DHAOKPUHOAOTUA |

DOI: 10.31550/1727-2378-2019-165-10-63-65 [®) BY-NC-ND |

CemeiHble hopMbl AQYTOUMMYHHOIO NOJIMINAHAYNAPHOrO
CMHAPOMA 2-r0 TUNA: KNUHUYECKUW CnyYaul
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Llenb cTaTbu: onucatb KIMHUYECKMIA Cly4ail pa3BUTUA ayTOMMMYHHOTO NoaumaHaynsapHoro cuHapoma (AMC) 2-ro Tuna B sAEPHON CEMbE C OTH-
rOWeHHbIM N0 AaHHOMY 3a60NeBaHNI0 aHaMHE30M W NPOAEMOHCTPUPOBATL OCOBEHHOCTU NPUCOEAUHEHUS HOBBIX KoMNoHeHTOB AMC, a Takxke
OWKGKM, BO3MOXKHbIE MPU €70 JUATHOCTUKE.

OCHOBHble MONOXeHUA. 3aboneBaHNe HayanoCh Y MaLMEHTKU C Pa3BUTUA ayTOMMMYHHOM HE3HAOKPUHHOW natonorun (BUTWUIMIO) B paHHeEM
BO3pacTe, B NOC/EAYIOLEM NPUCOEAMHUNOCH AYTOMMMYHHOE 3aboeBaHue WUTOBUAHOI Kene3bl (XpPOHUYECKIi ayTOMMMYHHbI TUPEOUANT) U Gbin
puardoctuposaH AMC 3-ro Tuna. HecMoTps Ha OTAroOLWEeHHyYI0 HACNeACTBEHHOCTb (MaTh nauueHTku ctpagaet AMC 2-ro Tuna), xapakTepHble Xanoosbl
1 COYETAHHYI0 ayTOUMMYHHYIO MATONOTWI0, NEPBMYHAA XPOHMYECKasA HALMOYEYHUKOBAA HEAOCTATOYHOCTb U, COOTBETCTBEHHO, AMC 2-ro Tna Gbinu
ANarHoCTMpOBaHbI TONbKO Yepes 4 rofa C MOMeHTa NOABNEHMA NepBbIX CUMNTOMOB. [iUTeNbHOe OTCYTCTBME NPaBUBHOTO [1ArHO3a U afeKBaTHOM
3aMeCcTUTEeNbHOI rOPMOHANbHOI Tepanun yXyALWn0 Ka4eCcTBO XN3HN NALMEHTKU U YBENNYMNO PUCK Pa3BUTUA aAANCOHNYECKOrO Kpu3a.
3aknioueHue. MNauneHTam c ayTOMMMyHHOI natonorueil Tpebyetcs obcnefoBaHne NS UCKIIOYEHNUA He [UArHOCTUPOBAHHbIX PAaHEE KOMMOHEH-
ToB AMC, B 0CO6EHHOCTU XPOHNYECKOI HAaANOYEYHUKOBOW HE[OCTAaTOYHOCTH U HapyleHUi KanbLneBoro obMeHa. B agepHbix cemMbsx ¢ oTAro-
weHHbIM no AMNC aHamMHe30M Lienecoo6pa3Ho NPOBECTU UMMYHOJIOMMYECKOE U MONIEKYNAPHO-reHeTuYecKoe 06CciefoBaHNe BCeX POACTBEHHIUKOB
Ans onpepenexus pucka passutus AfC.

