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Clinical case of polyglandular autoimmune syndrome of type i of a child.
Difficulty diagnostics

Peaome

MPeACTaBNEHO KIMHHYECKOE HAGNIOAGHHE NONMINAHYNAPHOTO ayToMMyHHOro cuhapoma (MAC) | Tuna y pebenka 10 net.
OCO6EHHOCTLIO JAHHOFO CNTY4as ABWNOCH OTCYTCTBME 3ieKBATHOW MEAHKAMEHTO3HOH Tepanuy B BUAY TOTO, YTO MaTb peberka
g8 OTMEHANa CaMOCTOATENLHO. 3T0, B CBOK 04epesb, 3aTPYAHANG OCYWECTBAEHNHE AEKBATHOA TAKTUKA BEAGHUA NAUMEHTA.
BBMAY NPOrpeccHpOBAHMA GONE3HN COCTORHME PE6EHKA yXYAANOCH, 3HAYATENLHO CHIXANOCH KA4ECTBO XKH3HM. B CTaTbe
06CYXAI0TCA BOMPOCH! O CROXHOCTH AHArHOCTHKM M TaxTHKe Beaenna naunenTos ¢ MAC | Tuna.

Kniovesbie CNOBA: NONUINAHAYNAPHLIA AYTOMMMYHHBIA CHHPOM | THNA, JETH, ANArHOCTMKA, TPYAHOCTH

Summary

Clinical observation of polyglandular autoimmune syndrome (PAS) type | in a 10-year-old child is presented. A feature of this
case was the lack of adequate drug therapy in view of the fact that the child's mother canceled it herself. This, in turn, made
it difficult to implement adequate patient management tactics. Due to the progression of the disease, the child’s condition
worsened, the quality of life significantly decreased. The article discusses questions about the complexity of diagnosis and the

management of patients with type | PAS.

Keywords: polyglandular autoimmune syndrome typs |, children, diagnostics, difficulties

Beepnenne

MAC I THna - peaxoe MOHONEHHOE ayTOMMMYHHOE 3a-
Gonesanne co CMOpagMuecKHM ayTOCOMHO-DELECCHBHBIM
MEHJeNeBCKHM THMOM HacnefosaHHA. Hapywenne ummy-
HHTETa MpH HeM OOYC/IORIEHO MyTallHe# ENHHCTBEHHONO
perynupyomero HMMyHHTeT reHa AIRE-1, pacnonoxeHHoro
Ha xpoMocoMe 21@22.3 [1, 11]. H3BecTHo, yTO Haubonbiuas
3abonesaemocts Habniopaerca B Ouunanaun, CapaHHHH H
B MOMyNAUMM MpaHCKHX eBpees [7]. Bpema nebrora [NAC-I
BapLHpYeT OT Aerckoro Bospacta fo 44 net. [Tuk MaHHpe-
CTauuu mpuxognTca Ha 12-15 ner. CooTHOMEHHE MYXUHHBY/
KeHIHHK cootpercTayeT 0,8-1,5:1. TIAC-I cnabo accouun-
pobad ¢ HLA knacca I (A3, A28) u knacca Il (DR-renamu).
Coobuaetcs 0 HekoTOPOH accouHaLHy ¢ rannoTinamu DR3
(otHOCHTENbHLI pHek 1,89) H DRS (oTHOCHTENBHRIF PHCK
2,85). I'aBHBIMH NMATHOCTHYECKHMH KpHTepuamu [TAC-1,
COCTaB/IAIOIWMMH KJIACCHYECKYIO TPHaNY, ABIAIOTCA THIONa-
patHpeo3 (I'TIT), xpoHUHCEeKHiT KOXKHO-CTHIHCTLIA KAHAK03
(XKCK), neppuynslit runoxoptrun3m [5-8). Auartos ITAC-1
YCTaHABNMBAETCR MPH HANMHYHM KOMOHHALMH MoO6bIX 2 H3 3
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YKa3aHHBRIX ayTOMMMYHHbIX KOMIOHEHTOB. B kauectBe no-
MO/HHTENBHBIX KOMMOHEHTOB PacCMATPHBAIOT MEPBHUHLIH
FHIIOTHPEO3, MepBHYHLIA FHIOTOHANHIM, caxapHbifi AHaber
| Tuna (CR 1), anoneuna, cuHapoM ManbabcopbuHH, xpo-
HU4ECKHH aTpoQHYECKHil racTpHT, rHnorniasna mau. [Mo-
cnenosarensHocts paisuTua ['TIT, XCKK, runoxopruuusma
MoxeT 6uTh panuuHoit. Pacnpoctpangnnocts I'TIT cocras-
nser 60-89%, XCKK - 80%, runokoptHuHiMa — 60%, He-
JIOCTATO4HOCTH ronaa — 40-45%, runotupeola — 12%, ano-
neunn — 29-32%, CIA 1 - 1-4%. C nosuiwieHHoN 4acToTOM
cpean GonbHux [TAC-1 auarHocTupyeTcs skesldeKaMeHHasn
6oneas. I'TIT neGioTHpyeT B Bo3pacTe oT 3 Mec. 10 44 ner,
FHIIOKOPTHLM3M — OT 6 Mec. 20 41 rona, XCKK - ot 1 roaa o
36 ner [2,5). Auarno3 [TIT nogTsepxaeTca XapakTepHoOi
KIHHHYECKOH CHMITTOMaTHKOMR (mapecTe3uH ryb, nanbiies,
KHCTeil pyK, CTOM, KaprioneaHanbHLIA CMaiM, JapHHrocnam,
MPHCTYNIEI CYAOPOT, BO3MOXHO Pa3BHTHE KATapaKThI, OTEKA
IHUCKA 3PHTENBLHOIO HEPBa) B COYCTAHHH C MMMOKANbLHEMH-
eit, runepdocdareMuent, NOHMKEHHON KOHUCHTpauHeh mna-
patropmoHa B kpoBH. Y 49-56% 6Gonpnuix I'TIT o6Hapy»xH-
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K/TMHWYHECKKWE CNY4AW

