst 36 OenkoB MaeHTHPUITUPOBA-
Hbl KaK aMWJIOUJOTCHHbIC IS 4esioBeka. Vckimouun-
TEJBHHO JIOKATBHBIC OTJIOKCHUS aMUJIOUIA CBSI3aHBI C
22 Tarnamu OenkoB, 18 THTIOB OENKOB CBSI3aHBI C Pa3BU-
THEM CHCTEMHOTO aMHJION03a, KaK MUHUMYM, 3 THTIa
oenxoB (mpexxae Bcero AL/AH, ATTR u AB2M amu-
JIOW7I03) MOTYT SIBIISITBCS OCHOBOW KakK JIOKAJIBHBIX,
TaK ¥ CUCTEMHBIX OTJIOKEHUH amuiiona [2, 4].

B ucropun u3ydeHus akTyaibHOW TPOOIEMBI MO-
CTOSIHHO COBEPILICHCTBYIOTCS KJIACCU(DUKAIIMHA aMIJIO-
nno3a. Panee ObUTM TIPEIOKEHBI Pa3IMIHBIC OIHCA-
TeJbHBIE KJIACCH(PUKAINH, OCHOBaHHBIE HA 0COOCHHO-
CTAX pacrpesielieHus] OTIIOKSHUH aMIIIOnIa B TKaHIX
Y KJIMHUKY 3a00JieBaHus. BoJIbIIMHCTBO Kilaccuuka-

IIUH BKITIOYAITN TIEPBUYHBIA (MIUOTIATHYECKUAN) aMu-
JIOUJI03 U BTOPUYHBIA aMIJIONI03, CBA3AHHBIN € XPO-
HUYECKUMH BOCHAIUTENBHBIMU IIpoueccamu [1].

CoBpeMeHHas Kinaccu(uKays aMUIIOn103a OCHO-
BaHa Ha THIIE crienupuieckoro GuOPUILIIIPHOro Oen-
Ka aMWJIOW/Ia U XapaKTepe COOTBETCTBYIOIETO TUia3-
MEHHOTO OeJKa-TIPeaIIeCTBeHHINKa, (POPMHUPYIOIIETO
JIETIO3UTHI B TKaHsAX (Tabmura). Pasmmdmbie THIIBI
aMMJIONJI032 BBIACISIOT B 3aBUCHMOCTH OT BapHaHTa
CBIBOPOTOYHOTO MPE/IIECTBEHHUKA [2, 5].

B HOMeHKJaType THUIIOB aMHJIOMIA TEpBOH OyK-
BOW sBNsieTCA TpomucHas OykBa A, oOo3Hauaroras
CJIOBO «aMHWJIOU1», 3@ HEH clieqyeT 0003HaueHHe TUIIa
¢ubpmusipaoro Oenka amunonga: A (A-mporenH), L
(mérkue e nmmyHorto0ymmHOB), TTR (TpancTHpe-
TUH) ¥ T.1. [2, 4]. [Tocne Ha3BaHUsI Oellka MOXeET ObITh
yKa3aHa ero JOMOJHUTEbHAs CleUU(UKaINsl, HAPHU-
mep, ATTRwt unmn ATTRv, tne wt — wildtype (nukuii
THM) U v — variant (BapuanT). [Ipu HammImm cBeaeHNi
0 THUIIE MyTalMM I'eHa NpoTerHa OOO3HAaYeHUE KOH-
KPETHOW MyTallud MOXKET 3aMeHHTh variant (V), Ha-
npumep ATTRV3IOM [2].

Tabnuua / Table

Knaccuopukaumna ammnongosa no M.M. Picken (2020) [4]
Classification of amyloidosis, by M.M. Picken (2020) [4]

Benok Benok-npeawecTBeHHNK CuncTeMHblli | BpoxaéHHbil (B) | OpraHbl-muLLeHn
amunonga (C) n/vnn no- | / npnobpeTéeH-
KanbHbI (J1) | HbIA (1)
AL Jlerkve uenv UMMyHOrnoo6ynnMHoB cn B, I Bce opraHbl, 06bl4HO kKpome LIHC*
AH Tsxénble Lenu MMMyHOrnooyIMHOB c,n M Bce opratbl, kpome LIHC
AA (Apo) SAA (serum amyloid A) C n Bce opraHsbl, kpome LIHC
ALECT2 JlenkoumnTapHbIi xemoTakcnieckmii paktop -2 | C M [MpenMyLLEeCTBEHHO MOYKN, MEYEHb
ATTRv TpaHCTUPETUH, BapuaHThbI C n MHC**, BHC***, cepaue, rnasa
AFib PunbpuHoreH A a uenb C B [MpenMyLLLeCTBEHHO MNOYKN
AApOAI AnonunonpoteunHbl A-l, A-11, C-Il, C-llI C B [Moykm BO BCEX BapuaHTax
AApOAII AApOAI, Takxe cepaue, ne4veHsb,
AApoCII MHC, anykn, ropTaHb, Koxa
AApoClII
Alys JIn3oumm, BapuaHThbI C B Moykn
AGel [enconuH, BapmaHTbl C B MHC, porosuua, noyku, cepaue
AB2Mv B,-MUKpPOrNOGYAMH, BApUaHT C n BHC
ATTRwt TpaHCTUPETUH, OUKUIA TN C M [Moykn, MO3roBoe BeLLECTBO, CU-
CTEMHbI
AApPOAIV AnonunonpoTteunH A-1V, onkuin Tun C n Moukmn
ASem1 CemeHorenuH 1, Ankum Tun N M CeMEeHHbIE My3bIpbKn
AB2M B2-MnKpornobynuH, AUKWIA TUM, STPOreHHbIN | C il KocTHO-MbILLeYHas cnuctema
(omanna)
Alns NHcynuH n n ATPOreHHbIN, MECTHASA MHBEKLMS
AENf OHbYpBUTUL, N M ATpOreHHbIN
OHAOO0KPUH- | PaznnyHble ropMOHbI: NpeacepaHbii HaTpuitype- | J1 n Mpencepans, WMTOBUAHASA Xeneaa,
HbI TNHECKNIA PakTop, KaNbLUUTOHWH, OCTPOBKOBBIN OCTpOBKM JlaHrepraHca, runodua
aMUNOWHbIM NOAUNeNnTUa, NPONAKTUH
Llepebpanb- | B-MUKpOrnobynunH, ANKNIA TN Unv BapuaHTbl | J1 n LHC
HbI: AR
Llepebpans- | ABriPP, LiuctatnH C, NnproHOBbIN 6enok n B LIHC
Hbl: ABri,
ACys, APrP
[Apyrue PasnunyHble BapuaHThI N I Koxa, aopTta, porosmua

* LleHTpanbHasa HepBHasa cuctema, ** nepudepunyeckas HepBHas CUCTEMA,
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BereTatMBHasa HepBHasa cuctemMa.
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B nmreparype BCTpewaroTcs TepMUHBI «HACIEHA-
CTBEHHBIN aMIJIONIO3» U «CEMEHHBIN aMUJIONI03». B
COOTBETCTBUM C PEKOMEHJAIMAMHI HOMEHKJIATYPHOTO
KomuTeTa MeKIyHapoaHOro OOLIecTBa aMUIIOUIIO-
3a, JaHHbIe TIOHATHS MMEIOT NPUHIUIHAIBLHO Pa3HOe
3HaYeHUe. TepMHUH «HACIEICTBEHHBIM aMUIIONI03»
clielyeT TPUMEHSTh, KOTza UMEeTCs MyTallusl B TeHe
(ubprsipHOTO OeIKa, SBISIOIIETOCs MPEIIIeCTBEH-
HUKOM amuionsa, Harpumep, ATTR-, ALys- nim AFib-
aMHII0M103. TepMHH «ceMeNHbIN aMUIION103)» BO3MOXK-
HO HCTIOJIb30BaTh, KOTJIa CUHJIPOM BO3HHUKAET B CEMbE
M3-3a MyTallUi B T€HaX, SKCIPECCHPYIOMNX HeaMUIIO-
HIHBIC OCJIKH, HarpuMep Tpu A A-amuiionmose [5].