Knwoyesble cnosa: ayTOMMMYHHbIA NONUINAHAYNAPHbBIA CUHAPOM 2-TO TUNA, ceMelHble (OpPMbl, XPOHWYECKas HafNMOYeYHMKOBAA He[0CTaTou-
HOCTb, QyTOMMMYHHbII THPEOUINT, CaxapHblit AuabeT 1 Tuna.
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A Clinical Case of Type 2 Familial Polyglandular Autoimmune Syndrome
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Objective of the Paper: To describe a clinical case of type 2 polyglandular autoimmune syndrome (PAS) in a nuclear family with a history of
this disorder, to demonstrate ways in which new components of PAS may develop, and to outline possible errors in diagnosing this syndrome.
Key Points: This female patient presented with a non-endocrine autoimmune disorder (vitiligo) at an early age. Later she developed an
autoimmune thyroid disorder (chronic autoimmune thyroiditis) and was diagnosed with type 3 PAS. Despite a family history (type 2 PAS
in the patient’s mother), typical complaints, and comorbid autoimmune diseases, the diagnosis of primary adrenal insufficiency and type 2
PAS was made four years after the onset of the first symptoms. The significant delay in diagnosis and prolonged lack of adequate hormone
replacement therapy worsened the patient’s quality of life and increased the risk of acute adrenal crisis.

Conclusion: Patients with autoimmune disorders require an examination to rule out previously undetected PAS components, especially
chronic adrenal insufficiency and calcium metabolism disorders. In nuclear families with a history of PAS, immunological examination and
molecular genetic analysis of all relatives should be performed in order to assess the risk of PAS.

Keywords: type 2 polyglandular autoimmune syndrome, familial types, chronic adrenal insufficiency, autoimmune thyroiditis, type 1
diabetes mellitus.
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VTOMMMYHHble nonumanaynapHsle cuHapomsl (ANC) npeg-

CTaBAAoT coboi rpynny 3a6oneBaHuit, Bbi3BaHHbIX QYHK-

LIMOHaNbHOW HEAOCTaTOYHOCTbIO OAHOBPEMEHHO [BYX
u 6onee 3HAOKPUHHBIX }Kene3 BCIEACTBUE UX ayTOMMMYHHOO
nopaxerus [1]. Boigenstot AMNC 1-ro TMna, pacnpoCTpaHEHH b
cpepu peteir, n AMC 2-ro, 3-ro n 4-ro TMNOB, KOTOpble MaHUpe-
CTUPYIOT yalye BO B3pOCIOM BO3pacTe.

AMNC 2-ro TMna — 3T0 coYeTaHMe XPOHMYECKON Hapnoyey-
HUKOBOW HEeJOCTaTOYHOCTU C ayTOUMMYHHbIMU 3ab0NeBaHUAMU
WUTOBMAHON enesbl u/unm CO 1 Tuna, a Takxe ApYrumu
ayTOMMMYHHbBIMU 3a00NE€BAHUAMU HEIHJOKPUHHOTO reHesa.
PacnpoctpaHenHocts AlC 2-ro Tvna B monynauuu coctaBnsert
okono 1,4-4,5 cnyyas Ha 100 Tbicay yenosek. [le6ioT 3a6one-
BaHWUA NPOUCXOAUT B Bo3pacTe 20-60 neT, Hanbonee yacto —
B 30-40 net. XeHwunHbl 3a601eBalOT B 3—4 pa3a yalle MyKYMH.

Xota AMNC — nonuatnonornyeckoe 3abonesaHue, OHO B nep-
BYIO 0uepenb 06YCIOBNEHO HACNeACTBEHHON NPeapacnooXeH-
HOCTblO, BCNIEJiCTBMNE YETr0 MOXET HOCWUTb CEMEeMHbIii XapakTep,
NposBAAACk Y poAcTBeHHUKoB B Buae AlC unn B BUAe oTaens-
HbIX €ro KOMNOHeHTOB [2—4]. KpOBHble pofiCTBEHHWKM NaLUeH-
T0B C AlC HaxopATCsA B rpynne noBbIWEHHOMO PUCKa pa3BUTUA
3TOW ayTOMMMYHHOI NaTONOrMK W AOMKHbBI BbITb 06CIEL0BaHbI
Ha NpeAMeT ee BbIABNEHUS.