BalOT aHTHTEAa K Ca-4yBCTBHTEIbHBIM PELENTOPAM KJ1ETOK
NapallMTOBHAHBIX xene3 [3, 4). [luarso3 runokopTHunimMa
HE BLI3BIBACT 3ATPYJHEHHA [PH HATHYHH KIIACCHYECKOIO
CHMITTOMOKOMILIEKCA (€1a60CTh, OBICTPA®R YTOM.IREMOCTb,
FeHEPATH30BAHHAA THNEPIIHTMEHTALUHR KOKH H CIH3HCTBIX,
THIOTOHHA, FACTPOHHTECTHHATbHbIE CHHAPOME). [luarHos
NOATBEPXKIACTCA NMPH OOHAPYKEHHH CHHXEHHA KOHUEHTPa-
LIHK KOPTH30/1a B KPOBH, CBOGOIHOMO KOPTH301a B MOYE H
npu nosbiieHHH yposHa AKTT. [Tpu noaospennun Ha XCKK
OCylIECTBAAETCA JAepMaTonoruyeckoe obcnegosanue. C
MOMEHTa MOABICHHA 11ePBOIO KOMMOHEHTa 3afoneBaHus
10 GOPMHMPOBAHHA «KI1ACCHYECKOH IHAIbI» HAHM «TPHaabI»
TMAC-1 moxeT npoATH mHoro net. Hepeako nab:ronaercs
«HEKJIACCHYECKOE», HiIH «CTePTOEN, TeueHHe 3a601eBaHNs, B
CBS3H C YeM, N'EHETHYECKHA aHATH3 B NOC/EIHHE IOab] CTan
OCHOBHBIM METOIOM PaHHEH H JOKTHHHYECKOH AHAr HOCTHKH
MAC-I [9. 10, 12].