JlmarHocTrka aMHMIIOM103a OCHOBBIBAaeTCS Ha 00-
Hapy)KCHUU TKAaHEBBIX OTIOKEHHH CIIEI(PHIECKOTO
Oenka aMUIION1a P U3YUYEHUH MaTrepuala, Ioiy4eH-
HOTO NpH Ouoncuu Tkauei [5, 6]. OxparrBanue KOH-
T'O KpPacHBIM B MOJISIPU30BAaHHOM CBETE SIBIISETCS 30J10-
TBIM CTaHJIAPTOM JWATHOCTHUKH aMIJIONI03a HE3aBH-
CHMO OT THTa OeJKa, CICAYIOIINIA Tall TUarHOCTHKU
BKITIOUAET B ce0s MICHTU(PHUKAIINIO KOHKPETHOTO THIIA
AMMJIOMJJHOTO MTPOTEHHA — «THITUPOBAHUE aMUJIOUIA»,

MMEIOIIYI0 MPUHINITAAIGHOE 3HAaYeHne /sl BBEIOOpa
TaKTUKU Tepanuu [7].
Oco0eHHOCTH ITHONIATOTeHEe3a A A-aMHJI0M103a
Cpenu cucteMHBIX (OPM aMUIIOW/I03a OTHOW W3
HanOoJee aKTyallbHBIX MPOOJIEM SIBIISICTCS] BTOPUYHBIH
AA-aMHIION103, YACTOTa KOTOPOTO B OOIIEH CTPYKType
¢dopm ammmonzioza cocraninser 10 40-60% cmyqaes [8].
Benyiee 3HaueHue B naroreHese AA-amunonnosa
UMEET  CBHIBOPOTOUHBIH  OEIIOK-TIPEIIeCTBEHHUK
SAA — Genok ocTpoit (asbl, OTHOCSLIMACS K aibga-
I00y/IMHAM, CUHTE3UPYEMbIH B TEMATOIUTAX MICYCHU
1 00naIaonuii aMUIONI0TeHHBIMUA CBOWCTBaMH. be-
JI0K (puOpMIT amMuiIonaa mpu AA-aMIIIONI03¢ 00pa-
3yercst Makpoaramu 3 SAA-Oenka B pe3yabrare ero
HETMOJIHOTO paclieruienus [2, 5, 9]. Ha pucynke npen-
CTaBJICHBI OCHOBHBIC MEXaHU3Mbl aMUIIOUJIOTCHE3a
npu AA-ammmoniose [coctapneHo mo 10].
CriBopotounslil amuionn A, SAA, pearupyromuit
OCTpO# (a3oii, TpeACTaBIIeT cO00H TOoMMMOp]HBII
aroJIMIIONPOTENH, KOIUPYEMbI CEMEHCTBOM BBICO-
KOTOMOITOTHYHBIX U TECHO CIETUICHHBIX TEHOB CHIBO-
porounoro amuinonna SAA1, SAA2 ¢ uutoreneTuue-
ckoii mokanu3zarueit Ha 11p15.1 [11]. benok

®dakTop pucka:
TOMO3UTOTHOCTB 110
SAA1.1 (eBpomieouipr)

SAAL3 (smonipr) o XpoHunueckasi HH(EKIUs

Xpornueckoe 3a00neBaHne
» PeBmarnueckoe 3aboneBanne (FOPA)
« AyrtoBocnanuresnbHoe 3abonesanue (I15)

CHUHTE3UPYETCA B OCHOBHOM IrenaroguTamMu
U PEryupyercs BOCIAIUTCIBHBIMHU IIH-
tokuHamu [11]. I'emotumm SAAT1, BKITIOUas
0COOCHHOCTH €r0 aJUIeIbHOTO COCTAaBa,

i

paccMaTpuBaeTCs Kak OJIMH U3 CYIIECTBEH-
HBIX (DAKTOPOB, BIIMSIONIMX HA aMHJIOUJIO-

L1 1L-6. TKC rene3 [12]. OTMedeHo, 9To HAJINYHE aJljie-
Teuens —— Ilepencrupyiomee 11 SAAL.1, a TaKKe ¥ TOMO3HUTOTHOCTB T10
i ®HO-q, JITIC | BOCHAJCHUC amiemo SAA1.3 y NallMeHTOB Pa3InyYHBIX

. 1

9THUYCCKHUX I'pyIIl, B 0COOCHHOCTH CBpO-

(SAAT1) B 100—-1000 pa3 oT HOPMBI

JlmuTenpHOE TOBBINIEHUE KOHIIEHTpalu SAA

MIEOUJI0B, ACCOLMUPOBAHBl C PAa3BUTHEM
AA-amunonnosa [13]. B HopMme KoHIIEH-
Tparmst SAA B CHIBOPOTKE KPOBU HE TIpe-

HapyeHne o0padboTku SAA MOHOHYKJI€apHBIMHU (aronuTaMu |

Bermmmaet 10—15 mr/n [3, 13]. B ycrnoBusx
XPOHHUYECKOTO BOCHAJIMTEIHLHOTO TPOIEC-

mpoTeonn3uc SAA MaTpUKCMETAIION POTea3aMHu

| ca 1o ICWCTBHEM IIUTOKWHOB (haKTopa He-
Kpo3a OITyXOJH-0,, UHTepJIeHKuHA- 1, uHTEp-

B3aHMO}IeﬁCTBHe (1)146pI/IJU[ C TKaHCBBIMHU INIMKO3aMHOITIMKaHAMU |

NeiiKkuHa-6, a TaKkKe TITIOKOKOPTUKOUIIOB U

JIMIIOIIOJIMCaXapu 0B IMPOUCXOAUT YCUIICH-

amMHIIOUIHBIM P-xommioneHToM (SAP)

3almuTa (I)I/I6pI/IJ'IJ'I B3aPIMO,HeI>iCTBH€M C CbIBOPOTOYHBIM

HBIA cuHTE3 SAA, U €ro KOHIICHTPAITUS B
KPOBH JUTUTEJILHOE BPEMsI IIOJAEPKHUBAETCS
Ha BbICOKOM ypoBHe (B 100—1000 pa3 Bee

Jlemo3utel AA-amMuiiouaa
HO‘{Ka, KHIICYHUK, IICYCHD, CGHCBéHKa

HOPMBI), P 3TOM HHUIIMUPYETCS TPOLIECC
oOpazoBanusi GuOpml AA-amunonsa B
TKaHsX, YTO TPHUBOJHUT K Pa3BUTHIO BTO-

PucyHok 1. OCHOBHble 3BeHbs AA-amMumnongoreHesa, CocTaB/ieHO Mo

A.F. Brunger, H.L.A. Nienhuis, J. Johan Bijzet et al. (2020) [10].