Llenb cratbu: onucatb KaMHuyYecknint ciyyaii passutus AlC
2-r0 TMNA B ALEPHON CeMbe C aHAaMHe30M, OTAFOLEHHbIM MO
LaHHOMY 3a00/1€BaHUI0, ¥ NPOLEMOHCTPUPOBATE OCOOEHHOCTH
NpUCOefMHeHUs HOBbIX KomnoHeHToB AlC, a Takxe owwubKy,
BO3MOJHblE NPU €ro JUarHocTuke.

KJIWHUYECKOE HABJIOAEHUE

B otgene TepaneBTuyeckoi 3HpokpuHonorun ®rbY «Haumo-
HaNbHBIA MeJUUMHCKUIA WCCNeAoBaTENbCKUIA LEHTP 3HAOKPU-
Honorunm» Muu3gpasa Poccuu B oKTaGpe 2018 r. Haxoau-
nacb Ha obcnepoBaHun nauueHTtka C., 42 net, ¢ AuarHo-
30M: AymouMMyHHbI NOAUAAHOYAAPHBIU CUHOPOM 2-20 muna:
nepsuUYHAA XPOHUYECKAaA HAONOYeyHUKosas Hedocmamoy-
HOCmb cpedHell msxecmu, MeOUKAMeHMO3HAs KOMNeHCayus.
[lepsuyHbIl eunomupeo3 8 ucxode aymoummyHHO20 mupeoudu-
ma, MedukameHmMo3Has KomneHcayus. Bumunueo.

CemeiiHbl aHaMHe3 nauueHTKku otaroweH no AlNC 2-ro Tuna:
y MaTepy [LMArHOCTUPOBAHbl XPOHMYECKas HaAMOYeYHUKOBas
HEAOCTAaTOYHOCTb W MEPBUYHBIA TMNOTUPEO3 B UCXOLE XPOHU-
YeCKOro ayTOMMMYHHOTO TUPEOUANTA.

MayMeHTKa nocTynuna B LEHTP C kanobGamu Ha obulyio
cnabocTb, NOTEMHEHME KOXHbIX MOKPOBOB, CHMXeHUue All
£o 100/70 mm pr. CT.

N3 aHamHe3a 3ab0neBaHUs M3BECTHO, YTO C NOAPOCTKOBOIO
BO3pacta GonbHas cTpagana sButuauro. B 2007 r. (B Bo3pacTe
31 roga) oTMeTMNa MNosBieHMe MUIMEHTHbIX NMATEH Ha JuLe,
noTEMHEHME KOXM B MeCTax CruboB, B 06/1aCTU TPEHUS OAEXK bl
M MOCNEOXKOroBOro pybua, a Takxe BO3HUKHOBEHUE cnabocTy,
NPUCTPACTUA K CONEHOI Nulie, HapylleHWe MEeHCTpyanbHOro
LKA Ha GOHe OTMeHbI MepopabHbIX KOHTPaLEenTUBOB (KOMOU-
HalMW LMMpOTEpOHa alleTaTa C 3TUHUAICTPALMOJIOM), KOTOpble
npuHUMana ¢ 22 neT no NoBOAY HAPYLWeEHWUS MEHCTpyanbHOro
LMKNA NO TUMY ONMFOMEHOPEN NOCTE POSOB.

Mpu obGcneposaHuu B BO3pacte 31 roga AWMArHOCTUPOBAH
NEPBUYHBIA TMNOTUPEO3 B UCXOAE XPOHUYECKOTO ayTOMMMYHHO-
ro Tupeouguta (TTI — 6,9 mME/n, ypoBeHb aHTUTeN K TUpeo-
nepokcupase nossbiweH). inarHoctuposaH AfC 3-ro Tuna.

Ha3HauyeH n1eBOTUPOKCUH HaTpUs B Bo3e 50 MKr/cyT ¢ nocne-
Lylowum ee yeenuyeHnem. Ha doHe Tepanuu coctosHue
HECKO/IbKO yNy4YWMNOCh, OAHAKO OCHOBHbIE XanoObl COXPaHs-

nucb. 06cnesoBaHue Ans BbIsBNEHUS XPOHUYECKON Hagnoyeuy-
HUKOBOI# HE,OCTAaTOYHOCTM HE NPOBOAMNOCh.