Marepuanbl W Metoaol

B 1aHHO# cTaThe MpeicTaBleH KIHHHYECKHH caydai
[IAC-1 y pebeHxa, kOTOpbIi Ha MPOTAXEHHH MHOTHX JleT
HME/ «CTEPTOE» TeYeHHe. ITO 0OCTOATENBCTBO 3aTPYAHANO
CBOEBPEMEHHYIO [IOCTAHOBKY AMarHo3a H ONpeAeNeHHe CO-
OTBETCTBYIOLIEA TAKTHKH BedeHHA nauxeHta. Mansyuk K.
poauncs ot l-of GepemeHHOCTH, NMpoTeKkaBWeH, CO CliOB,
¢du3uonornyHo. OT 1-X CpPOUHLIX POIOB YEPE3 eCTECTBEHHbIE
poaossie nyTH. Bec npu poxaennn 3370 rp., poct 52 cm.
[Tepnoa HoBopOX.1eHHOCTH npoTexa PpusHonOrHYeckH. Ou-
3H4YECKOE H HEPBHO-TICHXHUECKOE Pa3BHTHE COOTBETCTBOBA-
N0 Bospacty. Haxoaunca Ha rpyaHoM BcKapMiHBaHHH 10 |
rona 8 mec. lpuxopmer BBeaeHs! B cpok. [IpHBHT no Bo3pa-
CTy, NOCTBAKUMHANbHLIA NepHoa nmporekan 6e3 ocobeHHO-
cted. HacnencTsennsld aHaMHes: y oTua 10 3-x neT 6binu
Cynoporu. AsneproaHamies 6e3 ocobeHnocter. U3 nepene-
ceHHbix 3aboneBanni — B Bospacre a0 1,5 ner apdexTHBHO-
PECNHPATOPHbLIE NApOKCH3MbI, OTHTHW. C Bo3pacta 5 net
(2010 r.) Mama oTMEHaET peaxue nepHoaAHdecKHe 60 B HH-
BOTE, BIAYTHE XHBOTA, CHHXEHHE Macchl Tela, HEYCTORYH-
BhIA CTY/l 4YacTO nNocine ynotpebnenns B nuuly xue6a u xue-
6obynounnix wM3genwd. B ceaa ¢ 4em, nonyyan
CHMNTOMAaTHYECKYIO TEPalHIO Y YYacTKOBOIO NeaMarpa no
MeCTy xHTenbcTaa. B anpene 2013 r. na ¢owe nonxoro ¢u-
3HYECKONO 310POBbA BIIEPBBIC NOABHIMCH CYIOPOTH B KO-
HeynocTax. O6cnenopan Hepponorom, nposeaeHo 3T, Bri-
CTaBACH KIHHHYECKHH NIHarHo3: PeannyansHan
sHuedanonatia. Cunapom runepso3byanmocti. Cyaopox-
HBIFA CHHAPOM. PexomennoBan npueM kanbumii /13 Hukomena,
¢eunbyTa, naHToxkanbUHHa, MarHe B6. B mae 2013 r. — aua-
pes (Ha y4acTKe NaHKPEaTHH, JTONepaMua), 3aTeM BHOBb Te-
TaHHYECKHE CYI0POTH B KOHEYHOCTAX, COCTOSHHE C yXyalle-
HHEM C HapylleHHEe Co3HaHHA. B GHoxuMHYeckoM ananuze
KPOBH 3aHKCHPOBAHA FHIIOKA/IBLIMEMHA, BIIEPBhIE MOBbIILE-
HHe TpaHcamuHal (ACT 40 Eq/n, AJIT 43 Ewn). B aunamu-
ke: ACT 69, AJIT 61, JIAT 1308, IU® 471, I'TT 231. C ue-
Nb10 06C/1e10BaHHSA H YTOYHEHHR AHATHO3a FOCTIMTAIH3HPOBAH
8 OBNe8 1. Mmma, HanaueHa NPOTHBOCYAOPOXKHaA Tepa-
KA, Ha POHe KOTOPOH CYAOPOTH COXPaHAIOTCA, CTabHAHIN-
POBaTh COCTOSHHE NAaLMEHTa He yAaBanioch, H OH Gbin nepe-
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seaeH B ObNed r. Hunma. TIpH nocTyIIEHHH COCTORHHe
6b110 TAXENBIM, CYO$EeOPHAHTET, KAHAHAO3HOE MOPAXEHHE
NO/IOCTH PTa, TOHHYECKHE CYR0pOrH KKHCTeR u cron. B OAK
FHNEPIEAKOLMTO3 10 24 ThIC., IMIIOKO3a KPOBH — HOpMa. Ha
2-€ CYTKH pa3sBWJICA reHEpaIH30BaHHBEIA TOHHYECKHH MpH-
CTyn, BBedcH penanuyM, addekra He GbuIO, B/B KAMBUMHA -
NPHCTYN KYNHPoBaH. [l1a danbHeHIIEro ICYEHHA NePEBEeH
B OKBNel . Tiomenn. B aerckom otaenernn Ne2 OKB Nel 1.
TioMeHH ObLIO yCTAaHOBIEHO HAJIHYHE KAHAMAO3A CIIH3H-
CTbIX, OHHXOMHKO3a, BHTH/IHIO, CEIX BOJIOC, ACTUICHH3Ma,
MOBBILICHHRA TPaHCAMHHA3, THIOKAIbLHEMHH, YTO MO3BOMH-
70 AHAarHOCTHPOBATb Y AaHHOIO MAaUHMEHTA MOJHITIAHXYAP-