Figure 1. The main links of AA-amyloidogenesis, compiled according to

A.F. Brunger, H.L.A. Nienhuis, J. Johan Bijzet et al. (2020) [10].

TNF-a — dakTop Hekpo3a onyxonun-a,; IL-1 — nHTepnenkuH-1; IL-6 — nHTepneii-
KnH-6; T'KC — rntokokopTukounabl; JINC — nunononucaxapuabl; KOPA — l0BEHWb-

Hbli peBMaTonaHbI apTpuT; MB — neproanyeckas 60ne3Hb.

puuHoro AA-ammiounniosa [1, 3, 14]. B nc-
CIIEIOBAaHHUAX OTMEYEHO, YTO y MalMEeHTOB
C XPOHMYECKUMH BOCHAJIHMTEIbHBIMU 3a-
OoneBaHUSAMH, KOTOpBIE JJIUTEIBHOE Bpe-
Ml HE TIONyYaly HaJJIe)Kallero JedeHust u/
WM UMEIOT pepakTepHOe K Tepaluu 3a-
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OorneBaHme, CyIIECTBEHHO TTOBBIIIACTCS PHCK PA3BUTHS
BropuyHoro AA-amunounnosa [10, 15]. lanubie uccie-
noaaus B.B. PameeBa u coasr. (2021) yka3pIBaroT, 4TO
pHUCK pa3BuTH AA-aMWION703a CBSA3aH HE CTOJIBKO C
KJIMHUYECKUMH TIPOSIBJIEHUSIMH aKTHMBHOCTH BOCIIaJie-
HUSI, CKOJIBKO C KOHIIEHTpAIEeH 1 aMIJIOUIOTE€HHOCTHIO
Oenka-nipenrecTBeHHNKa SA A, BRICOKUI YPOBEHB ITPO-
IYKITAA KOTOPOTO SIBIISIETCS] YyBCTBUTEIBHBIM MapKe-
POM pHCKa ITPOTPeCcCUpoBaHus A A-aMIIONI03a, B 0CO-
OCHHOCTH y OOJIbHBIX C CYOKITMHUYECKOW aKTUBHOCTBIO
BOCIIAJIMTEIBHOTO 3a00s1eBanHus [2].

Ha coBpemenHOM 3Tarie oTMedeHa 3BOJIOIHS B 9TH-
OJIOTHYECKOM CTPYKTYpe BTOPHUHOTO A A-aMmion103a
[14, 16, 17]. OT™MeueHO, uTO 10 cepenuHbl XX B. Hau-
Ooilee pacrpoCTPaHEHHOW NPUYNHOW BTOPUYHOTO
aMWIONJ03a OBUTM TSOKEbIE XPOHUYECKUE HHQEK-
uuu (TyOepKyine3, CH(UINC, OCTEOMHENNT), K Hadalry
XXI Beka peBMarOMJHbINA apTPUT CTaJl JTOMHHUPYIO-
e mpuauHoi 3adoneBanus (/3 6ombHBIX) [2, 10, 16].
Cpenn Hanbomnee 4acThIX MPUYHH AA-aMHIIONA03a Y
B3pOCIBIX TIAIIMEHTOB BBIJCISIOT PEBMATOWIHBINA ap-
TPUT ¥ Apyrue noauaptputsl (40,3 %), ayroBocnanu-
TenbHbIe 3a0oneBanus (53,73 %), cpeny KOTOpbIX MO-
HOTEHHBIE (NeproryecKast 00Ne3Hb, KPHOITMPUHOIIA-
TUH) U TIONWUTEHHBIE (AaHKWJIO3UPYIOMINN CITOHIVIINT,
TICOPHATHYECKUI apTpuUT, Ooe3np CTHiIa), XpoHHYe-
CKHe UH(EKIINH ¢ CyOKITMHUYECKON akTHBHOCTHIO [ 10,
16]. Pe3ynprarsl Halero KaTaMHECTYECKOIO UCCIIEI0-
BaHMs 77 HETel C IOBEHWIbHBIM PEBMATOUIHBIM ap-
TPUTOM TOKa3ajM TOBBIIICHHE KOHIIEHTpalu Oenka
SAA (286,3+27,2 mr/1) B CBIBOPOTKE KpoBH B 94,8 %
ciydaeB. Y ONHOW MAIMEHTKH C CHCTEMHOU (hopmoit
FOBEHWJILHOTO PEBMATOMIHOTO apTpUTa M Pa3BUTHEM
HEPPOTHYECKOTO CHHAPOMA C MPOTeHHypHel 15 r/cyt
BBISIBJICHA BBICOKAsI KOHIIEHTpAIUs B KpPoBU SAA —
828 wmr/n, mo pesynbraTaM OMOIICHH CITU3HCTON 000-
JIOYKHA TPSMON KHUIIKW JAATHOCTUPOBAH BTOPHUYHBIN
AA-aMuITOn 103, IOATBEPKICHA aMUIIOUTHAS HEPPO-
natus ¢ nporeunypueii [18, 19].

B nenmarpuueckoil NpakTUKE OJHOW W3 YacCThIX
MIPUYHH Pa3BUTHsI BTOPUYHOTO A A-amuiionio3a ocra-
&TCsl FOBCHWIBHBIA PEBMATOUIHBII apTPUT, OJIHAKO, B
STHOJIOTHYECKON CTPYKTYpe BTOPHYHOTO aMILION03a
B JIETCKOM BO3pPAacTe CYIIIECTBEHHO BO3POCIIA POIIb ay-
TOBOCIAJIHMTEIBHBIX 3a00eBanuii 17, 20].

[Iposenénnsiii T. Lane u coasr. (2017) perpocrek-
TUBHBIN aHAIM3 BBISBICHHBIX 3a OJrpKaimme 25 jier
625 xnuHUYECKuX ciy4yaeB AA-aMuIon03a rmokasai
CHIDKEHHE YaCTOTHl BCTPEYAEMOCTH FOBEHMJIBHOTO
XPOHUYECKOTO apTPUTa M CYIIECTBEHHOE YBEIMUCHHE
YaCTOTHI BOCTIAJIUTEIBHBIX 3200JIEBAaHUN HESICHOM 3TH-
OJIOTHHU B CTPYKType npuunH AA-amunonnosa [17]. B
COBPEMEHHOM CTaTHCTHKE NpUYrMH AA-amMHIIona103a
Kak y JeTel, TaKk U y B3pPOCIBIX MallHeHTOB, BO3pac-
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TaeT 4YMUCJIO PEIKUX BOCIHAIUTENIBHBIX 3a00JICeBaHU,
B [IaTOI'€HE3€ KOTOPBIX MPUCYTCTBYET CYIIECTBEHHbIH
ayTOBOCTIAJINTENbHBIN KOMIIOHEHT: XPOHUYECKHUH cap-
Kou103, Oone3ns Kactnemana, rpanyiemMaros ¢ moJu-
anruntoM (Berenepa), mykoBucrunos [17, 21].

Bropuunsiit AA-aMuiion103 pa3BuBaeTcs y aereit
Y MOAPOCTKOB C CEMEMHOM CpeIn3eMHOMOPCKOM JINXO-
pankoii (IepuoanIecKoii 00JIe3HBIO ) BCIIEICTBIE MyTa-
un reHa MEFV (MEditerranean FeVer) ¢ ayrocomHo-
JOMHMHAHTHBIM WJIM ayTOCOMHO-PELIECCHBHBIM THUIIOM
HacienoBaHus. 3a00JieBaHUE XapaKTepHO ISl STHUYE-
CKHUX TPYI (apMSHCKOM, TyperKoii, apabckoi, eBpeii-
CKOW HAITMOHAIBHOCTH) HaceneHwsI [22, 23].