B Bo3pacTe 34 neT Ha (hoHe BbILWEONUCAHHBIX Xanob y nauu-
€HTKW BO3HMKNA aMeHOopes, B CBA3M C YeM OHa Obina obcrnefo-
BaHa MO MeCTy XWUTeNbCTBa. YCTAaHOBNEHO, YTO YPOBEHb aape-
HOKOPTUKOTPOMHOrO ropMoHa npesbicun 1250 nr/mn (Hopma
< 46 nr/mn), cogepxaHue cBoOOJHOTO KOPTU30MA B CYTOYHOIA
Mo4ye coCTaBuno 88 HMOMb (HOpMa — 24,8-496,8 HMONb).
3amecTuTeNnbHas Tepanua MIOKOKOPTUKOMAAMW He Ha3HaueHa,
peKoMeH[0BaHO HabnofeHme.

3HauuTenbHOE yXyAleHWe COCTOSHWA NalLMeHTKa oTMeTuna
yepes 6 MecALEB, KOTAA NOABUIUCH TOWHOTA, PBOTA, PE3KO YCU-
nunack cnabocTb, ycyrybunoch noTeMHEHUE KOXKHbIX MOKPOBOB,
B CBA3M C YeM OHa Gblna noMmelyeHa B KIMHUKY SHAOKPUHONOTUK
®TAQY BO «MepBbiit MOCKOBCKMI rocynapCTBEHHbI MefULMH-
ckuit yusepcutet um. .M. CeyenoBa» Munsgpasa Poccum.

Mpu o6cnenoBaHUM BbIABNEHO MOBbIWEHME ypoBHA TTI Ao
6,1 MkME/mn (Hopma — po 4 MKME/mn), cBo60OfHOrO KOpTH30Na
B CYTOYHOI Moye — [0 81,9 HMoNb. MpoBefieHa Npoba ¢ NpoNoH-
TMPOBAHHOI (hOpPMOIl TETPAKO3aKTUAA, NPK KOTOPOil He Habto-
Aanocb NoBbIlEHNE YPOBHA KOPTU30/A B KPOBU: OH COCTaBUN
97 HMonb/N. Ha OCHOBAaHWM 3TUX AaHHbIX AMArHOCTMPOBaHa
nepBUYHAA XPOHUYECKas HaAno4YeYHWKOBAs HeJOCTaTOYHOCTb
u anarHo3 usmeHeH c ANC 3-ro Tuna Ha AlC 2-ro Tuna.

MauneHTKe Ha3HaYNUAN 3aMeCcTUTENIbHYIO Tepanuio MIoKOKOP-
TUKOMAamMu (KOPTU30Ha aLeTaToM B fo3e 50 Mr/cyT) U MUHepano-
KopTukompamu (dnynpokopTusoHom B go3e 0,1 mr/cyt). Ha hoHe
JIGYEHUS COCTOSHWME 3HAYUTENbHO VNYYLWWUAOCH: YMEHbLIMNACh
€nabocTb, NOCBETNENN KOXHbIE MOKPOBbI, NPOLLNA TOWHOTA.

B nocnepytowem no Mecty XWTenbCTBa MeAMKaMEHTO3Has
Tepanus CKOPPeKTUpPOBaHa: Ha3Ha4YeH TMAPOKOPTU3OH B A03e
15 mr/cyT, GnyapoKOPTU3OH OTMEHeH, [03a NEeBOTUPOKCUHA
HaTpusa yBenandyeHa go 125 mkr/cyr.