HbIA ayTOHMMYHHBIA cHrapoM | THna. Haxoanacs s craumo-
Hape 14 gHeR W Obln BRNHCAH C PEKOMEHIAUMAMH TIPHEME
- NPenaparos KajubuMs U akTHBHBIX GopM BHTamMHHa [1.B as-
rycre 2014 r. oTMeyaeTca yXyawleHHe COCTOAHHA: HHTOKCH-
KalLHOHHBIA CHHIPOM, XETYLIHOCTh KOXHBIX MOKPOBOB,
60211 B XHBOTE, B3ayTHE. B CBA3K ¢ 4yeM, ObL1 rocnHTanH3a-
umnn B neanarpuyeckoe oraenedne OKB Ne2. Ilpn nocrymne-
HHH B OHOXMMHYECKOM aHaJH3e KpOBH OTMCEUYCHO MOBRILLC-
HHe aKTHBHOCTH TpaucamuHai: ACT 110 Ew/n, AJIT 108
Ex/n. Ha ocHoBaHHH Yero, GbUl BLICTaBIEH OHArHo3: Ayro-
MMMYHHBIH MeNaTHT yMepeHHON CTENEHH aKTHBHOCTH. Xpo-
HHYECKOe paccTpoicTBo nHtaHHA. JeHunT Beca 2 cT. (Re-
AOCTATOYHOCTL MacChl Tela 25%). CHMITTOMETHYECKHE
TeTaHHH Ha QoHe runokanbuHeMHHH. [Tonydan Tepanuio —
NPEAHH30/I0H C NMOCAEAYIOWHNM CHHXXECHHEM A03HI, YPCofie-
3oxcuxonuenas kucnora. Ha ¢pone npoBomHMOro nederns —
ypOBEHb TPaHCaMHHa3 HOpManH3OBaICA. Bmimucan Ha
ambynaropHuii 3Tan ¢ pekoMenauuamu npuema YIXK,
NPEAHH30/0HA, NPH YCIOBHH HOPMATH3AlMH TPAaHCAMHHA3
npHeM NPeaHH30/I0Ha CHH3HTD 10 NonHoH otMensl. C depa-
1s 2015r. otMeuator rpubkoBoe nopaxeHna HOrTA 1 mansua
nesoft pyku. 06.07.2015 r. BHOBb yXyAlLLIEHHE COCTOAHHA N0~
ABEHHE CyNOPOT, MHOMOKPATHAA PBOTA, B TEPAITHH CAMOCTO-
ATE/IBHO LIEPYKaJl, pe/laHHyM, THOETEYEHHE H3 MPABOro yxa,
peaxuit BnaxHulit kawens. 07.07.2015 r. noctynua 8 OKb
Ned r. Miiuma, A4arHoCTHpOBaHa rHNoKanbiuyemns (B/B BBE-
A€HHE IMIOKAHATA KaJlblUHA), MOBbIIIEHHE YPOBHR TPAHCAMH-
Ha3s ACT 207 Ea/n, AJIT 256 En/n. Ha pone Tepaniu npe-
naparaMH Ka/bUHA CYJIOPOXHBIH CHHAPOM KyNIHPOBaH, A
AasbHeiiluell Tepanuu nauxeHT 6bn nepeseneH 8 OKB Nel
negHatrpHyeckoe oraenesne Ne2. B oraeneHnH nposefcHO
obcnenopanne: 1) OAK anemua cpeameii creneHH TDKCCTH
(3p. 3,95x1012/n, Hb 92 r/n), abcontoTHRIH eHKOLHTO3 CO
CIABHIOM BJIEBO [0 MeTaMHenouMToB, yckopenHoe CO3J,
Tpombounto3, 2) OAM, xonporpamMma, kan Ha Aiila rets-
MHHTOB: NaTOJOIHH He BhiARIcHO, 3) [IpH onpemencHHH
KalblKMA B MOYe: rHnoKkansuuypus 0,22 mmoms/n (1,40-7,50),
4) Mpu MHKPOGHOMOrNYECKOM HCCIEAOBAHHH (eKanHiA Ha
VIIM 10.07.15 C. Albicans 105 KOE., 5) Buoxumuaeckufi
aHanM3 KPOBH: NOBbILIEHHE AKTHBHOCTH TpaHcaMuHas (ACT
339,0 Ell/n, AJIT 306,8 El/n), runokansumemus (0,72
mmons/n (0,90-1,20), cHrxerHe uepynomiasmuna 0,25 r/n
(0,15-0,30). BHoxumHuecknii aHanu3 xposu or 17.07.15 I
ACT 29,0 E[Un, ANT 42,0 E/n, xansuuit o6umi 1,61
mmons/n (2,20-2,70), obwmit 6uanpy6un 6,0, npaMoh 3,66
MKMONL/1, 06wmA 6enok 75,6 r/n, Ca2+ 0,67 mmons/n (0,90~
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1,20), CPB 0,244 mr/n1. 6) MMMyHOXHMHA: KOPTH30/1 McHee
27,6 vmMons/n {138,0-690,0), npouHe ropMOHBI HE HIMCHEHBI.
7) ConepxanHe sHTamMuHa J| — cumxeHo.8) TTHaoxkapnuHo-
BbIA TECT: OTPHUATENbHBIA. 9) [lepopanbHulfi r1I0KO30TONE-
paHTHBIA TecT ¢ 38 I. MoKo3N («caxapHas KpHBas») — He
