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OCco6eHHOCTU KAMHUYECKUX NPOSIBAEHUN
U Ae4YeHusa cuHapoma Limmara

Peslome. AkTyanbHocTb. Han6onee 4acTto BCTpedaeTcsi ayTOMMMYHHbIV MONUIaHayspHbIM CUHAPOM 2-ro
tuna. lNpencrasBniseT UHTepec pa3Butue n TedeHne cuHgpoma LLimvara, 4to TpebyeT BCeCTOPOHHEeN AnarHoCTUKn
BBULAYy coHeTaHus HeCKOJIbKUX ayTOUMMYHHbIX SHﬂOKpMHOFIaTMVI 1 paL{l/IOHaﬂbHOﬁ Teparimm. Llenb: npoaHasnu-
3upoBaTb OCOOBEHHOCTU KIIMHUYECKMX MPOSIBIIEHUN U JIEHEHUST &y TOUMMYHHOIO MoanrnaHayispHoro cuHgpoma
2-ro Mna Ha KOHKpeTHom ripumepe. Matepuasnsl u metoabl. [ pacCMOTPEHUS MPEACTaBIEH HaboLaeMbIv
Hamu KITMHUYeCKuV criyyYani cuHgpoma LLmugra y naymeHTku 36 net. Vimesnn MecTo nepsBuYHas Haarno4e4HuKoBas
HE[OCTaTO4YHOCTb C ayTOMMMYHHbBIM MPOLECCOM K 21-ruapoKcunase n Haam4me ayTonMMyHHOro Tupeovagura ¢
passutuem rurnotTupeosa. Pesynbratbl. B KIMHUYECKUX MPOsSBIIEHUSX 3a60/1eBaHns JOMUHMNPOBASIN CUHOPOMbI
rUNOTeH3un, O6LUeN N MbILLEYHOV ¢nabocTu, rnepnurMeHTaymm, notepyu Macchl Tesna, QUCrenTuY4ecKux pac-
CTPOVICTB, yCyryouBLLMECS B PE3y/bTare npucoeauHeHnss BUPYCHOU MHEEKUMU, HA (DOHE OTEYHOro cuHApoMa.
HoronHutenbHoe o6criefoBaHne BbISIBUIO 3HAYUTESIbHOE MOBbILLEHUE a[peHOKOPTUKOTPOIMHOIO ropMoHa, PeHu-
Ha, rurnepKannemMuto, rmrepxosiecTepUHeMmIo, NoBbILLeHne 17-ruapoKcurporectTepoHa, TMpeoTPOIHOro ropMoHa,
TUMNOTUPOKCUHEMMIO, MOBLILLIEHNE aHTUTES K 21-ruapokcnniase v K TUPeou[HOV rnepokcuaase rnpu yMeHbLLIeHUN
obbema LUMTOBUAHOM XeJe3bl C HallnYnemM MHOXECTBEHHbLIX JIMHEVIHbIX BKIIFOYEHWM, MOBbILLIEHNEM 3XOreHHOCTH.
AHanm3 BbISIBJIEHHbIX T OPMOHaJlbHbIX, MeTabosIM4EeCKUX n I'IaTOMOpCpOJ'IOI' NYECKUX UBMEHEHMI M03BOJNIT ycra-
HOBUTb Hann4ume B AaHHOM KJIMHUYECKOM crlydae cuHgpoma LLimugra. lNpoBogumoe feHeHne rioKOKOPTUKOU-
Jamu cornpoBOXAasiocb Mo6OYHbIMU peakuymsMm, YTO NPUBEI0 K HEOZHOKPAaTHOM 3aMeHe rpenaparos. Beibop
Obin1 caenaH B nornb3y Kopregha, Ao3a TLaTesibHO OTTUTPOBaHAa 04 KOHTPOIEM KOPTU30sypun. HasHav4eHne
JIEBOTUPOKCMHA COMPOBOXAA/I0Ch JOCTYXEHUEM 3yTupeo3a. BoiBoabl. MaHngectayms cuHgpoma LLimugra npu
OLHOBPEMEHHOM MPOSIBIIEHUN ePBUYHOV HELAM0YeYHNKOBOY HEAOCTaTOYHOCTU ayTOMMMYHHOIO reHesa v ayTo-
MMMYHHOIo TupeouanTa ¢ passutmeM rurnoTypeoda oTmyanacs B3auMHO OTAroLaroLmm TedeHnem. Vimenucs
3HaunTesIbHbIe TPYAHOCTN B JIEHYEHUU [AaHHOIO MONITIaHAYISIPHOro CUHAPOMA, CBA3aHHbIE C KOPPEeKUME ryrno-
KopTuyn3ma, BCrefCcTBUE MII0XOV NepeHOCUMOCTU [TIIOKOKOPTUKOMAOB, YTO TpeboBasio NoCTOSIHHOro Habnne-
HUS1, HEOHOKPATHOIrO KOHTPOJIS1 38 COCTOSIHNEM FOPMOHAIIbHOIO M MeTabosIM4ECKOro CTaTycos.

KnroueBble cnoBa: cuHgpom LUmuaTa; ayTOMMMYHHbIV TUPEOUAUT; AUarHOCTUKA, Jle4eHne

BeeaeHue

AyTOMMMYHHBIN monuraaHayasipHbiid cuaapom (AI1C)
BCTpeYaeTcsl 0CTaTOYHO peako. CHHIPOM TOJIUTIaHTY-
JIIPHOM HEOCTATOYHOCTH — MOJIMOPTraHHoe 3a00JIeBaHue,
XapakTepu3syloleecss HaTMIreM TopaXkeHUsT OMHOBPEMEH-
HO B HECKOJIbBKUX 9HIOKPUHHBIX keye3ax. [1py aToM Bo3-
MOXHO Pa3BUTHE MEPBUYHOTO ayTOMMMYHHOTIO MOpaxe-
HUs B OMHOM OpraHe C TMOCJIeIYIOIIUM TTPUCOeTUHEHUEM
MOpaXXeHUsl APYroro, MpuyeM ayTOMMMYHHasl arpeccust
MIpoTpeccupyeT, Kak mpaBuiIo, MemieHHo [1]. MHorma cpa-