ManudecTarus cpeTu3eMHOMOPCKON JTUXOPATKH
y HeauaTpuuecKuX MalueHToB B Bo3pacte 2—18 net
XapaxkTepu3yeTcsi mpucTynamu (GpeOpuinbHONW JTUXO-
paJiku, KOKHOM POXKEIOI00HOH ChIIIK Ha CTOMAaXx, Io-
JeHsax U Oenpax, 0olieBOro abIOMHHAIBHOTO, TOpa-
KaJIbHOTO, CYCTaBHOTO CHHAPOMOB, OOYCIIOBIEHHBIX
BOCIIAJIMTEJIBHBIMU  M3MEHEHUSIMU  (IIEPUTOHUTOM,
IUIEBPUTOM, MOHOAPTPUTOM), TeMaTypHH W/WIN MPO-
TEUHYPHH, MPOJOIKUTEIBHOCTHIO HECKOJIBKO YacoB
WM CYTOK CO CIIOHTaHHBIM pa3peleHHeM IpUCTyma
[22, 23]. Ilpu mpucTynax y MalMeHTOB JHWArHOCTH-
pyIOT JeikonuTo3, yBenmdenne COD, MOBBIMICHNE
CPb, ¢ubpunorena. TeueHne ceMeiHON cpemam3eM-
HOMOPCKOM JTMXOpaaKu (TIepruoudecKoil O0Ie3Hn) —
pELMINBUPYIOLIEE, PELUANBEI BOZHUKAIOT Yepe3 He-
CKOJIBKO HeJlelb Uiin JeT [22, 24].

I'en MEFV ¢ INTOreHETUYECKOM JIOKAIM3alUel Ha
16p13.3 xomupyeT 6e10K MUPHH, IKCTIPECCUPOBAHHBIN
B TPaHyJIOLUTAaX, YUYaCTBYIOILHUH B 3aLIUTHBIX PEaKLU-
AX MOJABJICHUS] OaKTEPUATIbHBIX TOKCUHOB M MHAKTU-
Bauuu nHpaammacom. Mytamuu rena MEFV sBAstoT-
Csl IPUYMHON CHHTE3a U3MEHEHHBIX MOJIEKYJI TUPUHA,
HE TMOJABISIIONINX aKTUBALUIO HH(PIAMMAacOM, 4YTO
MIPUBOJMT K IEPHOANIECKHA BOSHUKAIOIIEMY CIIOHTaH-
HOMY 3aITyCKy BOCIIJINTEIBHOIO KacKaga HMMYHHOI'O
OTBETa B OTCYTCTBHE MH(EKLUUM WIH ayTOMMMYHHOM
peaxktmu [11, 24]. Cnextp myrtaumii rena MEFV npu
CEMENHON CpeIn3EeMHOMOPCKOM JTMXOPAJIKe IPEICTaB-
nieH 29 BapuanTamu u3MeHeHui, 6onee 90 % KOTOpHIX
nokann3oBasbl B 10-m sx30ne rena MEFV. Cpenu HUX
uaeHTH(OUIIMPOoBaHEl 4 Hanbojee YacThle MHCCEHC-
mytaryu B 10 sx30ne rera MEFV (Bapuaatst M694V,
M6941, V726 A, M6801), o0ycraBivBaroime pa3BuTre
NEePHOINYECKON OONIE3HN B PA3IMYHBIX 3THHYECKUX
rpynmax [11, 25]. Beygensror ABa reHeTHYECKHUX THIIA
CEeMEWHON CpeIM3eMHOMOPCKOM JIMXOPAJIKU: KIIACCH-
yeckasi ceMelHas CpeIU3eMHOMOPCKasl JIMXOpaKa C
ayTOCOMHO-PELIECCUBHBIM THUIIOM HACJIEI0BaHMs, BbI-
3bpIBaEMasi TOMO3MIOTHOW WJIN CIIOKHOM IeTepo3UroT-
HOW MyTauueil B rene MEFV, n ceMelinas cpeu3eM-
HOMOpCKasl JIMXOpajika C ayTOCOMHO-JIOMHUHAHTHBIM
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TUTIOM HAcCJeJOBAaHHs BCIEICTBHE TeTePO3UTOTHON
myTauuu B rene MEFV [25, 26].

Myramus rena MEFV M694V sgnsiercst HauOoee
4acTOH B MPEUMYIIECTBEHHO MTOPAKAEMbIX MOMYJISIIN-
sIX apaboB, apMsH, eBpeeB U TYypOK, U BBIABISIETCS Y
20—65 % manMeHToB ¢ CeMEHHOMN Cpen3eMHOMOPCKON
muxopankoii [11, 25, 26].

B. Bas u coaBt. (2022) ycTaHOBWIM Y TIAIIMEHTOB
C TIEpHOMUYECKON OOJIE3HPIO B3aMMOCBS3b BapHAHTOB
MyTauuil B rene MEFV 1 TSDKECTU IIPUCTYIIOB, Y4acTo-
ThI pa3BUTUS A A-amMHII0K103a. ABTOPBI OOHAPYKUITH B
rpyIIIie MAIUEeHTOB ¢ BapuaHToM MyTaru M694V 6o-
Jiee BBICOKYTO YacTOTy 0OOCTPEHHIA U Pa3BUTHS BTOPHY-
HOTO aMHJIOWZI03a TI0 CPAaBHEHHUIO C TIAIMeHTaMH, AMe-
FOLIMMU JpYyTUe BapuaHThl MyTanuii rena MEFV [27].

B nonynsunMoHHBIX UCCIIEAOBAaHUSIX OTMEUEHO, YTO
myTarmst M694V gacto BCTpedaeTcsl B MOMYISIUAX C
0oJiee BBICOKOM 4aCTOTOM CHCTEMHOI'O aMHJIOH]I034, a
pu MyTarusx BapuantoB V726A, E148Q u R761H
HaAOMFOMAIOTCS HU3Kas 4acTOTa aMUJIONI03a, JIETKOe
TEUCHHE CEeMEWHON CpPeNn3eMHOMOPCKON JIMXOPaKu
[25, 26, 28].

ITo nanHBIM HCCEIOBaHUH, Y HAlUEHTOB C MyTa-
et rena MEFV (BapuantT M694V) B TOMO3UTOTHOM
cocTossHIH B 99 % ciydaeB OTMeueHBI TSDKENOe Tede-
HUE CPEeTU3EMHOMOPCKON JIMXOPaIKd C paHHUM Ha-
4arnoM 00JeBOT0 a0JOMHUHAIILHOTO, CYyCTaBHOTO CHH-
JIPOMOB, YaCThIM pa3BUTHEM aMUIIOH103a, pedpaKTep-
HOCTb K TE€paIuu KOJIXUIIMHOM [26, 28].