HIMEHEHa, [JII0KO03a HaTollak 5,1 MMons/1, yepes 60 MuH. 7,6
Mmos/n, depes 120 MuH. 6,6 MMonn/n. B moue yepes 120
MHH. TIOCJIE Harpy3KH MII0K03a OTP., aueToH otp. 10) DA na
anTHTena knacca 1gG H IgA, a Taloke aHTHTENa K TPaKCITyTa-
muHale — B npeaenax HopMul. 11) Rg OI'K: 6¢3 puanmoit na-
TONOTHH. 12) Rg-NpHAATOYHBIX Ma3yX HOCA: B MPHAATOYHAIX
11a3yXx HOCa B NMPAMOl MPOEKLHH ONpeaeseTcs NOMONeHHOE
JaTEMHEHHE NPaBOH BEPXHEYENIOCTHON MMa3yXH 3a CYeT Bhl-
P@XEHHOTO YTONILEHHA €€ CTH3HCTOH H BEPOATHOIO HA/IHIHA
B HEH XHIKOCTHOTO cofiepkumoro. OnpeaenseTca ropH3oH-
TATLHBIA YPOBEHb XKHIKOCTH /IEBOH BEPXHEYETIOCTHON Maly-
x#. OTteyHa clH3HUCTan HOcOBrIX X0f0B. Hocopas cnu3ncTas
He HCkpHBJIEHA. 13) Rg-KHCTeR pyk € 3aXBaTOM JTy4e3anAcT-
HBIX CYCTaBOB B MPAMOHM MPOCKLHH: OKOCTEHEHHE COOTBET-
cTByeT 6-7 rogaM (OTCYTCTBYIOT TOYKH OKOCTEHCHHA IHC-
TalbHBIX JMHHIOB NOKTEBBIX KOCTEH, KOTOPHIE AOLKHBI
6siTe B 8 ner). 14) DKI: naronoruH He BHIABICHO. 15)
IxoKI': Knanansl He H3MeHeHb. HelnaunTeNLHOE NOBhHILIE-
HHE CKOPOCTH, FpalMeHTa JARICHHA Ha aopTe. TpHKycnH-
JanbHaA peryprutanuna 1-2 cr. MHTpaisHas peryprurauns |
ct. Nosmienne CIJIA 1 ct. HeanaunrensHas AHAATaUMA
JIXK. CokparurensHaa cnocobHocTs Muoxapa JDK B noxoe
yaosnersopurensuad. 16) Y3U OBIL: Tenatomeranus. Jud-
by3Hble HIMeHeHHA NeyeHH. [IpH3naku xonaurHTa. He BH3y-
aTH3upyeTca cenesedka. 17) 3IZIC: natonorHyeckmx Hame-
HeHHH He HafineHo. Bruoncua ATIK. 18) OcMoTpen xHpyprom:
NaTonorua He HaiifteHa. 19) OtopuHonapuuronor: Oboctpe-
HHe XpOHHueckoro pHHHTa. CHHYcHT? XpoHH4YeckHil OBY-
CTOPOHHHII ME3IOTHMNAHHT, HErojHaA peMHccHa cnesa. Ha
OCHOBaHHH BCETO BHILLIE NEPEUHCIEHHOTO, BHICTABNEH OCHOB-
HOH KJTHHHYECKHH JHArHo3: ayTOHMMYHHBIH IeNaTHT, BLICO-
KOH CTeNEHH aKTHBHOCTH, MEYEHOUHO-K/IETOYHAA HeJoCTa-
ToyHocTs. Conyrerayioutuii: BropHuHBIH HMMYHOAEQHLHT.
XpoHHYECKHH NBYCTOPOHHHH ME3IOTHMITAHHT, HEMONHAA pe-
MHCCHA ci1eBa. OCTphIit ABYCTOPOHHHH FHORHBIA raiiMOpOIT-
MOHIIMT. YUHTHIBaA 3aiepXKy (PHIHYECKOTO pa3lBHUTHA, Oe-
OHUMT Macce Tena 25%, rHNOKaNbUHEMHYECKHE CYIOPOTH,
AHCTpodHuecKHe HIMEHEHHA KOXKH H HOTTEBOH IJIaCTHKH,
CHHAPOM UMTONH3a B GHOXHMHYIECKOM aHaH3e KPOBH, rena-
TOMeranuio, runokansiHemHio, B8 OAK: runepnefxounTos,
yckopenne COD; qHapelo, AMKH30AN METEOPH3IMA NOCEe yno-
Tpebrnenns B nuuly NuieHHIHOrO xJ1e6a, Xx1e606yn04HRIX H3-
OenHH, yBeaHYEHHA YPOBHA obllero W HOHH3IHPOBAHHOIO
KablUHA B KPOBH Ha QoHe Ge3rNIOTEHOBOH AHETH H YMEHB-
LEHHE MeTeOpH3Ma H 0OBEMOB JKHBOTA, Y MALIHCHTA HE/Ib3A
6110 HCK/TIOUHTE KIHHHYECKHH AMArHO3: BTopHUYHMIMA CHH-
apom Manbabcopbumnu. Liennaxua? B ceasH ¢ ueM, 6bina npo-
segena DITIC, pasta 6uoncusa.Ha doHe nedenns camouys-
CTBHE YROBJIETBOPHTENBHOC, ANNETHT COXPaHEH, CYIOPOTH
He MOBTOPAMKCH, Ky[HPOBANACh KIHHHKA ME30THMIAHHTa,
Kauvia Het, Ha ¢one GearnoTeHoBoi aHeTn Gonu B XHBOTE