3y MPOUCXOJUT MOpakeHre 000MX OPTaHOB, a MHOT/IA TIep-
BUYHOE ayTOMMMYHHOE MOpakKeHHue coueTaeTcs ¢ 3adose-
BaHMeM Opyrux opraHoB [2]. Haubomnee gacto cpenu AIIC
BCTpevaeTcst BTopoil Tum, win cuHapom Llmuara. UmeH-
HO M. Schmidt B 1926 1. BriepBbie 0OHAPYXWJI COUeTaHHE
0oJie3HW AIIMCOHA U XPOHUYECKOTO JTUMQOLUTAPHOTO
tupeounuta. B 1980 . M. Neufeld BBes TepMUH «ayTOMM-
MYHHBI TOJUIJIAHAYISIPHBIA cMHApOM», BbimeanB AITC
2-T0 THMa KakK COYeTaHWEe XPOHUYECKOW HAaAIOYeYHUKO-
Boi1 HegocTaTouHocTu (XHH) ¢ ayrouMMyHHBIM THpeOu-
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nutoM (AWT) u/unu caxapHsiM nruadberom 1-ro Tuma mpu
OTCYTCTBUM TMITONIapaTUPE03a U XPOHUUYECKOTO rPUOKOBO-
ro mopaXkeHusI KOXM U CIM3UCTBIX oboiouek [3, 4]. Pac-
npoctpaHeHHOCTb AIIC cocTaBiseT B momysiunuu 1,4—4,5
ciydasg Ha 100 ThIC. HacelleHUsI, yallle OH OTMeYaeTcs y
KeHIIWH B Bo3pacTe 15—40 j1eT, 0coOeHHO B TpeTheil JeKa-
ne xu3Hu [S5]. bonbmmHeTBO ciayyaeB cuHapoma Lmun-
Ta — CIopaguveckre, HO MHOTIa BCTpeYaeTcsl CeMeMHbIN
xapakTtep [3]. Yame manndectnpyeT KIMHNISCKOM KapTH-
Hoit nmepsuuHoit XHH [6], u apyroe 3aboneBanne — AUT
MPUCOEINHSIETCS] B CpeHEM uepes 7 JeT |7] mpakTuiyecku
B 50 % cayuyaes [8, 9]. [Ipy 3TOM B KIMHMYECKON KapTH-
He y 0oabHBIX AITIC 2-T0 TUIa IpeBaIupPyIOT IIPOSIBICHUS
00J1e3HU AJUTMCOHA, XOTsI TUTIEPIIUTMEHTALIUSI MOXET ObITh
BbIpaXkeHa cj1ab00, OCOOEHHO MpU COYETAaHUM IIepPBUY-
Hoit XHH u runorupeosa [2]. [Tpu AIIC 2-ro tuna tak-
K€ BCTpevaeTcsi TMIEePrOHaJOTPOIHbINA TMIIOTOHANNU3M B
4—9 % cny4aes, suTiuro — B 4,5—11 %, amonenusa — B
1-4 %, XpoHWUYeCKUi Ternatut — B 4 %, XpOHWUYECKUIA
aTpodUUeCKuii TaCTPUT C MEPHULIMO3HON aHeMHUell WIu
6e3 Hee — B 4,5—11 % [10]. ITpuuem unorna Hayago AIIC
CBSI3aHO C YIIOMSIHYTBIMU BbIllIe 3a00aeBaHUsIMU. [To naH-
HBIM aBTOpOB [11], y mallueHTOB ¢ OMHUM ayTOMMMYHHBIM
3a00JIeBaHUEM BTOPOE COCTOSIHME B TEYCHUE XKU3HU TTPU-
coepuHseTcs B 25 % ciiydaeB. VIMeroTCsI peKOMEHIALNKU O
peryJyisipHoM obcnenoBaHnu nauueHToB ¢ AIIC B cpenHem
OIVH pa3 B 3 rona a0 75 JeT BBUAY BBICOKOTO pUCKa pa3BU-
THSI IPYTUX SHAOKPUHOMNATHIA [6].

HMuarHoctuka AIIC 2-ro tuma Ga3upyercss Ha oOIlpe-
NeJIEHUW OTAEIbHBIX JHIOKPUHHBIX 3a00JieBaHUI, KO-
TOpble BKJIOYaeT CUHIpoM. JuddepeHmaibHyo a1-
arHOCTUKY CJielyeT TIPOBOAUTb C M30JMPOBAHHBIMU
9HAOKpHUHONaTusAMu [7]. BaxHo ormeTuTh, uto AUT varie
BCTpeUaeTcs y JUI C TeHETUYECKOM MpenpacrofoKeHHOC-
TBIO, SIBJISIETCST AOCTATOYHO pacIpoCTpaHEeHHBIM 3a001eBa-
HUEM, CBSI3aHHBIM C HAPYIIEHUSIMU UMMYHOPETYJISITOPHBIX
MeXaHU3MOB, BciieAcTBre uero B 70—80 % ciydaeB 0CI0XK-
HsIeTCsl TIEpBUYHBIM TUNoTupeo3oMm [9]. B To ke Bpems
0071e3Hb AIIMCOHA, INIABHBIM 00pa3oM CYOKJIMHMYECKas
dopMma, TpeOyeT TIHIATEIbHOI BepHUKAIUM W TOPMO-
HaJIbHOM NMAarHOCTUKM JUISI YTOYHEHUSI TeHe3a, BKIIIO-
yasg KakK JIOCTAaTOYHO OOJIbIIYIO pacrpoCcTpaHEHHOCTh
ayTOMMMYHHBIX (DaKTOpOB, TYyOEpKYJIE3HOTO MOpaKEeHMSI,
TaK U BO3MOXHOCTb BPOXAEHHOUN AMCGHYHKIIMU HAIIO-
YEeYHUKOB, MEIMKAMEHTO3HOTO BO3JCHCTBUSI, METAOOIM-
yecKux pacctpoiicts [11, 12].

BesyciioBHO, HaauuMe HECKOJbKUX dHIOKPUHOMATHIA
comnpoBoxIaeTcs: MaHudecTanuein Kaxaon 13 HUX pas-
JIMYHOM CTeNeHU BBIPAXKEHHOCTH, a B LIEJIOM CYILIECTBEHHO
VTSIKENSIET COCTOSTHUE OOJTBbHOTO, 3aTPYAHSET TMarHOCTH-
KY U JIeUeHue.

Ienb: MpoaHaTM3UPOBATH OCOOEHHOCTH KITMHUYECKUX
NposIBICHU 1 JledeHust cuHapoMa LlIMuara Ha KOHKpeT-
HOM TIpUMepe.

KAMHMYeCKUmn cAyyan

s mpoBeneHMs aHaM3a KJIMHUYECKOTO TeUeHMS
cunapoma lImuara kak npumep AIIC 2-ro Tumna npemio-
JKEeH K PaCCMOTPEHUI0 Hab/t01aeMblii HaMM KIIMHUYECKUI
ciaydaii. B TedeHre HECKOBKUX JIET MPOBOIMIOCH HAOJIO-

JieHue 3a 00JIbHOM, Y KOTOPO# B 1e010Te ObLIT YCTaHOBJIEH
nuardHo3 cuHapoma IlImuara. JlabopaTopHoe oOcCIeno-
BaHWE BKJIIOYAIO: KJIMHUYECKUI aHaau3 KPOBU, MOYH,
JIMTIAJHBIA  CHIEKTP KPOBU, OEJKOBBIN, TUTMEHTHBINM,
VIJIEBOJHbBINU, 3JIEKTPOJUTHBI 0OMEeH, (hepMEHThI, yPOB-
HU TOPMOHOB UIMTOBUIHOW XeJjie3bl, HAAIOYEUHUKOB,
napaTropMoHa, TPOIMHBIX TOPMOHOB TUMoGK3a, KOaryyio-
rpaMMy, aHTUTesla K TupeounHoil mepoxcupaze (TI10),
aHTUTeJa K 21-ruapoKcuiase, BO30OyIuTeNo TyoepKyiesa,
BUY-undexiuu, renatutam. MHCTpymMeHTalbHbIE 00-
cnenoBanus: Y3U muroBuaHoi xenesbl (LK), opranos
OpIOLIHON MOJIOCTH, MAJIOTO Ta3a, HAAIIOYEYHUKOB, Cep/-
ma, MPT romoBHoro mo3sra, peHTreHorpadus OpraHoB
rpynHoit kietku, DKI. Boimyn mpoBeneHbl KOHCYJIBTAllUU
CMEXXHBIX CIELMATUCTOB U pAlIMOHATIbHOE JIeYeHUE.