UccnenoBanus, mpoBeAEHHBIE B TpyMIax eBpeii-
CKHX W apabCKHX TAIMEHTOB C IMEPHOANYICCKON 060-
JIE3HbIO, BBIBWIM Tipu myTtaumu MEFV M694V B
TOMO3WUTOTHOM COCTOSTHHM Ooiee TSDKEIIOE TeueHHe
MIPUCTYTOB C CYCTaBHBIMU U TIOYEYHBIMU MPOSIBICHUS-
MH, TpeOyrouMy Gosee BBICOKMX 103 KOJIXHUIMHA B
OTJINYME OT TMAIeHTOB C BapHaHTaMU T€TepPO3UTOT-
HBIX MyTarwii 1o M694V, V726 A, M6801, E148Q wu
TOMO3HTOTHBIX 10 V726A, M680I1 [11, 29, 30].

C. Grossman u coast. (2019) [29] wuccrenoBamn
XapaKTePUCTUKH (DEHOTHIIOB 57 MAIMEHTOB C ceMeii-
HOM CpENU3EMHOMOPCKOM JIMXOPAJKOM, TOMO3HUIOT-
HBIX TI0 MyTaru M694V B rene MEFV B cpaBHEeHUH
¢ (heHOTHUTIAMH TPYIIIEI M3 56 TAIIMEHTOB C CEMEHHOM
CPEIU3EMHOMOPCKON JTMXOPAIKON ¢ APYTUMHU T€HOTH-
namu MEFV. ABTopbsl OOHapYKWIIM, YTO TSDKECTh 3a-
OOJICBaHMS W CPEMHSST 4acTOTa MPUCTYIIOB B TOJ KaK
J10, TaK U TOCJIE JIEYEHHUs BBIIIE B TPYIIE MAEHTOB
C TOMO3WMIOTHOW MyTarmei rena MEFV M694V no
CPaBHEHHIO C JAPYTMMH TeHOTHWIamu. s marumeH-
TOB C FOMO3HUIOTHOM MyTauueid rena MEFV M694V
TpeOyercsi Oolee BHICOKas 7032 KOJXHIIMHA, HEOOXO-
JIMast ISl KOHTPOJISI CUMITTOMOB, TIpU ¢71a0OM OTBe-
Te Ha Tepanuio KonxurmHoM [29]. Ilo mHeHHIO psiga
ABTOPOB, TOMO3HMTOTHBI TCHOTHII MYTAI[MHl B TCHE

MEFYV ¢ BapuanToM M694V sBisieTcss pUCKOM pa3BH-
THSL aMUWJIOU03a MPU CEMENUHON CPEeM3EMHOMOPCKOM
nuxopanke [11, 31]. Takoii BbIBOA cAeflaH Ha OCHOBE
W3Y4YEHHUs CBSI3U MEXly pa3BUTHEM aMMJION/103a B Ce-
MBSIX Y TIALMEHTOB C NEPHOJMUYECCKON OO0JIE3HBIO TIPH
TOMO3UTOTHON ¥ TeTepO3UTroTHON MyTaimax B 10-m
9k30He reHa MEFV. BbIsiBIeHO pa3BUTHE aMUJIONU]103a
B 20% y ManMeHTOB C TOMO3UTOTHOM MyTalMel reHa
MEFV M694V u rerepozurotHoii B 4,5-5% ciry4a-
es[11, 31]. Onucan KIMHUYECKUM CITy4yail BBISBICHUS
B CEMbE YETBIPEX pa3IUYHbIX MyTrauuil rena MEFV
B JIByX TpyHmax KpOBHOPOJCTBEHHBIX PpOIHUTENEH:
V726A, M694V, M6801 u K695R. Tpoe pomurenei,
0alyIIka U IeIyIIKa, sIBISIOIINEC HOCUTESIMA IBYX
MYTHPOBABIIMX ajulesield, He UMENIU CHMITOMOB 3a-
OoneBanus. M3 9 BHYKOB CO CIOKHBIMH T€TEPO3UTOT-
HbIMH BApUAHTAMH 110 JBYM MyTauusM B rene MEFV
3aboneBaHue MPOSIBIISUIOCH TOJIBKO Y JIMII C TeHOTHUIIA-
M M694V/VT726A u M694V/M680I, uto cBUIETEID-
CTBYET O TSKECTH TeueHHsl Bapuanta M694V y muig
CO CXOIHBIM T€HETUYECKUM U SKOJIOTMYECKUM (POHOM.
OpnHako ofxH oTel U oHa 0alyIKa, HOCHTENH CIIO0XK-
HOTO TeTepO3UTOTHOro reHotunia M694V/V726A, He
MM CUMITTOMOB, B TO BpeMs Kak y 4 BHYKOB, fB-
JUIFOLLMXCS. HOCUTEJSIMU TOTO K€ I'eHOTHIIa, 3a00J1e-
BaHUe J1eOI0THPOBAJIO B pAaHHEM BO3pacTe, YTO MOKET
YKa3bIBaTh Ha HAJMYHE TOTOIHUTEIBHBIX CPEIOBBIX U
TreHeTHYEeCKUX (pakTopoB B pa3BuTHH mporecca [11].

Panee cyiiecTBoBasio MHEHHE O HAceICTBEHHOM
XapakTepe aMWIOnJ103a MPU CEMENHONW Cpen3eMHO-
MOPCKOH JIMXOpajKe, HO I0ciie OOHapyKeHHs roMo-
3UFOTHOW UM TETEpO3UrOTHOM MyTtauuu reHa MEFV,
KOZIMPYIOIIEr0 MUPHUH, CTAJI0 OYEBHIHO, YTO NMUPHUH
HE MPUHUMAeT y4yacThe B MeTtabomusme SAA-Oerka,
ceMeliHas cpeTU3eMHOMOPCKas JIMXOpajKa sIBIseTcs
MHHUIUHAPYIOIMM  (DakTOpOM pPa3BUTHS BTOPUYHOTO
AA-ammonnosa [3, 22].

S. Atoyan u coasr. (2016) B cpaBHUTEILHOM TeHETH-
YECKOM MCCIIEIOBAHUH BBISIBUIIH, YTO TSDKECTh IEPUOIH-
YyecKoi 00s1e3HH 3aBHceNa OT MyTaumii rena MEFV u He
CBsI3aHA C TCHOTUIIaMHU B JIOKyce reHa SA A 1, ofgHaxo, oT-
MEYEHO, YTO TOMO3UTOTHOCTh MONMMOp(du3Ma reHa o/o
SAAI cBs3aHa ¢ IPOTEHHYPHUEH W aMIJIOMIO30M, TOTIA
KaK HOCHTENLCTBO rmojmMopdm3ma rera B/f SAAIL 3a-
HIMIIAeT OT aMUJIOM03a, IPUYeM JaHHOEe HaOoneHue
aKTyaJIbHO W IS IPYTMX BOCHANMTENBHBIX 3a00ieBa-
HUI, OTJIMYHBIX OT TIepruoxuueckoii oomnesnu [30].

AMUIION] MopakaeT pa3IMyHbIe OPraHbl U TKaHH,
HO JaKe IIPY CUCTEMHBIX (popMax aMHJION103a Cylle-
CTBYIOT IIPEUMYILECTBEHHbIE 30HbI OPAXKEHMUS, JIOKa-
JM3aLHsl KOTOPBIX 3aBUCHUT OT MPOUCXOXKICHHS U THIIA
¢ubpwsipHOro 0OenKa aMWiIOWAa, HampuMmep, Mpu
AL-amMuiion103€ BBISBIISETCS IPEUMYILECTBEHHOE T10-
paKEHHUE Cepla, si3pIKa; Mpu A A-aMIIIONI03¢ — TI0-
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pakeHre Tovek, meueHu, kumeunuka [16]. [lpu AA-
aMIJIONI03€ TIOYKH SIBISIFOTCS OCHOBHBIM OPTaHOM-
MUIIICHBIO, PA3BUBAIOINASICS aMIIONTHAS HepoTaTus
YacTO OKa3bIBACTCS €JMHCTBEHHBIM IMPOSBICHHEM 3a-
6onesanus [14, 20].