CocTosHue bonbHOW Npu noctynnexun B PrbY «HaumoHans-
HbI MEAWLMHCKWIA UCCNeAoBaTeNbCKUA LeHTP 3HAOKPUMHONO-
rum» MuH3ppaBa Poccum pacueHuBanochb Kak ynoBneTBOPHU-
TensHoe. MT coctasun 32,9 kr/m? KoxHble NOKPOBbI 1 BUAK-
Mble CIM3UCTble 000NI0YKM — C y4YacTKaMu AenurMeHTauuu
B obnacTu npegnneynit U BHYTPEHHei#l noBepxHocTU Gefep;
NOTEMHEHME KOXHBIX MOKPOBOB — B 06/1aCTU KOXHbIX CKNAfO0K
1 MexdanaHrosbIx cyctaBos kucteit. AL — 100/70 mm pT. CT.

B o6uiem aHanu3e KpoBU NpU3HaKK xenesoneduuUTHO aHe-
MWW He BbifiBNIEHb. B 06Liem aHanuse Mouu mioko3ypuu, keTo-
HypuUM He obBHapyxeHo. Mo faHHbIM GUOXMMUYECKOTO aHann3a
KPOBM YpOBEHb IMI0KO3bl COCTaBUA 4,53 MMONb/N (HopMa — 3,1-
6,0 MMonb/n), kKanua — 4,6 mmons/n (Hopma — 3,5-5,1 mmonb/n),
HaTpus — 142 mmonb/n (Hopma — 136—145 Mmonb/n), xnopa —
103 mmonb/n (Hopma — 98-107 mMmonb/n), Kanbuus obwero —
2,34 mmonb/n (Hopma — 2,10-2,55 MMonb/N), KanbLUsA UOHU-
3upoBaHHoro — 1,07 mmonb/n (Hopma — 1,03-1,29 mmonb/n),
xenesa — 31,8 mkmonb/n (Hopma — 9,0-30,4 mkmonb/n), hep-
putuHa — 120,8 Hr/mn (Hopma — 15-160 Hr/mn). MpusHaku
HapyLeHNs YIEBOAHOTO, 3NIEKTPOSIUTHOTO, @ TAKXKe KaslbLMeBO-
ro obMeHa O0TCYyTCTBOBAM.

YposeHb TTI cocTtaBun 0,518 mME/n (Hopma — 0,25-
3,50 MME/n), NI — 4,85 E[l/n, RernppoanuaHapoCcTepoH-cyb-
tata — 0,1 mkmonb/n (Hopma — 2,68-9,23 mkmonb/n),
®Clr — 6,52 E[l/n, actpaguona — 1489,9 nMonb/n, UHCYyNIUHA —
38,6 MKME/mn (Hopma — 2,3-26,4 MKME/mn), peHnHa npsamo-
ro — 159,7 mME/mn (Hopma — 2,8-39,9 MME/mn).

Tepanus 6bina CKOppeKTMpoBaHa: yBenuyeHa [03a MoKo-
KOPTMKOMAOB (FTMAPOKOPTU30HA — [0 22,5 Mr/cyT), Ha3HaueHsl
MWUHepanokopTukouabl (pryapokopTuzoH B fose 0,05 mr/cyT),
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Ha (oHe MX MpueMa BblpaXEHHOCTb CUMNTOMOB YMEHbLUIMNAC,
npu obcnepoBaHnu yepes 12 fHell ypoBeHb NPAMOr0 peHuHa
CHU3UACA [0 HopManbHoro — fo 31,8 MME/mn.