[ManmenTka B., 36 net, 6yxrantep. [Toctynuia B peaHu-
MallMOHHOE OTIEJICHUE XKEJE3HOTOPOXHON KIMHUYECKON
6osbHULIBI N 2 . Kuesa 24.10.2017 r. ¢ 1uarHo30M «MH-
TOKCUKAIIMOHHBIM CUHIPOM HEsSCHOro reHesa. bosesHb
Annucona?». [1pu rocnuTanu3anuu MpeabsBisiia Xaao0bl
Ha BBIPaXXEHHYIO OOIIYIO C1ab0CTh, MBIIIIEYHYIO CJTa00CTbh,
00Jib B MBIIILAX BEPXHUX U HUXHUX KOHEYHOCTEM, To-
JIOBOKPYXEHHNE, TOIIHOTY, CepAleOueHue, OJBIIIKY MpHU
(busmyeckoil Harpyske, TMOBBIIICHUE TeMIlepaTypbl Teja
o cyodeOpubHBIX U@pP, 03HOO, JOMOTY B Tejie, 00Jb
B cycTaBaX, OCOOeHHO TazobeapeHHbIX. Kpome Toro,
OTMeyaJla TOBBILIEHHYIO MOTPEOHOCTh B COJICHON MUILE,
BBIpaXKEHHBIE TTAPECTE3UN, CYXOCTh BO PTY U MOTEMHEHUE
KOXHBIX [TIOKPOBOB.

M3 anamHesa 3a00seBaHUS U3BECTHO, UTO B TeUEHUE
MOCJAEAHUX YEThIpEX MecsleB OoJibHas oTMedayia yXy/-
LIEHUEe COCTOSIHMS: Haboganuch noHuxeHue Al no
80/50 MM pT.CT., 3NM30/AbI BIPAXKEHHOU CI1a00CTH, POJI-
CTBEHHUKM OTMETWJIM W3MEHEHME LIBeTa KOXWU — TIO-
TEeMHEHUE, KOTOpoe TallMeHTKa CBS3bIBaja C JIETHUM
3arapoM, a TakKXe IOSBUJIACh 3allepxkKa MECSUHbIX (2
Mecsla). B TeyeHue mocieqHUX Tpex AHEH COoCTosiHUe
YXYAIIUIOCH, YTO, CO CJIOB OOJIbHOM, MOTJIO OBITh CJe/-
CTBUEM KOHTAaKTUPOBAHUS C OOJBbHBIM CbIHOM (OCTpas
puHoBUpycHast uHpekuus). [loBbicuiach TeMmmeparypa
Tesa 1o GeOpwIbHBIX mudp, oTMevaiacs o3Ho0. Kpome
TOTr0, HaKaHyHe MPUCOEAUHWIMCH TOITHOTA, TOJIOBOKPY-
JKeHUe, epruoanyeckasi mpucTyrnooopasHast 60J1b B KUBO-
Te, HeYCTOMYMBBII CTYJI (MpUHKMAJa claduTebHOe U3-3a
CKJIOHHOCTH K 3a1iopam).

M3 aHaMHe3a XXU3HU CJieyeT OTMETUTD MEPEeHECEHHYIO
B JIETCTBE BETPSIHYIO OCITY, aHTUHY, OMepaluio Mo MOBOAY
rurpomsbl crormbl. Jletom n3 Kuesa He Bblesxkana. B muiiry
IrpuOkbl, pbIOY, KOHCEPBHI, siilla He yroTpeosiiaa. He kypur,
aJIKOToJIeM M HapKOTMKaMM He 3yoynotpedsisuia. [Tocro-
SIHHO JIEKapCTBEHHbIE TpernapaTthel He npuHumana. Mmena
O/IHy OepeMeHHOCTb 0e3 OCJIOXXKHEHUI, CPOYHBIE POJIbI.
ONuU30AMYEeCKM OTMevajia Mpexojsiiee HapylieHUue MeH-
CTpPYyaJIbHOTO 1IMKJa, 00caeaoBagach y TMHEKOI0ra, ObLIO
BBISIBJICHO TIOBBbILIIEHUE |7-0KCUMpOrecTepoHa U CBOOO/I-
HOTO TECTOCTEPOHA MTPU HOPMAJbHOM YPOBHE TUPEOTPOTI-
Horo ropmoHa (TTI). BupycHeii rematur, TyOepKyies,
BeHepuyeckue 3aboyieBaHUSI Y ceOs Uy POJCTBEHHUKOB
oTpuliaeT. MaThb cTpamaeT TMIIEpTOHUYECKOW O00JIe3HBIO.
AJlleprum Her.

138 Mi>KHQPOAHNN EHAOKPUHOAOTIUHUIM XKYPHAA, ISSN 2224-0721 (print), ISSN 2307-1427 (online)

Tom 16, N2 8, 2020



[ &)