C. Oliveira-Silva u coasr. (2022), npoaHaIu3upo-
BaB mgaHHbIe 111 marmeHToB ¢ MOPQOITOTHIECKU TTO-
TBEPKIEHHBIM aMIJION030M TTOYEK, YCTAHOBHITH, YTO
AA-aMuIIon 103 SBISETCS HauOOJIee YacThIM THUIIOM
maronoruu B 56,1 %, AL-amunonnos — B 25,2 %, Ha-
CJIC/ICTBeHHBIC (hOpPMBI amuionio3a — B 6,5 % [16].

B Teuenun Hedpomnarnu, pazBuUBaroOIIeHCs TpU
MIEPHOINYECKON O0JIe3HU, BBIICISIINCH JABE CTAIWU:
JOAMUJIOUIHASA, XapaKTePHU3YIONIasics TPaH3UTOPHON
MIPOTEHHYPHEN ¢ COXpaHHOU (DYHKITHEH MoYeK, U Tie-
U0/ aMHJIONI03a TTOYEK, XapaKTePUIYFOIUICS TIPO-
TEMHYPUYECKOH, HE(PPOTUYECKOW M ypEeMHUYECKOU
cranueit [20].

Jnarno3 BroprnaHOro A A-aMUIION103a, TIPEAIToNa-
raeMbIid IO KIIMHAYECKUM JaHHBIM, TTO/ITBEPIKIACTCS
Mopdornorndeckn. Hanbornee 10CTOBEpHBIM METOIOM
SIBIISICTCS. OMOTICUS TIOYKH, PEKOMEH IyeMast JJIsl IH-
POKOTO BHEJIPCHUS B MPAKTUKY BEJICHUS MAI[IEHTOB C
PEBMaTHYECKUMU U 2y TOBOCTIAJIMTEIILHBIMU 3a00JIeBa-
HUSIMH C [EJTbI0 MAKCUMAJIbHOTO YTOYHEHHS BApHAHTa
MTOpakeHHs, aCCOIIMMPOBAHHOTO C OCHOBHBIM 3a00J1e-
BaHueM [1, 5, 6].

Lenbro Tepanuu sBISIETCS YMEHBIIICHUE KOJIAYE-
CTBa OCJIKOB-TIPE/IIIICCTBEHHUKOB, YTO MO3BOJISET 3a-
MEJIUTh TIPOTrpecCUpoBaHne amMuiion103a. KinHmye-
CKO€ YITy4IlIeHHE, JOCTUTaeMO€e C TTIOMOIIIBIO JICUSHNU,
BKITIOUAET CTAaOMIIM3AIINIO MJIH BOCCTAHOBIIEHHE (PyHK-
LMY TIOPKEHHBIX OPTaHOB, YTO YBEIMYUBACT MTPOJIOI-
JKUTEITLHOCTD YKU3HU OOJIBHBIX [6].

B rtepamun AA-amumiono3a OCHOBHOW 3aja-
Yyeil SBJISACTCS HOpPMaM3alvs TPOAYKIUM Oesika-
npenmecTBeHHNKa SAA, uTo mocturaercs 3hdHeKTruB-
HBIM TIO/IaBIIEHHEM XPOHHUYECKOTO BOCHAIUTEIHHOTO
mporiecca, B TOM 4YHCIE, C CyOKITMHUYECKAM YpPOB-
HEM WHTEHCHBHOCTU BOCHAJICHHS. OTO IO3BOJISIET
YMEHBIIINUTh KIMHUYECKUE TPOSIBICHUS aMUIION]03a,
MIPEOTBPATUTh MPOTPECCUPOBAHUE AMHIIOUIHON He-
(hpomaTny U CYIIECTBEHHO YJIYYIIUTH MPOTHO3 3a00-
neBaausa [14]. JledeHne peKOMEHIOBAHO IMPOBOIUTH
JI0 JOCTIDKEHHS HOPMaJHM3allid YPOBHS MapKepoB
octpoii (azel BocnasieHuss — C-peakTUBHOTO Oejka 1
SAA-Genka [6, 33].

B MexayHaponHOM KIMHUYECKOM INpaKTHKE Hau-
OoJtee aKTyasbHBIM U MEPCIEKTUBHBIM METOIOM TIPO-
(DMITAKTHKY M JICUYCHHUST BTOPUIHOTO A A-aMIJTOHI03a
SIBIISICTCS. TIPUMEHEHHE TEeHHO-MHXEHEPHBIX OHOJIO-
THYECKUX MPEraparoB — MOHOKJIOHAJIBHBIX aHTUTEI
U PEKOMOMHAHTHBIX OEJIKOB, SIBJISFOIIMXCS CIEeUU(U-
YECKUMH WHTHOUTOPAMHU MPOBOCHAIUTEIBHBIX 1TUTO-
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KHHOB WHTEpJicHKnHa-1 (KaHaKnHymad, aHaKWHpA),
WHTEepJIeHKHHA-6 (ToImmsymal), ¢dakropa HeKpo3a
ormyxonu-o. (MHPIUKCHMa0, dTaHEPIENT), UMEFOINX
Ba)KHElIIee 3HaYCHHE B MMMYHOIATOTCHE3E ayTOBO-
CIaMTENbHBIX 3a00s1eBanuii [34—36].

IIpu cemeiHON CpeIu3eMHOMOPCKON JIMXOPAJKE,
BKJIFOYAsl BAPUAHTBI, OCIOXKHEHHbIE pa3BuTHEM AA-
aMMJION[103a, MperaparoM BbIOOpa SIBISIETCS] KOJIXHU-
miH. [Ipn HeahPEeKTUBHOCTH KOJIXHMLMHA TOKa3aHO
Ha3HAuYeHHWEe WHTUOMTOPOB MHTEplieiKkuHa-1, B yact-
HOCTH KaHaKuHyMa0a, 3pHeKTUBHOCTH KOTOPOTo MO/I-
TBEPXKJAeTCs PAIAOM KIMHUYECKUX HaOmoneHuid [6,
37]. llo maHHBIM PETPOCIIEKTUBHOTO HCCIICAOBAHU
P.O. Avar Aydin u coasr. (2022) [37], cpenu neauatpu-
YECKHX MAaLUEHTOB C CEMEHHOI CperIn3eMHOMOPCKOM
JIMXOPaJKOH, pepaKTepPHBIX K TEPaAITUH KOIXHLTHOM,
NP TOMO3UTOTHOM MyTaimu M694V B rene MEFV,
BKJIFOUasi OOJNBHBIX C JAMArHOCTHPOBAHHBIM BTOPHY-
HBIM aMWJIOMIO30M, JICYEHHE C TOMOIIBI0 WHTHUOM-
TOPOB WHTEpJICHKHNHA-1 aHAKWHPBHI W KaHAKHMHymada
MMeEET BBICOKYIO 3 (PeKTUBHOCTB, y 75 % 00ciaenoBaH-
HBIX MAIMEHTOB HAOIIOAANICS MONHBIA OTBET C OTCYT-
CTBHEM MPHUCTYIOB 3a00JI€BaHUS B NIEPHO]] TEparluu
WHTUOUTOPOM HHTEpieHKnHa-1, y BCeX MaIMeHTOB
OTMEYEHO CHIMKEHHE YacTOThI MPUCTYIIOB B TEYCHUE
ISITWIETHETO IePHoAa HaOMIONEHHUSI.