KYTHPOBANTHCh, YMEHBIHIHCh O6BEMBI XXHBOTA, METEOPHIM
He 6eCnokouT, N0 GHOXHMHYECKOMY AHATH3Y KPOBH YBEIH-
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YEeHHE ypOBHA OOMIEro H HOHH3HPOAHHONO KAMbLMA, CTYN 3
pa3a nosyopopMieHHBIH, 6¢3 npumecert. OnHako Math pe-
GeHKa OT JaTbHEHUIErD IeYeHHA B CTALHOHAPE OTKA3anach,
6bL1 oopmiieH oTkas. [pH BHNHCKe GRUIH PEKOMEHAOBAHMI:
Ge3rioTeHOBaA AHETa, MpHEM MPEAHH3ONOHA, acMapKama,
docdonorens, omenpasona, kpeoHa, anbga J3-Tesa, Kkanb-
unit /13 Huxomen, xopreda, ypcodanska; HabnonenHe 3Ha0-
kpuHonora. 05.12.2015 r. nauueHT GBUT BHOBb NOCITHTATIH3H-
POBaH, T.K. OTMEYEHO yXyALIEHHE COCTOAHHA. BhlicHeHo, 4TO
MaTh pebeHka kopred, aszaTHonpHH pebEHKY caMOCTOATENDb-
HO oTMeHH1a. Co ¢110B, A3aTHOTIPHH BHI3BAN A/LTIEPrHYECKYIO
PeaKLHIO - KOXHBIH 3ya. JlaHHOe yXYNlIEHHE COCTOSHHA PO~
H30LLI0 Ha HOHE MOrPelIHOCTH B MHTAHHH, MOABHICH XKHI-
KHit CTyN [0 Tpex pa3 B CYTKH, axonnunniii. Ha srom done
MOABHWIHCH TAHYIUHe 60K nansues kucred. Kamens 6ecno-
KOHT B TeYeHHe nocneaHer Heaenu. O6paTHIHCh caMoCTOS-
TensHo B npHemHoe otaedaeHne OKB Nel, r. Tiomenn. ocnu-
TANHIHPOBAH IR JevyeHHA H obcnenoBanui. OO6BEKTHBHO!
COCTOSIHHE CPeHENR CTENEHH TAXECTH, CaMOYyBCTBHE pebeH-
Ka He ctpagaet. Cynopor Het. CummroM Tpyco u XpocTeka -
oTpHUaTenbHBle ANNeTHT H3GHpaTenbHHi. DH3HYeCKOE pa3-
suTHE: Bec - 25 ki UMT 14,1 kr/m2 (SDS UMT = -1,8).
Heduunt Beca Il cT. (HemocTarodHOCTs MHTAHMA 25%).
KoXHBIE IMOKPOBHW CMYT/ble, BHTHIHIO (MIATHAa Ha MpaBoH
crone (2), Ha xHBoTe (2), Mo NONATKOH, Ha IEBOM KOJIEHE,
BOKDYT I71a3, Cedhie BOJOCHI, 3a€lnl B Yr/jax pra, NaKoBhlid
A3nK. CHHOPOM «MeYyeHOYHBIX TANOHEH (NanbMapHas IpH-
TeMa). OTeKoB MATKHX TKaHeH HeT. JledopMalivsa KOHLEBBIX
dananr no Thiy 6apabaHHbIX Nanodek, HOITeH Mo THIY ya-
coBuix crexn. [lepudeprueckas noannruMoancHonaTHs,
nuMbaTHyecKHe y3nbl: MeJkHe, Ge3boneaHeHHbe, MArko-
3NaCTHYHO#H KOHCHCTeHUHH. B 3eBe cnokoiiHo. S3mik Bnax-
HBI, CTH3HCTad ek po3onas, yucrad. Hocosoe anixanue He
3aTPYOHEHO, H3 HOCa oTaendeMoro Het. LLlnrosranas xenesa
BH3yaNbHO He yBeJaHueHa, nanbnauxs GeaGonesnenHas, no
KOHCHCTEHLHH MATKas, OfHOpofHas. B nerkmx nmixanue
KECTKOE, PABHOMEPHO MPOBOAHTCA 110 BCEM MO/AM, €AMHHI-
Hble XPHIIH MPOBOIHOIO XapaKTepa, MEPKYTOPHO JIEFO4HOM
3ByK ¢ kopobounsiM orreHkoM. Y/ 20 B mun. [lepxyTopHo
rpaHHUB Cepaua He paciuHpeHnl. Tonu cepnua yerkue, Ha-
pYLICHHH PHTMa HET, CHCTONHYCCKHI WIyM Ha BepXylIKe.
YCC 94 B muu. AJl 100/60 mm. pr.cT. Sat O2 — 98%. XKusot
yBenHueH B 0Gbeme, MATKHA, NaNbNaUKH JOCTYNIEH BO BCEX
otaenax, npH riy6okoit nambnanuH oTMeuaercd GonesHen-
HOCTb B OK0JI0MyNoYHOH obnacTH. [lanbnaropho neveHs +1
cM. Cryn, co cos, Genoro uBeTa, 10 TpeX pa3 B A¢Hb. Ju3y-
PHYECKHX paccTpoiicTB HeT. [lofoBble OpraHbl pasBUTH co-
OTBETCTBEHHO MOy M BO3pacTy NaumenTa. Ilposeneso o6-
cnenosanue: 1) Rg-OTK: nerounoii pacynok ¢ obenx cropox