KAiHiyHum Bunaaok /Clinical Case/

IIpn ocmoTpe GOIBHOIL: 00IIee COCTOSHUE TSKEIOe,
co3HaHMe sicHoe. [lojioxkeHWe B TIOCTEIM ITacCUBHOE,
TPYAHO BCTaBaTh, JIEXKUT Ha OOKY C MOZOTHYTHIMU HO-
ramu. [loBeneHue anekBarHoe. OprUeHTHpPOBaHA B IPO-
CTpPaHCTBE U BO BpeMEHU. ACTEHMYECKOTO TETOCTOXKEHUSI.
KoxHble TOKpOBBI CYXOBaThl, OTMeYaeTCss HeKOTopas
0JIeMIHOCTb C KOPUYHEBO-OPOH30BBIM OTTEHKOM, YYaCTKU
MUTMEeHTAIMM B 00JIACTH JIN1IA, YITHBIX PAKOBUH, B 00J1a-
CTHU MEJIKMX CYCTaBOB KMCTEM, KOJIEHHBIX CYCTaBOB, aKpO-
1uaHo3. Typrop Koxu coxpaHeH. Tpoduueckux nmopaxke-
HUIi U ChITIU HeT, TeMrnepaTypa tesa 37,2 °C. [Tacto3HocTb
rojieHei, mosicHuibl. Macca tena 44 xr, poct 158 cm,
UMT = 17,6 kr/M? (HegocTaTouHas Maca Teja). Turm oBo-
JIOCEHEHUsI KEHCKUii, cKymHbINA. IToAKOXHO-XKUpOBast
KJIeTyaTKa pa3Bura ciaabo. [lepudepuyueckue muMdoy3abl
HE TaJbMUPYIOTCS. PUTMIHOCTM MBbIIII] 3aThlJIKa HET.
12K Msarkoii KOHCUCTeHLIMM, He yBeandeHa. CiusucTas
pPOTOTJIOTKU OJiIeqHO-pO30Basi, uucTas. [pynHas KieTka
MPUHUMAET yYacThe B aKTe NbIXaHUsl. [IbIxaHue MoBepX-
HOCTHOE ¢ 49acToToit 1o 20 B 1 MuH, SpO, — 90 %. Ilpu
MepKyCCUU HaOJII0NAeTCsl SICHBIN JIErOUHbI 3BYK ¢ 0be-
UX CTOpOH. JIpIXxaHue Be3uKyJsspHoe. [paHUIIBI OTHOCH-
TeJIbHOI TYMOCTH cepjlla cMellleHbl BBepx Ha 0,5 cM u
BjieBO Ha 1 cM. JledTeibHOCTh cepalla pUTMUYHAS, TOHBI
3ByuHbie. [lynbc 110 yn/mun, AL 85/40 MM pT.cT. SA3BIK
BJIZXXHBIN, 00JI0KEH 0eJ10-XeAThIM HaleTOM. 2KMBOT MSIT-
KWii, He B3AYT, MPUHUMAET y9acThe B akTe abixaHus. [Tpu
mIyOOKOM Mayiblaliy — HEMHOTro OOJIEe3HEHHBIN B HU-
xHUX otnenax. Cummnrom ITacTepHallkoro HeraTUBHBIM €
06eunx cropoH. Cesie3eHKa He yBeimyeHa. Moueuncmnycka-
Hue 0e3 0COOeHHOCTEM.

OcMOTp MHDEKIMOHNCTA: COCTOSTHAE TSKEeIoe, Oem-
HOCTh KOXHBIX TMOKPOBOB C aKpOIMAHO30M, CHIITU HET.
KuBoT O0JIe3HEHHBII B IIPaBOil MOAB3IOIIHONM O0JACTH.
PuruaHocT MbIn 3atblika HeT, cumntom KepHura cia-
OOITOJIOXKUTEbHBIN ¢ 00eUX CTOPOH. 3aKJIIoUeHUe: MO0~
3peHMe Ha OCTPBI aIleHINIINT.

OcMOTp Xxupypra: npu najblaluu XXUBOT MSATKUIA, He-
3HAYUTETbHO YyBCTBUTEIBHBIN TIPU TITyOOKOM MaJbIaliiu
B HmkHuX otaenax. Cumnrombl Kepa, OptHepa, Curt-
KoBckoro, PoB3uHra, baprombe — MuxenbcoHa oTpulia-
TeabHble. CHUMITOMBI pa3apakeHHWs] OPIOIIMHBI OTpUIIA-
TeJbHbIe. BBICTYNIMBAIOTCS MEPUCTATBTUUECKUE IIIYMBbI.
JIaHHBIX O HAJIMYUW OCTPOTO aIMeHIUIINTa WU JPYroi
OCTPOIl XUPYPrUYECKON IMaToJOruu He BbIsiBIeHO. [Toka-
3aHUN K 9KCTPEHHOMY XUPYPTUIECKOMY JICUEHUIO HE BbI-
SIBJIEHO.

OcMoOTp ypoJiora: oYKy He najbnupyorcss. CUMITOM
ITactepHalIkoro OTpUIIATEeIbHBIN ¢ 00X CTOPOH. JJaHHBIX
00 ypOJIOTMYECKOI MaTOJIOTUM HET.

Pe3yAbTOTHI AOOGOPATOPHOrO
N UHCTPYMEHTOAbHOIO 06CAeAOBOHMS
AHamu3 kpoBu: sputporutel — 4,0 x 10%/m, Te-
moriobuH — 130 r/a, uB. mok. — 0,98, neikouUTH —
13,5 x 10%/m,2 — 1 %, 01 — 7 %, ¢c — 50 %, 1 — 28 %,
M — 14 %, Tpomborutel — 400 x 10°/m, COD — 15 MM/,
reMaToKpUT — 43 %; MaJISIpUIAHBIN I171a3MOJIV B KPOBU HE
BbIsIBJIeH. OOIIMIT aHaJIM3 MOYU: OTH. TUIOTHOCTh — 1020,

pH — HeiliTpanbHasi, KETOHOBBIE TeJla — OTP., TIIIOKO3a —
otp., 6emok — 0,033 r/i, XeayHble TMUTMEHTBI — OTP.,
3p. — el. He u3M. B 1osie 3peHus, JI — 4—6 B moJje 3pe-
HUSI, SIUTENIUI TIJIOCKUI — B HEOOJIBIIIOM KOJUYECTBE B
nosie 3peHusi. buoxumuueckuii aHaaM3 KPOBU: TIIIOKO-
3a — 4,3 MMoJib/11, OMpyOouH oommit — 15,7 MKMOJIb/JI,
MoYeBUHA — 4,5 MMOJIb/JT, KpeaTuHUH — 103 MKMOJIb/JI,
AJIT — 26 U/L, ACT — 38 U/L, obmmuii xonecrepuH —
5,9 mmonb/n, oburuii 6enok — 70 r/a, anbOymuH — 45 r/7,
ChIBOPOTOUHOE Xene30 — 13,29 mxmonb/a (9—30), npo-
TPOMOWHOBBIN MHIEKC — 88 %, dubpuHoreH — 3,77 r/m,
Kanuii — 4,8 MMoJIb/J1, HaTpuit — 135 MMOJIB/J1, XJ10p —
102 mmomb/n. MuxobakTepumn TyOepKyse3a, aHTUTeTa
cymmapnsbie IgA, IgM, Ig G orpuiiatenbHbie. AHTUTENA K
BUY He BoisiBieHbl, HbsAg — otp., HCV — o1p., UDA —
otp. AKTT — 952 rir/mn (pedepeHcHbIe 3HaueHnst — 6,0—
58). AHanu3 Kaja Ha TeJIbMUHTBI — OTp.

V3U opraHoB OpIOLIHOM ITOJIOCTH 1 TTOYEK: 3aCTOMHBIN
SKEJTUHBIN Ty3bIpb. MUKpOJIUT JIeBOI mouku. Y3W Hamrmo-
YEYHMKOB: IIPaBbIi HAIMOYeYHUK — 2,8 X 1,7 cM, JIeBBII —
2,3 x 1,8 cm 6e3 cTpyKTypHBIX U3MeHeHnit. Y3U opraHoB
MaJIoro Tasa: IaToJIOruy He BbigBieHo. Y3U cepaua: pas-
MepbI KaMep ceplilia U MEXKETyTOUKOBOM Meperopoaku B
Hopme, DB neBoro xenynouka — 54 % (He3HAYUTETHHO
CHIDXKEHA).