B Poccuiickoit @enepaiyu 3aperucTpupoBaH UHTHU-
OuTop MHTEpNeKkHa-1 KaHaKuHyMal (Milapuc) — mpe-
napar MOHOKJIOHaNbHbIX aHTtuTen [gG1/kanma n3otnna
K UHTepJeHKuHY-1[, pa3pemeEHHblii K MPUMEHEHHIO Y
TIAIMEeHTOB B Bo3pacte ot 2 yieT. Kanakuaymab ¢ BbICO-
KM aPUHATETOM CBS3BIBACTCS C HHTEPIICHKUHOM-1[3,
HEUTpasm3ys ero OMOJIOTHYEcKoe JeHCTBHE, ONOKUPYS
B3aMMOJICHICTBUE MHTEpIieliKkuHa-1B ¢ ero penenropa-
MH, HHIIY[UPOBAaHHYIO HHTEPJIICHKUHOM- 1 [} akTHBALIHIO
T€HOB M MPOIYKIMIO MEIMATOPOB BOCHAJICHHUS, TAKUX
KaKk MHTEPJICHKNH-6 W MHKIOOKcuTeHas3a-2. [Ipemapar
TTOKa3aH 151 KOPPEKIIMH 3200 IeBaHUI 1 COCTOSTHHIM, Xa-
PAKTEPU3YIOLIMXCS THIIEPIPOAYKIMEH UHTepIIeHKIHA-
1 Ha MeCTHOM M CUCTEMHOM ypoBHe. B pesyinbrare Te-
panuu KaHaKUHyMaOOM KOHIIGHTpAaIysl B KPOBH J1abo-
patopHbIX MapkepoB BocrasnieHus: (C-peakTuBHBIN Oe-
710K, SA A-OEITOK), TEUKOITUTOB OBICTPO TOCTUTACT HOP-
MaibHOTO YpoBHS [38]. MccnemoBanme F. De Benedetti
u coasr. (2018), mpoBenEHHOE cpey 63 MaIMeHToB pas-
JIMYHBIX BO3PACTHBIX TPYIII, MUHUMAJIBHBIA BO3PACT —
2 ronia, ¢ ceMeiHON CpeTM3eMHOMOPCKOM JIMXOpa Ko,
PE3UCTEHTHON K KOJIXMIMHY, MOKa3ajio, YTO Teparus
KaHaKMHYMaOoM (miapuc) dpQeKTuBHA IS KyITUpO-
BaHUsI 000CTPEHMS U JOCTIKEHHSI KOHTPOJIS CO 3HA4H-
TeJIbHBIM CHMKEHHEM YacTOThI JalIbHEHIINX 000CTpe-
HUH 3a0oneBanus. Y Oonee 50% manyeHToB JieueHUE
KaHAKMHYMaOOM TPUBEJIO K CHIYKCHUIO KOHIICHTPAIIUH
Oeska SAA B KpoBH 10 ypoBHs MeHee 20 MI/J1, UTO sIB-
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JSIeTCSl CYIIECTBEHHBIM (PaKTOPOM ISt TIPEIOTBpaIle-
HUS Pa3BUTHS M TIPOTPECCHPOBAHUS BTOPHIHOTO AA-
ammiono3a. Habnronenue 1eMOHCTPHUPYET XOPOIIIYIO
MIEPEHOCUMOCTb TIperapara y MalueHToB BCeX Uccie-
JyeMBIX BO3PACTHBIX I'PYII C HEOOXOIUMOCTBIO Ipe-
KpalleHusl Tepariy B CBSI3U C Pa3BUTHEM CYIIECTBEH-
HBIX TOOOYHEIX 2PPEKTOB TONBKO Y 4 TarueHTos [39].

OnHako HEOOXOIMMO YUYHUTHIBATh, YTO TEPATIHIO Ka-
HAaKHHYMaOOM PEKOMEHIOBAaHO HAauMHATh HA KaK MOXK-
HO 0oJiee paHHHX CTAIUSAX Pa3BUTUS aMHJIOUIHOW He-
(pomnarum, Korna y manueHTa OTCyTCTBYET HapyLIeHHH
(hyHKIIIM MOYeK. 3HAYMMOCTh JTAaHHON PEKOMEHIAITIH
TTOAITBEpKAaeTCsl cepueii HaOmonenuit [36, 40]. Uc-
cienoBanmne T. Yildirim u coaBt. (2022), nemoHCTpH-
PYET, 4To Teparusi KAHaKHHyMaOOM Y TTallHeHTOB C Tie-
pHOAMYECKON OOJIE3HBIO € yKe HapyLIeHHON (yHKLMEH
nouek He dPdeKTrBHA sl CHUKCHUSI MHTEHCUBHOCTH
MPOTEUHYPHH, KaK TOKa3areis aKTUBHOCTH aMUJIOW]I-
HOI HepOTaTHH, B OTIIMYHE OT OOJBHBIX C COXPAHHOH
(hbyHKIMEH TOYeK, y KOTOphIX Ha (JOHE MPUMEHEHHUS
KaHaKWHyMa0a OTMEYEHO YMEHBIIICHHE MPOTCHHYPHU
6omee yem Ha 50 % 10 CpaBHEHUIO C UCXOAHBIMU 3HAYE-
nusimu [40]. Habmronenue R. Topaloglu u coasr. (2016)
BBISIBIJIO Y TIEIUATPUYECKHUX TTAIIUEHTOB TPOTPECcCH-
pOBaHHE AMHJIOMTHOTO TOPAKEHHUSI TOYEYHOW TKaHH
ocJyie paHee YCTaHOBIICHHOTO YMEHBIIEHHUSI MHTCHCHB-
HOCTH MPOTEUHYPHH Ha (pOHE Teparmi HHrHOUTOpaMu
HHTepIeHKhHa-1 pyu aMUIONI03€e, aCCOUMUPOBAaHHOM
C ayTOBOCHAJMTEIbHBIMU 3a00JICBaHUSMHU. ABTOPBI
YKa3bIBalOT Ha HEOOXOIMMOCTh pPa3pabOTKM HOBBIX
CTpaTeruii Teparuy, HalleJIeHHbIX Ha yCTPaHEHHE OTIIO-
JKeHHH aMIIOH/Ia B TKaHsX [36].

Pesynbrarel nccnenoBanus 3(Q(OEKTUBHOCTH IPH-
MEHEeHUsT MHTrHOWTOpa WHTEpJiIelKWHa-6, mpernapara
MOHOKJIOHAJIbHBIX aHTHUTEN TOUMIN3yMada y malueH-
TOB C BTOPUYHBIM A A-aMUIJIOHI030M IIPU TIepUOANYIC-
ckoii 6one3nn [41, 42] ObUTH OTATONIPUATHBIMH.