MpoBefeHO UCCNef0BaHNe CEPONOrMYeCKNX MapKEPOB ayTo-
MMMYHHbIX 3aboneBaHuii — paHee He MaHWUdEeCTUPOBABLINX
komnoHeHTOB AlIC. MNOBbIWEHNA TUTPA AHTUTEN K TKAHW NOJKe-
JIYLOYHOW ene3bl He 6bIN0: ypoBeHb aHTUTEN K [yTaMaTfeKap-
6okcunaze — 0,6 Efl/mn (Hopma — 0-1 E[l/mn), k B-kneTkam
nofxenynouHou xenessl — 0,55 Efl/mn (Hopma — 0-1 Efl/mn),
K MHCynuHy — 2,06 Efl/mn (Hopma — 0-10 Efl/mMn), K TMPO3UH-
toctaraze — meHee 1 E[l/mn (Hopma — 0-10 E[l/mn), K TpaHc-
noptepy uuHka 8 — meHee 1 Efl/mn (Hopma — 0-15 Efl/mn).
MoBbIWeHUE TUTPA AHTUTEN, XapaKTEPHbIX A LeAuaKkuu,
He obHapyxeHo: ypoBeHb IgA K ruaguHy coctasun 2,36 ME/mn
(Hopma — 0-12 ME/mn), IgA K TKaHeBoit TpaHCIyTaMUHA3e —
0,78 ME/mn (Hopma — 0-10 ME/mn).

Y nauMeHTKM OTMeYanocCb MOBbIWEHUE TUTPA aAHTUTEN
K mapueTanbHbIM KneTkam xenypka pgo 28 Ef/mn (Hopma —
0-10 EQ/mn). Eit BbinonHeHa IC; nuarHocTMpoBaHsl noBepx-
HOCTHBbI# aHTpaNbHbIi racTpuT, ractponarus Ha ¢boHe npuema
CTepOMAHbIX TOPMOHOB. B aHanu3e KpOBW MpMU3HAKKM aHeMUU
He BblfiBNEHbI, OAHAKO KOHCTATUPOBaHa HEOOXOAUMOCTb fanb-
Helilwero TwWaTenbHOro HabnlofeHUs, Tak Kak naLuueHTKa Haxo-
LWTCA B rpynne pUcKa pasBUTUA NePHULMO3HON aHEMUU.,

Mposeaero Tunuposanue HLA II knacca, onpefieneH npoTek-
TUBHbIW raniotun B oTHoweHumn passutus Cf 1 Tuna, He okasbl-
BaOWMIA BAUAHUSA HA Pa3BUTHE HALAMNOYEYHUKOBOI He[0CTaToY-
HocTtu: DRB1*15-DQA1*102-DQB1*602-8.

YuntbiBass oTCyTCTBME aHTUTeN — MapkepoB CO 1 Tuna,
a TaKXe Hajuyue MPOTEKTUBHOTO ramioTUna B OTHOLWEHWM
AaHHOrO 3aboneBaHuns, ¢ 6oNbLO oNel BEPOATHOCTU MOXHO
npepnonarate, YTo HapylleHWe YIeBOLHOrO OOMEHa ayToOMM-
MyHHOTO reHe3a (aHm. latent autoimmune diabetes of adults)
V OaHHON MalMeHTKU He pa3oBbeTca. 0fHAKO M3-3a OXUPeHUs
I cTeneHn B coyYeTaHWM C MHCYIMHOPE3UCTEHTHOCTbIO BbICOK
puck Bo3HUKHOBeHMA C[ 2 Tuna. Mpu BbinMcKe BONLHON faHbl
peKoMeH[aLMM N0 KOPPEKUMWM NUTaHUs, yBenuyeHuio Gusu-
YecKoi Harpysku, HazHayeH MeT(hOpMUH.

OBCYHAEHUE

[JaHHbIA KNTMHWUYECKUIA CyYaii MNNIOCTPUPYET CTyneHYaToe pas-
Butne AMNC 2-ro TMna u norpewHocTM B €ro [MarHoCTuKe.
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3aboneBaHue HA4YaNoCh y NALMEHTKN C Pa3BUTUA ayTOMMMYHHOM
HE3H[JOKPUHHOM natonorun (BUTUAWIO) B paHHEM BO3pacTe,
3aTeM NpuCcoeauMHUIOCH ayTOMMMYHHOE 3aboneBaHmne WUTOBUS-
HOM ene3bl (XPOHWUYECKUI ayTOMMMYHHBIA TUPEOUAUT), nocne
yero Gbin gnarHoctuposaH AMC 3-ro Tuna.