BonbHoOli ObuTa Ha3zHayeHa Tepariusi, HarpaBJIeHHas!
Ha KOMIMEHCAlUIO HaAMOYeYHUKOBON HEITOCTATOUYHOCTH
U JeTOKCUKaLMio: coiy-KopTed 100 MT BHYTpPHUBEHHO,
II0K03a 5% ¢ WHCYJIWHOM, acrnapkam, ButaMuH C, THO-
TPUA30JIMH, PEOCOPOMIIaKT, pacTBOp PuHrepa, maHracaH,
nedTprakcoH. Ha BTopble CyTKM COCTOSIHUE CpeaHe Tsi-
JKECTH, oTMevaeT yiaydiieHre. CMoria BCTaTh ¢ TOCTENH.
KoHnraxkTHa, opueHTrpoBaHa. 2KajoObl Ha OOIIylO cia-
00CTb, HEBO3MOXHOCTb OBICTPO MepeMeIaThCs, MbIIIey-
HYyI0 C1aboCTh, 0OJb B KOJEHHBIX CyCTaBaX; YMEHBIIIH-
Jiock rojioBokpyxenue, Sp0,92 %, YCC 90 B 1 mun, AJl
90/60 MM pPT.CT.

OCMOTp HEBPOJIOIOM: JaHHBIX 00 OCTpPOIl 0YaroBoOi
CUMIITOMATHKE He BBISIBJIEHO. OCMOTP 3HIOKPUHOJIOTOM:
KOXHbI€ MOKPOBBI OPOH30BOTO 1IBETA C y4aCTKAMM ITUT-
MeHTtauuu. AJ1 90/60 MM PT.CT., acTeHU3MpPOBaHa, 3a1ePK-
ka MecstuHbIX. 2K wmsirkas, 6e36ose3HeHHas. [unartos:
0oJie3Hb AncoHa?

Ha tpeTtbu cyTku cocTosiHre 60IBHOM 0e3 CYIIeCTBeH-
Hoit nuHamuKu. 2Kano6sl npexHue. Temmeparypa 36,7 °C,
SpO, 94 %, Y]1 18 B 1 mun, YCC 78 B 1 Mun, A/l 90/60 mm
pT.cT. ZKUBOT MsrKuii, 6€300Je3HEHHBIA, CTY KallMUle-
00pa3Hblii. YPOBEHb IMUKEMUN HaTolaK — 4,3 MMOJIb/J.
Ha yerBepThie cyTKM OOJIbHAS MepeBeieHa B 3HIOKPUHO-
JIOTUYECKOe OT/AeJeHUE, YIUTHIBass HEKOTOPYIO TMOJIOXH-
TEJIbHYIO IMHAMUKY: HOpMaJli30Bajiach TeMIiepaTtypa Teia,
HeMmHoro moBbicunoch A/l — mo 100/60 mm pr.cT., HCC 80
B | muH. CoxpaHseTcss MUTMEHTAIUs KOXH, CTajlla OTMe-
YyaTh CYXOCTb BO PTy, HEKOTOPYIO MTACTO3HOCTh B 00JacCTH
CyCTaBOB, COHJIMBOCTb. BolbHOI Ha3zHaueHO M000CIeno-
BaHUe.

PentreHorpagusi opraHoB IpyIHON KJIETKHU: MpU3HA-
KOB TIATOJIOTMH JIETKUX U OpTaHOB cpeaocteHust HeT. DKI:
put™ cuHycoBbIi nipaBwibHbIA, YCC — 100 B 1 MuH. Cu-
HycoBas Taxukapaus. Y3 12K: ayronMMyHHBII TUPEOU -
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ouT, cyoarpodpmaeckas ¢opma. MPT ¢ koHTpacTupoBaHu-
eM: yoeTUTETbHBIX JAHHBIX 0 MUKPOaZeHOMe TUITO(h13a Ha
MOMEHT O0CJIe/IOBaHUS He MOJTyYeHO.

JlaboparopHbie nokazarenu: TTI — 72,94 mxkME/mn
(0,2—4,0),c8T,—6,63nmonb/n(12—22),anturenak TIO—
237 EA/mn (£ 35), anppoctepoH — 19,7 ur/mn (7,0—30),
naparropMoH — 38,5 nir/mn (18,5—88,0), npojgakTuH —
15,09 ur/mna (2,8—29,2), KOpTU30J CIIOHBI — 9,97 HIr/MJT
(0,2—4.,4).

BricTaBieH KIMHUYECKUI TMarHO3 — ayTOMMMYHHBII
TOJTUTIAHAYISPHBIA CUHIPOM 2-TO TUTIA: ayTOUMMYHHBII
TUPEOUIUT, aTpouyeckast ¢opma. [unortupeos B cocTo-
STHUM JeKOMITeHCallMi. XpOHUYeCKash HaaIOUYeYHUKOBAs
HEJI0CTaTOYHOCTh CPEAHEN TSIKECTU B COCTOSTHUU JEKOM-
TeHcaluu.

HasnaueHa cienyromasi Tepanusi: npeaHu30ioH 10 mr
yTpoM u 5 mT B 16:00, ayTupoxc mo 50 MKT exXeIHEeBHO Ha-
Tomax 3a 30 MuH 1o exsl, ButamuH C 100 Mr B cyTKH, TIpe-
nyktan MR 35 mr 2 paza B CyTKH.

B cBa3u c ynydiieHWEM COCTOSIHMSI TallMEHTKa
3.11.2017 1. BeImMcaHa IS MIPOJOJKEHUST aMOyJIaTOPHO-
ro jgedyeHusi. PekomeHmoBaHo mpoBecTu KOoHTpoab TTT,
AKTT, xoptusona yepe3 1 mecsi. B ykazaHHBII repuo
00J1e3HM MalMeHTKa HeaJeKBaTHO OLIEHUBaJIa CBOE COCTO-
sTHMe, He coTJalllajiach C Ha3HaYaeMoii Tepamnueit, oaToMy
CaMOBOJIBHO U3MEHMJIa Ha3HAYEHHOE JieYeHne, TaK Kak, C
ee CJIOB, MOCJe BBIITUCKU CTajla YyBCTBOBATH Ce0s TOpas3no
JIyJIlle M He CUMTaIa HeOOXOAMMBIM IMTPUHUMATh Iperapa-
Tbl. OIHAKO Yepe3 HelesIo 3aMeTUIa OTeUHOCTh U pellnia
MPOIIOJIKUTH ITPUEM TOJIBKO 3YTHPOKCA.

Yepes 1 Mecsill npoBeJieH KOHTPOJb aHaau3oB: TTI —
5,058 MxEn/mn, 8T, — 1,58 ur/mn (0,89—1,76), AKTT —
533 nr/mu, KopTusod cioHbl < 0,15 Hr/MJI, KOpTU30J
Moun — 8,5 Mkr/24 u (58—403), kamuit — 6,2 MMOJIB/TI,
HaTtpuit — 131 Mmoub/n, xa0p — 100 MMOJIB/J, KaTbLMl —
2,61 mmounb/n, hochop — 1,37 mmoub/1. C yueTom mosy-
YEHHBIX pe3yJbTaToB 0OJIbHAS TTOCJeIoBajla peKOMeH/1a-
LIMSIM M Havyasia pueM MpeIHu30JI0Ha.