oforameH, B NPHKOPHEBBIX 30HAX A¢(OPMHPOBAH 38 CYeT
HHTEPCTHUHANBHBIX H3MEHEHHH. KOPHH JIErKHX YIUIOTHEHBL,
TOKHCTBIE CTPYKTYPHBI, HE paciiHpeHhl. MimMeer MecTo BHe-
60npHHYHAA 04ar0Bas THEBMOHHA, OCTPOE TedeHHe. Y IHTLI-
BAR HANMYHE BTOPHYHONO HMMYHONCHHUHTA, HEONHOKpAT-
HOE CTAUHOHAPHOE /IeYeHHe, Ha3HaYeHa aHTHOaKTepHanbHad
Tepamua uebHnUM, LA NPoOHNAKTHKH rpHOXOBOA HHbek-
LIHH - MHKOCHCT. 2) KOHCY/IETaLHA racTPOIHTEPONIOra: Pexo-
MEHOBAH MPHEM MPENapaToB YPCOAE30KCHXONEBOH KHCIO0-
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to. 3) OAK: nedixountos (17,4~109/n),
TpoMGounTos (500> 109/1), MoHOLHTO3, Y03HHODI MR, COD
- 36 mm/4ac. 4) KonporpaMma: npH3IHakH CTeato- W aMono-
peH. 5) Kan Ha afiua renbMHHTOB - He 06HapyxeHo. 6) buo-
XHMHYECKHHA aHAIH3 KPOBH: THIIOKAILLIHEMHA, [10K03a - 6,0
MMOnb/J1, nosuileHHe obutero Genka, ACT, AJIT, HMmyHo-
rmobynnna G, CHIKEH ypoBeHb Kele3a, KalbLHA HOHH3HPO-
BaHHOTO. 7) UMMyHOXHMHYecKHA anains kposu: TTI- 3,5
MkME/Mn, T4 ¢B. - 12,9 nMOb/11, aHTHTENA K THPEONEPOKCH-
aase - 14,8 ME/ma1, koptuion — 395 HMoab/n, napatHpeouna-
HBIA TOPMOH < 3nr/Mn (cHHXeH), BUTamMuH [I-toTan - 35.09
HMOAB/ N1 (HHXKe HOpMbI). 8) «CaxapHas KpHBas»: IJIKOKO3a
Harowak - 3,7 MmMonb/J1, yepes 120 MHHYT NOC/E HAaIrPy3KH -
4,0 mmone/n. 9) [NpoTeHHOrpaMMa - CHHXKeHHe a1bGyMHHOB,
bl rnobynuuel, nopiweHHe b2 rnoGynuHoOB, Y-rnoGyaHHOB.
AnbOyMHHO-I100YIHHOBbBIA k03bGHLUHEHT - 0,94 (CHHXeH).
AntHTena k anepHbiM JIHK - orpuuareassbl. 10) Kasbuni B
Moye, hocdop - cHIKeHb. 11) KopTH3on B c:ttone - anatns
He nposenéH (Mao caronnt). 12) Y3H mnToBHAHOA Xenesnt
- X0 CTPYKTYPHBIX H3MEHEHHHA He HaiaeHo. 13) DKI: Ge3
narosoruH.14) ¥Y3HU OBIL: lenatomeranns. Anddysunie n3-
MeHeHna neveHn. He suiyannsupyeman cenesénka. Abaomu-
HanbHas aumdoaneHonatus 1,7 cm 1 1.5 cm. 15) 3XO0-IKT
H MaruMcTpalbHhIX COCYAOB: K1anaHbl He HiMeHeHw. [Moo-
CTH cepaua He ysennuyeHbl. CokpaTHTenbHas cnocobGHOCTD
muokapaa JDK 8 nokoe yzmosnerBopuTenbHas. OCHOBHOR
KJIHHHYECKHA aMarHo3: [lonHrnaHAynApHRIA ayTOMMMYH-
HBIA CHHAPOM | THNa (XpoHHYeckas KaHIHZO3HAaA HHek-
LLHA, THNONAPaTHPEO3, BHTHIHIO, XPOHHYECKHHA ayTOMMMYH-
HEIA MeNaTHT, YMEPEHHOR AKTHBHOCTH, NEYEHOYHO-KAETOYHas
HEAOCTATOYHOCTD, ACILTCHHA, BTOPHUYHLIA CHHAPOM Manbal-
copbiun). OcnokHeHHA: [HIOKATbUHEMHYECKHE CYAOPOTH
3anepxka ¢puanyeckoro pasBuTHA. Jeduuut Maccet Tana 1l
cT. (SDS UMT = -1,8) ConyTcTeytomna auarsos: Bropuu-
HBIH HMMyHodeHUHT. BHeGonbHHUHAR ovarosas mHEBMO-
HHA, OCTPOE Te4yeHHe. B Tepanuu mauueHT nomyuan: npea-
HH30/I0H, acnapxaM, omenpason, kpeoH, anbda [13-TeBa,
kansunit J13 Hukomen, kopred, uednnum, MukocHceT, ypeo-
[E30KCHXONEBYIO KHC0TY. 16.12.15 1. 6bl10 peweno oTme-
HHTb NPEAHH3ONOH H NMEPEHTH HA NpPHEM a3aTHONDHHA, T.K.
YXYAILEHHE COCTOAHHMA pebeHKa CBA3aHO C BLICOKOA aKTHB-
HOCTBIO ayTOHMMYHHOTO MeMaTHTa.