MaHudecTupytolwee y B3poC/abIX cOYeTaHMe ayTOMMMYHHBIX
3aboneBaHunii WNTOBUAHON Kenesbl (ayTOUMMYHHOTO TUpPEo-
upuTa, 6onesHn lpeiiBca) MM 3HLOKPUHHOW odTanbMonaTum
M WMOMONATUYECKOW MUKCEAEMbl C OAHUM WAU HECKONbKUMM
APYTMMW AyTOMMMYHHBIMU 3aboneBaHUAMU (KaK IHLOKPUHHbI-
MU, TaK ¥ HEIHAOKPUHHBIMK) NPW OTCYTCTBMM rUMONapaT1peosa
W HapylweHus yHKLMM KOpbl HAAMNOYEYHUKOB Knaccubuum-
pyetca kak AMC 3-ro Tuna; B JaHHOM Cnyyae 3TO cOveTaHue
ayTOMMMYHHOTO TUpeouauTa ¢ BuTuanro [3].

HecmoTps Ha OTATOWEHHYI HACNeACTBEHHOCTb (MaTb CTpa-
paet AMC 2-ro Tuna), xapaKTepHble *anobbl W COYETAHHYIO
ayTOMMMYHHYIO NaToNOrMI0, NepBUYHAA XPOHMYECKas Hapno-
YeYHWMKOBAs HE[OCTAaTOYHOCTb OblNa AMArHOCTUPOBAHA Y NaLu-
€HTKW TONbKO 4epe3 4 rofila C MOMEHTa MOSBIEHUA NepBbIX
cumnToMOB, nocne yero guarHo3 AMC 3-ro Tuna Gbin U3MEHEH
Ha ATIC 2-ro Tuna. Ctonb gnuTenbHOE OTCYTCTBME BEPHOTO AMar-
HO3a M aAeKBaTHOW 3aMeCTUTENbHOW FOPMOHANbLHOM Tepanuu
3HAYMTENbHO YXYALWWAO CaMOYyBCTBME MALMEHTKM, KayecTBO
€€ XU3HU W YBEANYUNO PUCK Pa3BUTUA TAXKENOr0 OCNOXKHEHUSA
XPOHUYECKON HAANOYEYHUKOBON HeJOCTaTOYHOCTU — aAfAMCO-
HUYeCKOro Kpu3sa.

3AKNIOYEHUE
MpefncTaBneHHbIn NPUMEP WANIOCTPUPYET OAHY W3 OWMOOK
OMArHOCTUKMW ayTOMMMYHHOTO NONWUIAHAYNAPHOTO CUHAPO-
Ma (ANC) — oTcyTcTBME CBOEBpPEMeHHOro obCnefoBaHUA Ans
UCKOYEHUA HAAMNOYEYHUKOBOW HEAOCTAaTOYHOCTM U Hapylue-
HUI KanbuueBoro obmeHa y nauueHTkn ¢ AMNC 3-ro Tuna.
MopyepkHeM, YTO MaLMeHTbl C efUHCTBEHHOW ayTOMMMYHHOM
naronorven uam ux coyetaHnem B pamkax A[C HyxpaloTcs
B TlWATENbHOM 06CNeA0BaHUN AN UCKNIOYEHUs fpYyTUX, He Auar-
HOCTMPOBAHHbIX paHee KOMMNOHEHTOB CUMHPOMA, B 0COBEHHOCTH
XPOHUYECKO HaANOYEeYHMKOBOMN HeoCTaTOYHOCTH [5].
Llenecoo6pa3Ho npoBefeHne UMMYHONOMMYECKOro U Mone-
KyNAPHO-reHeTHYecKoro 06cnefoBaHmMA YIEHOB AAepHbIX CeMeit
C OTArOWWEHHbIM N0 KOMOMHWPOBAHHOW ayTOMMMYHHOM NaToso-
rMW aHaMHe30M C Lenblo onpepeneHus pucka passutus AMC.
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