K coxaneHnio, y MallMeHTKH OKa3ajach HeTlepeHOCH -
MOCTb K MPEeIHU30JOHY, KOTOPbIi ObLT 3aMEHEH Ha Me-
TUTIPEN, OAHAKO MOOOYHBIE peaKIIMy TakKe OTMEYasIiCh.
BonpHOIT OBIT Ha3HaueH KOpTUHEMd M TIpeaIoXKeHO T0-
MOJHUTEJIbLHOE 00C/IeIoBaHKe IJIs1 YTOUHEHUW s IMarHo3a.

Pesynbrarel uccinenoBanuit or 02.2018 r.: AKTI —
228 /M1, peHUH aKTUBHBIN — 2560 Hr/7 (7,54—42,3, Bep-
TUKaJbHOE ITOJIOXKEeHNE), abaocTepoH — 12,8 v/mi (7—30),
aJibIoCTepOH-peHnHOBoe cooTHoteHue — 0,01 (3,8—7,7),
koptuzoa Moun — 103,5 mxr/24 4, TTI' — 2,63 MKME /M1,
T, — 1,17 ur/mn, nporecrepon — 14,44 nr/mn (3,34—
25,56), actpaguon — 159 nr/mna (37—280), mponakTuH —
9,4 wur/mn (2,8-29,2), 17-ruapoKCUIporecTepoH —
5,36 ur/mn (0,5-2,8), xomectepyuH — 6,59 MMOJb/I,
JITIHIT — 4,89 mMmonw/n, JITIBIT — 2,42 mMonb/a, 00-
i 6es1oK — 68 1/71, anboyMuHbl — 60 %, TI0OYIMHBI —
40 %, o, — 4,7 %, 0,— 8,5 %, p — 11,7 %, y — 15,1 %,
A/l xoad. — 1,5, kanmuit — 5,9 MMousb/1, HaTpuii —
139 mmonw/n, pH — 7,39.

IManueHTKa MpUHUMAJIA JIeYeHUe SMTU30IUIECKU B CBSI-
3U C TUIOXOI MEPEHOCUMOCTBIO TTTIOKOKOPTUKOCTEPOUIOB.
B nepuon ux rpuema, a 3ateM rpreMa KOpTU30Ha OTMeva-

Jla yXyAIIeHNe CaMOYyBCTBUSI — YCWJIEHWE TTMTMEHTAIINH,
cOOU B MECSYHBIX, TOJIOBHBIE 001, OCOOEHHO MOCJe He-
PBHO-TICUXWYECKOTO TIepeHANpPsDKEHUS, YTO KOppeaupo-
Bajio ¢ konebanustmu mmapametrpoB AKTT, koptusona, pe-
HUHa, 17-TUAPOKCUIIPOrecTepoHa, aabA0oCTepOHa, Kaaus.
BBuay BhIIeyKa3zaHHOTO OOJIbHASI ObUTAa TIepeBeleHa Ha
kopred B mo3e 30 mr/cytku. Ha doHe moayyaemoii Tepa-
v cHusuics ypoeHb AKTT no 182 rir/mit, peHuHa — 10
77,5 nir/mi, Koptuzoya moun — o 103,5 Mxr/24 4, no-
CTUTHYT 2YTUPEO3.

[ManmenTKa TpogoKajga paboTaTh, 3aHUMATHCS JIO-
MallHUMU JeJaMHi, BOCITUTAHMEM pebeHKa, 4TO WHOTIa
COTIPOBOXIAJIOCh HEPBHBIM TEpeHAIpSKeHUEM U U3Me-
HEHUEM COCTOSIHUsI. B Tepuon o4yepeaHOTo yXyAIIeHUsI,
Korma y OOJbHOM MMela MeCTO BbIpakeHHasi CJ1aboCTh,
MTOCTOSTHHOE CepleOrueHre ¢ TOsIBIeHUEeM Kapauajruu,
OJIBIIIIKU, OOTbHASI CAMOCTOSITEIbHO oOpaTuiach B IHCTHU-
TYT SHAOKPUHOJIOrMK 1 oOMeHa BemecTB nMmeHu B.I1. Ko-
MMCCapeHKO U ObLlIa TOCITUTAIM3UPOBaHa.

Pesynbrarel oocnenosanus 01.2019 . npu nocryruie-
Huu: 3p. — 4,09 x 10'2/n, Hb — 118 r/a, uB. mok. — 0,86,
J—11,4%x10°/m,5—2%, m1—3%,c—54%,1— 37 %,
M — 4 %, TpomboruTel — 564 x 10°/1, COD — 25 MMm/4;
npu Bbimucke: 3p. — 4,09 x 102/1, Hb — 113 r/n, us.
mok. — 0,86, 1 —12x10°/m1,5— 1%, m1—4 %, c — 49 %,
11— 36 %, m — 9 %, tpoMGoruTel — 320 x 10°/1, COD —
27 MM/4; OOLIMIT aHATM3 MOYY TIPU TTOCTYTUIEHUH: alleTOH
(+), rmokosa (—), 6ey0K (—), KeJTUHble MUTMEHTHI (—),
9p. — el. U3M. B noje 3peHus, J — 3—4 B 1oJje 3peHus;
MpU BBITTMCKE: alleToH (—). [moko3a — 4,5 MMoJIb/J1, Ka-
it — 6,0 MMoab/1, HaTpuii — 142 MMOJIb/J, Kanbluit
oomwmit — 2,41 MMOJIb/JI, KaIbIIMii MOHU3UPOBAHHBI —
1,18 Mmmodb/a, dochop — 1,46 Mmonb/a, C-mientum —
1,09 ur/mn (0,81-3,85), HbAlc — 5,5 %, npouHcymuH —
1,35 nmonb/a (0,5-6,1), xonectepun — 7,7 MMOJb/I,
dbepputun — 11,8 ur/mu (15—150); TTT — 2,09 MaME/n,
ceT, — 5,9 nmonb/n, ¢8T, — 17,8 nkmonn/n, AKTIT —
412 nr/mi, peHUH akKTUBHBIA — 1288 Hr/mui, aabaocre-
poH — 1,6 ur/mi, APC — 0,01, xoptuzon moun — 380,5
(na koptede 30 mr/cyr), 313,6 (Ha xopTtede 20 Mr/cyT),
161,3 (Ha koptede 15 mr/cyt) mxr/24 4. DKT: YCC — 100
B 1 MuH, cuHycoBas Taxukapnusi. DKI -npusHaku nepe-
IPY3KHU TTPABOTO MPEACEPINSI.

KoHcynbranust Kapauosora: aucMmetabonuyeckass u
TOpMOHAaJIbHASI KapAMOMUOMATHUSI C BhIPaKEHHOI CUHYCO-
Boi1 Taxukapaueii. CH 0 ct.

KoHcynbraiusi remaTosiora: TMIEpTPOMOOLIUTO3, 00-
VCJIOBJIEHHBIN TIPUEMOM TTIOKOKOPTUKOUIOB.