S. Ugurlu u coasr. (2017) omenmmu >ddexTrs-
HOCTb Tepaluy TOIFIN3yMa0ooM y 12 marmeHToB ¢ AA-
aMHUJIOMI030M Ha (POHE MEPUONNUYECKON OONIe3HH, OTHO-
BPEMEHHO TOyUalOIMX KOJIXUIMH; aBTOPbI OTMEYAIOT,
YTO BBEJICHUE B CXEMY JICUCHHS TOLMIIM3yMala IpUBEIo
K CHIDKEHHIO HHTEHCHBHOCTH OCTPO(a30BOro OTBETa U
VAYUIICHNIO TIOKa3arenei (pyHKIMU To4YeK y Bcex 00-
CIITOBAHHBIX TAI[MEHTOB, TAK)KE OTMEUCHO CHIKECHHE
4acTOThl 000CTPEHUI OCHOBHOTO 3a00seBanus [41].

VY manueHToB ¢ BTOPUYHBIM PEBMAaTOUAHBIM AA-
aAMMJIOH]I030M, TIO JJAaHHBIM KIMHHYECKUX HCCIIe/IOBa-
HUH, ATUTEIbHAS Teparus WHIHOUTOPOM perenTopa
WHTEpIIEHKIHA-60 TONMIN3YyMaOOM TPUBOAUT K BHI-
PaKEHHOMY CHW)KEHHIO aKTHBHOCTH PEBMAaTOWIHOTO
apTpuUTa y B3pOCIIBIX MAIMCHTOB U FOBSHUJIBHOTO PEB-
MaTOUIHOTO apTpuTa y JeTeid, B JUHAMUKE HaOIrona-
eTcs JIOCTOBEpHOE CHIDKEHHE KOHLeHTpanuu SAA B

CBIBOPOTKE KPOBH MAIMEHTOB U YMEHBIIICHUE MHTEH-
CHUBHOCTH paHee JUarHOCTUPOBAHHOW MPOTEHHYPHH.
VY psina manueHToB Mpu MOPQOIOTUIECKOM HCCIIEIO0-
BaHWH B JJMHAMHKE OTMEYACTCsI TIOJTHOE UCUC3HOBCHHE
OTJIOXKEHUI aMuIona B TKausx [34, 35, 43].

[IporHo3 amuIouaHOW HEeQpOIATUU MPU BTOPHY-
HOM AA-aMWIIONI03€ 3aBUCHT OCOOEHHOCTEH Tede-
HUS ¥ OTBETA Ha TEPaIHio TIEPBUYHOTO 3a00IeBaHMA,
WHTEHCHBHOCTH MPOAYKITNH OeNKa-TIpe/IIIeCTBCHHNKA
SAA ¥ TsDKECTH TOBPEXKIECHHS TOYEK KaK OpraHa-
murienu pu AA-amunounose [3, 16, 17, 44].

R.C.C. Lin u coasr. (2022), mpoaHanu3upoOBaB
cBelleHUST 0 36 MOPGOIOTHIESCKH TOATBEPIKIEHHBIX
CIydasix BTOPUYHOTO AA-aMUIIOH[103a, Pa3BUBILETO-
Csl y TIAIMEHTOB TPU Pa3IMYHBIX XPOHUYECKHUX BOC-
MM TEITFHBIX 3a00JICBAHUAX, OTMEYAIOT, YTO HAITMIHC
apTepualibHOW TUIIEPTEH3UM, CaxapHOro juadera,
THIICPIIMITUAEMHUH, IPOTEUHYPUU ¥ HU3KOW CKOPOCTH
KITyOOYKOBOW (DMIIBTPAIlMd B MOMCHT ITOCTAHOBKH
JIMarHo3a aMIIONAHON Hedpomatui MOXKHO paccMa-
TpHBaTh Kak (PaKTOphI pUCKA pa3BUTHS TEPMHUHAITEHON
MOYCYHON HET0CTaTOYHOCTH [45].

Hannbie uccienoanus B.B. PameeBa u coaBrT.
(2021) nmemoHCTpUpYIOT Hanuuue Oonee OBICTPO-
ro MPOIrPEeCCUPOBAHMS aMUJIOUIHON He(ppomatuu y
OOJBHBIX C TOJUTCHHBIMH ayTOBOCIATUTEIHLHBIMU
3a0oneBaHUAME (TICOPUATUIECKUI apTPUT, aHKHUIIO-
3UPYIOIIUN CIIOHMIIUT U JIP.) B OTIIUYHE OT MaIlueH-
TOB C PEBMATOMIHBIM apTPUTOM, UTO, [I0 MHCHUIO aB-
TOpPOB, 00YCIIOBICHO MEHEE IIUPOKUM IMPUMEHEHUEM
[IPH ayTOBOCMAIUTEIbHBIX 3a00JCBAHUIX METOIOB
0a3MCHON TPOTUBOBOCHAIHMTEILHON M HMMYHOCY-
npeccuBHOl Teparmu (38,71 % manueHToB) A0 Aua-
THOCTUKH A A-aMHJION03a, B TO BpeMsl Kak OOJIbHBIC
PEBMATOHTHBIM apTPUTOM IOJTydain 0a3uCHOE Jieue-
Hue B 55 % ciydaes [3].

SAKJTIOYEHUE

Bropuunsiit AA-aMunion103 y AeTeit 1 B3pOCibIX C
PEBMaTHUECKUMH M ayTOBOCIIAIMTEIILHBIME 320071eBa-
HUSIMH SIBJICTCS. TSDKEIBIM OCJIOKHEHHEM C HPEeUMy-
IIECTBCHHBIM PAa3BUTHEM aMHJIOMIOHON He(pomaTuu.
Bbraronapsi pa3BUTHIO HOBBIX METOAOB TEPAIHH XPO-
HUYECKUX BOCHAIUTENbHBIX 3a001eBaHUM, BKIIOYAs
TeHHO-MH)KCHEPHYIO OHOJIOTMYEeCKyl0 Teparuio, Ha-
OrromaeTcsl yMeHbIIIeHHE YacTOThI BCcTpeyaeMocTH AA-
amMwIonz103a y AeTeHd, ONHAKO, IPU HAC/EeICTBEHHBIX
ayTOBOCTIAIMTETBHBIX 3a00JIEBaHISX MPOOIeMa paHHen
JMArHOCTUKH U TE€PAIUK BTOPUYHOTO AA-aMHUIONI03a
emé He Halllla OKOHYATEJILHOTO PEILICHUS.

C LSO ONITUMU3AINU NTUArHOCTUKHU BTOPUYHOI'O
AA-ammionioza pPeKOMEHIOBAaHbBI MOHUTOPHHT Cy-
TOYHOHM HMPOTEUHYPUH U OIIPEIEIICHUE KOHLIEHTPALUK
Oemnka TpesIIecTBeHHNKa aMuiionia SAA B KpOBH Y
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MAIMEHTOB C XPOHUYECKUMH BOCIIAIUTEILHBIMH 3200-
JICBAaHUSIMH, SIBJISIOIIIMMHUCS TIPUYUHONW Pa3BHUTHSI BTO-
prutoro AA-amuitonsosa. Jlist onpeaeneHus aKTuB-
HOCTHU XPOHHYECKOTO BOCHAJICHHS U TAKTHKH TEPaIiu
[MOKA3aHO OIpEICICHNE KOHIICHTPAIUK TPOBOCHAIIH-
TEJIbHBIX IIUTOKWHOB WHTEPJICHKHMHA-1, UHTEPICHKH-
Ha-6 B KPOBH TP XPOHUYECKHX ayTOBOCIAIUTEIbHBIX
3a00JI€BaHMIX.
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