NOBLILICHHE

P83vnb'l'a'l'bl H OGGVMOHHB

Taknm obpasom, ae6ior 3a60neBaHNs y naumeHTa co-
BMAJ C JHTEPaTYPHRIMH NaHHBIMH, OTJIHYHTENLHRIM OLUTO
JIHWWB TO, YTO NPOARNEHNS 3a601€BAHHA HAYANHCH ¢ KTHHHKA
«MJIbIX» NPH3HAKOB - CHHApPOMa ManbabcopOuny B pamkax
ayTOHMMYHHOIO renatHTa (2012 r.), 3aTeM NOABHICA KaHIH-
103 (anpens, 2013 r.), CyIOpOXHLIA CHHAPOM B paMKax rH-
nonaparkpeo3a (Ma#, 2013 r.) H rHNOKOPTHLH3M B pamKax
XPOHHUYECKOH HANOYEYHHKOBOH HENOCTATOYHOCTH (HIONb,
2015 r.). Mposounpytowuni GakTop YCTaHOBHTL He yaanoch,
BHPYCHBIMH 3a00/1cBaHHAMH NauHeHT Gonen peako, npu-
YHH MOABIEHHE cyqopor y oTua pebeHka — He BhiABneHO. B
NAHHOM CJTy4a€ HMEET MECTO OhITh 3 «GONBbIINX KPHTEPHAN:
KaHAMO03, THIONAPaTHPEO3 H FHIOKOPTHUA3M H 4 «MallkIX
NpH3IHAKA»: (BUTWIHIO, XPOHHYECKHA ayTOHMMYHHKIHA rena-
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THT, acneHHA, CHHApoM ManbabGcopOunu). Ienerryeckoe
obcnenosanne He 6110 NPOBEAEHO, AHATHO3 BHICTAR/ICH MO
KJIMHHYECKHUM H naboparopHbiM daHHEIM. [lpeacTamnentoe
HabnioneHHe IeMOHCTpHpyeT Npo6eMy CBOEBPEMEHHOIO
pacnosnasannsa [NAC [-tuna y nerer Ha amGynaropHoM 3ta-
¢ ¥ OTCYTCTBHE HACTOPOXEHHOCTH YHACTKOBBIX MEAHATPOB
B [L1aHE «CTEPTOro» TeueHus aaHHoro 3abonesanus. Bee aro
3aTPYAHAET MOCTAHOBKY AHArHo3a, Ha3HAY€HHE a[EKBATHOR
Tepanuu. Poantenn nauMeHTta, B CBOIO OuY€Penb, MODKHBE
HETKO W HEYKOCHHTENbLHO BHIMOMHATL PEKOMEHALIHH fieda-
wero Bpaya, He PHHHMaTb CAaMOBONILHO peleHHe 06 oTMeHe
NpHeMa NE€KapCTBEHHOIO npenapara. Bee 310 yxyaulaer npo-
THO3 10 TeYeHHIO 3a601€BaHHA H KA4ECTBY XH3IHH NALHEHTE.

3aknioysnne

Teuenne IMAC I-THNa y 1aHHOTO NaNMEHTa NOXTBEPXK-
DaeT CBENEHHA JIMTEPaTYPh! O TOM, 4YTO AebroT FTOTO 3a601€-
BAHHA MOXET HOCHThb «cTepToe» TedeHHe. COOTBETCTBEHHO
3ano03aaoe NpoBEJEHHE NATOMEHETHYECKOH TEPAIHH YCYTy-
6nseT TAXECTh COCTOAHHA, crnocobGCTBYeT (OPMHPOBAHHIO
OCNIOXHEHHH H YXYAINAET KAYECTBO XH3HH GonbHoro. B cax-
3H C YeM, MALHEHTDI, Y KOTOPHIX MPH JE€YCHHH TONO KK HHO-
1o 3a60/1€BAHHA OTCYTCTBYET MONOXKHTENbHAA JHHAMHKA HA
(oHe NPOBOAMMOMH YYacCTKOBLIM MECIHATPOM CHMITTOMATHYe-
CKOH TeparHH, A0/KHb! GbITb NOCMHTATH3IHPOBAHM! B CTALH-
OHap a1 6o/1ee TIIATeNLHOTO 06C/I€A0BAHNA H ONpeaeIeHHA
nanbHefleHA TaKTHKH BeacHHA. CBOCBPEMEHHAA AHArHOCTH-
Ka, aleKBATHaA TepaniA, B yacTHocTH, [TAC I-Thna no3sonst
yAy4IWHTh TPOrHO3, KaK No 3a601€eBaHHIO, TAK H MO MPOAO-
XKHTENLHOCTH H Kau€CTBY XKH3HH NaUHEHTA. B

Banosipesa FOnus B p - dudam medu-
YUHCKUX HAayK, cmapuiuti npenoo. (pedput 6uo-

nozuyecxou xumuu Tiomencxozo F'MY. Jlebedes Hnen Ap-
Kaosesuy - O0KMOp MeduyuHckux Hayx, ooyenm xagedpst
pOnOZUY U upypzuu Tiomencxozo F'MY. Kpyuwunut
Eeazenuss Bukmoposuy - 0oxmop meduyuscxux Hayx, npo-
geccop xagpedput obujen xupypzuu Tiomencxozo I'MY. Ta-
pacos [Imumpuu Onezosus — epav-unesponoz, Obnacmuas
Bonvuuya Ne3 2.Tobonvck.Anexbepoa Possan Hbuw 021
- cmydenm 5 xypca nexwebHozo ¢paxynbmema Tromencko2o
I'MY. Koanoe Maxcum Bnao ¥ — cmyo 5 wpca
nevebrozo ¢paxynemema Tiamencxozo TMY. Tanxun Anex-
candp Bnaoumuposus - cmydenm 5 xypca newebnozo ga-
xynemema Tiomencxozo 'MY.Conosseaa Examepuna Huxo-
naedna - cmydenm 5 Kypca neduampusecxozo ¢axyrbmema
Tiomencxozo I'MY. FOwuna Kcenusn Anexcandposna - cmy-
dewmka 5 xypca neduampuxeckozo gaxynemema Tiomen-
cxozo T'MY. Mokun Ezop Anexceeauy — cmydenm 5 xypea
nevebrozo paxyrvmema Tiomencxozo T'MY. Asmop, omeem-
¢ i1 3a nep Ky — Anexbepos Poswan Hbuw o1,
alekberovrovshan2711@mail.ru, +7 912-39-39-485
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