HMuarHo3 cunHapoma IlImuara ObIT TTOATBEPKACH.
C yueToM IOJy4YeHHBIX PE3yJIbTaTOB 00CIen0BaHuUs 0O0Ib-
HOI1 OblJ1a CHUXKEHa j103a kopTeda 10 20 Mr/cyTKu (¢ 1o-
BbllIeHUEM 110 30 MI/CYyTKU TIpU CTpeccax), SyTUpoKca —
no 37,5 MKr/yrpom, no0aBjieH KOHKOp MO 5 MI YTPOM,
JIOCTIUPUH 75 MT BeuepoM, npeaykraa MR, amanTour.

B manbHeiinem a5l yTOYHEHUST TeHe3a HaaImoYeuyHu -
KOBOI HEIOCTATOYHOCTU OBIIM MPOBEACHBI MCCIeI0Ba-
HMSI M BBISIBJICHO: aHTHUTeNa K 21-ruapokcunase — 39,36
(mHopma — menee 10, meton rmoacuera — AT-koapduiim-
€HT), YTO TTOATBEPANIO HaJW4Yre ayTOMMMYHHOTO Mopa-
JKEeHUS.
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OﬁCY)KAeHVIe KAUHNYEeCKOro CAy4yas

HManubiii cnyvait cuHapoma ILllMuara cBsizdaH ¢ Ha-
JIMYMEM NBYX ayTOMMMYHHBIX 3HIoKpuHomatuii: AUT,
arpoduueckas ¢popma ¢ rTMIIOTUPEO30OM, U AYTOUMMYHHOE
nopaxkeHWe HaAMOYeuyHUKOB (ayroarpeccust K 21-ruapo-
keunaze) ¢ XHH. Jlo rocnuranuzaumu y naiueHTKy, 1Mo
BCEll BEPOSTHOCTM, OblIa CyOKJIMHMYECKas ¢opMa Hal-
MOYEYHUKOBOW HEAOCTAaTOYHOCTH, KOTOpasi BHavaJIe Mmpo-
SIBJISIJIACh TOJIBKO CHHAPOMOM TMIIOTEH3MHU, a YXe B I10-
clIeayIoNeM TPUCOeAMHUIACh 001as ¢1abocTh Ha (oHe
CHUKEHMST MacChl Teja, T.6. UMEJIO MECTO CKPBITOE Teue-
Hue 6oJie3HU AniucoHa. B ycioBusX mpucoenHeHUsl BU-
pycHOro 3aboyieBaHUS HacTymnuia aekomieHcanus XHH:
HapacTajla c1aboCTb, MbIllIeYHasl CJadoCTb, MOSIBUIUCH
TUTEPIUTMEHTALMS, IUCTIENITUYECKUE PacCTPOUCTBA, YTO
YCYryOua0Ch HACIOEHUEM IeKOMIIeHCAUUU MaHUGDECTHO-
ro runotupeosa. Haauuue Boicokoro ypoBHst AKTT ¢ ru-
MeprnurMeHTalueit CBUAeTeIbCTBOBAJIO O TIEPBUYHON Hal-
MOYEYHUKOBOW HETOCTATOYHOCTU y 60JbHOM. [lo JaHHOTO
9MM30/a MalKMeHTKa He HaxoAwiach Iof HaOIoAeHUueM
Bpaya, He cuuTaia cedst 60JIbHO, U MO3TOMY ayTOUMMYH-
Hoe mnopaxenue LI2K, monTBepxxneHHOe B AajlbHeilleM
noBbeimreHreM anturesl K TIIO u manueimu Y3U 1K,
OBLIIO BBISIBICHO post factum. 3a HECKOJIbKO JIET IO 9TOTrO
OHa oOpalanack K TMHEKOJIOTY B CBSI3M C KeJJaHUEM UMETh
BTOpOTO pebeHKa. BhIsIBIIEHHBIE TOT/Ia TPAH3UTOPHBIE T10-
BBIIIEHUS] YPOBHS 17-rUaApOKCUIIPOrecTepoHa 1 TUIlepTe-
CTOCTEPOHEMUSI CBUIETEIBCTBYIOT 00 MMEIOIIEMCSI YXKe Ha
TOT MEPUOJ BpeMEHU TOPMOHATLHOM AuacbanaHce. A aTo,
B CBOIO Ouepe/ib, JAaeT OCHOBAaHUS MPEAIOJIOXUTb, YTO
TOpPMOHaJIbHBIE PACCTPOMCTBA MOTJIM BOBHUKHYTh Ha (DOHE
IUCOYHKINU HAAIIOYEYHUKOB, KOTOpas He ObLia CBOEBpe-
MEHHO IMaTHOCTUPOBaHa.

Oco00eHHOCTh JIaHHOTO CJyyasi COCTOMT B TOM, 4YTO
HaAMOYEYHUKOBASI HEJOCTATOYHOCTh IMAllMEHTKU Oblia
00YyCJIOBJIEHa ayTOMMMYHHBIM MOpaXkeHUEeM HaaIoYeuHu -
KOB, a UMEHHO ayToarpeccueii K 21-ruapoxkcuiase, KOTo-
pasi puBeJia K HapylIeHUsIM B CTEpOUI0TeHe3€e KOPbI Ha/l-
MOYEYHUKOB. DTO KOPPEJIUPYET C U3OBITOUHBIM CUHTE30M
MPOMEKYTOUHBIX MPOAYKTOB OMOCHUHTE3a KOPTU30Jia, ISt
KOTOpBIX He Tpebyercst 21-ruIpoKCUIMpoBaHUE, B YacT-
HOCTHU, C yBeJIWYeHUeM 17-ruapoKCUIIpOrecTepoHa, 4To
U PErUCTPUPOBAIOCH Y Hallleil mauueHTKu. [ToBbllieHue
YPOBHSI JaHHOTO TOPMOHA CBSI3aHO C TUMEPHPOAYKIIMEH
AKTT, uyto otobOpaxaer AKTI-3aBucuUMBIIT XapaKTep Cy-
TOYHOW cekpeluu. M XoTs B OOJIBIIMHCTBE aHAJIU30B OT-
CYTCTBYET I'MITOKOPTU30JIEMUS TIPU OJTHOBPEMEHHO TTOBbI-
meHHoM ypoBHe AKTI, XHH wnmeercs, a 210 ykasbiBaeT
Ha CyOKJIMHUYECKUI BapuaHT TeueHus1. BMecTe ¢ Tem mipu
NEWCTBUY CTPECCOTeHHBIX (DAKTOPOB, BKIIOUASI IPUCOETU-
HeHUe BUPYCHbIX MHGEKIINIA, HacTymnana 1eKOMIeH calust
HaAMOYEeYHUKOBOU HETOCTATOYHOCTH.

He MeHee uHTepeceH B JaHHOW cuTyauuu (akr us-
OBITOYHOM MPOAYKUMM peHMHA Ha (OHE HOPMaJIbHBIX
napaMeTpoB aJibJOCTepOHA M HU3KUX Mokasareneit AJl.
YpoBeHb peHMHA 3HAUYMUTEJBHO BO3pacTajl MpU TEHACH-
1IMM K CHUXXEHUIO KOPTU30J1a, YTO, B YACTHOCTU, MOXHO
00bsicHuTh Tunepnpoaykiueit AKTI. Penun takxke nme-
et AKTI-3aBucumMyto cyrouHyio cexpenuio. [loatomy oty
runiepripoaykinio AKTI MOXHO MHTepIpeTMpoBaTh Kak

AHOPMAJIbHBIN afanTallMOHHBIN OTBET rumnodusa. Bbiss-
JIEHHBIE CIBUTH, B YACTHOCTH, YKA3bIBAIOT HA U30JIMPOBAH-
HbIe U3MEHEHUSI B OMOCUHTE3€¢ CTEPOUIOB, HE 3aTparuBa-
o1e 00pa3oBaHue aJbAOCTEPOHA.

JloctaTouHO MaHU(ECTHBIMU y AAHHOW IMAllMEHTKU
SIBJISTFOTCS UBMEHEHUST 3JIEKTPOJIUTHOTO OOMeHa, B Iep-
BYI0 ouepe/ib KajiueBoro. [1pu nepBbIX MpU3HaKax 1€KOM-
MEeHCAllMU PETUCTPUPYETCSI TUIIEPKATUEMUST OT JIETKOM
JI0 YMEPEHHOMI CTEINeHM, YTO YKJIaablBaeTCsl B TUITMYHOE
TeUeHre IIepBMYHOTO rumokoptuimima. OOpallaioT Ha
ce0s1 BHUMaHUEe U U3MEHEHMUS B JIUITUIHOM CIEKTpPe Kpo-
BU — TUIIEPXO0JIECTEPUHEMMUSI, OCOOEHHO 3a cUueT Haubosee
aTepOreHHBIX (DpaKIIUif, YTO B MEPBYIO OUEPE/lb CBSI3AHO C
TUMITIOTUPEO30M, TIPU KOTOPOM M3-3a TMIIOTUPOKCUHEMUU
3aMeJUISIETCS] BBIBEJICHUE TTPOIyKTOB META00I1M3Ma XXUPOB.

[To naHHbIM aBTOpOB [14, 15], neyeHue cuHApPOMA
IIMuara B mepBylo odyepelb NOKHO ObITh HampaBIeHO
Ha YCTpaHEHME HaIMOYEeUYHUKOBOW HEI0CTaTOYHOCTH,
MO3TOMY OBUIO HAyaTO MPOBEIEHUE 3aMECTUTEJBbHON Te-
panuu rIIOKOKOPTUKOCTEPOUIaMU, BHAYaJIe MUMEBIIIee 10-
JIoXUTENbHBIN 2 dekT. M XoTs1 nepBoHaYaIbHbIC TaHHbBIC
00 ypoBHE KOpPTHU30Jia ObUIM 0e3 M3MEHEHMIi, YTO MOTJIO
CBUJIETEJILCTBOBATh B TOJIb3Y CYOKIMHUYECKOU (hOpMBI
MEepBUYHOTO TMITOKOPTUIIM3MA, a TAKXKE OTpaxkaTh MpUMe-
HEHUE YKa3aHHOTO JICUEHUSI, B MOCIENYIOIIEM TTPU OTKa3e
MalMeHTKH OT MpreMa MPeIHU30I0Ha MOATBEPANIOCH Ha-
mmune XHH (cHmxeHnue Koptusoaypun). BBuagy oredHoro
CHH/IpOMa, BCe-TaKM HU3KHUX mapameTpoB AJl, HecMoTps
Ha TMpOBEIEHUE JIEYEHUS], JTOCTATOYHO CBOEOOPA3HOTO
rnoBeeHUs] O0JIbHOI (C 2JIeMEHTAaMU TICUXMYECKUX pac-
CTPOMCTB), a TakKe BbISIBJIEHHOTO TMIIOTUPEeo3a Ha (hoHe
AUWT TtpeboBanack koppekuus nuchynkunum 2K mytem
MPUMEHEHHUSI 3aMECTUTEJIbHON Teparnuu JIEBOTUPOKCH-
HoM. HecmoTpsi Ha mpemocTepexeHus1 aBTOpoB [4, 5] o
MpuMeHeHUM cuHTeTndecknx ropMoHoB LK mpu AIIC
MU3-32 TIOBBILIEHUs MeTaboiau3Ma TJIIOKOKOPTUKOCTE-
pOMIOB B MEUYEHU O/ BO3AEHCTBUEM JIEBOTUPOKCHHA, a
TaK>Ke BO3MOXHOTO TpaH3uTopHoro nosbimeHust TTI Ha
¢one XHH, He TpeOyrolero Mcmoab30BaHUsS CUHTETH-
yecknx ropMoHoB 2K, Hamu ObUIO IPUHSATO pelleHue
0 Ha3HAUEHUU Mpernapara 3yTUPOKC B 103¢ 50 MKT/CyTKU.
O0oCHOBaHMEM TOCHYXWUIM 3HAYUTEbHOE TTOBBIIICHUE
ypoBHs1 TTT, runotupokcuHemMusi, OTEYHbIN CUHIPOM, Be-
POSITHOCTD JUTUTEJIbHOTO MepUojia HEKOMITIEHCUPOBAHHOTO
TUIIOTUPEO3a.

ITocne BeIMMCKM W3 cTalMOHAapa MallMeHTKA He MpU-
HUMaja TIIOKOKOPTUKOCTEPOUIbI, M TPOU3O0ILIO YCy-
ry0jieHUe TUMITOKOPTUIIM3Ma, 4YTO OBbUIO TOITBEPKICHO
MOBTOPHBIM O0C/IeIOBaHUEM: JaJibHElIee TMOBbILIEHUE
ypoBHs1 AKTI, pasButiie TMITOKOPTHU30JIEMUM, TUIIEpKa-
JIMeMuU Ha (OHE TeHACHUMHU K KOMMeHcaluu GyHKIUU
LK. C manumeHTKo# OblIa TIpoBeieHa Oecena ¢ MOBTOP-
HbIM Pa3bsICHEHUEM 11eJIeCOO00Pa3HOCTU MpUeMa TJTKO-
KOPTUKOUIIOB, B pe3yjibTaTe Yero ObLIO JOCTUTHYTO TIO-
HuMaHue. OQHaKo BO BpeMs IpreMa IpeIHN30JI0Ha Oblia
3aperucTpupoBaHa HEMepeHOCUMOCTb Tperapara, 4YTo co-
MPOBOXIAJIOCh 3HAYUTEIBHBIM YXYIIIEHUEM COCTOSTHUSI:
YCUJIEHUEM TIUTMEHTAIMU, CeplleOueHreM, TOJIOBHBIMU
0oJIIMU, TOJIOBOKPY>XEHUEM, HapacTaHueM CJ1aboCTH,
HapylleHUEeM MEHCTPYaJIbHOTO IIUKJa U MOATBEPXKIAIOCh
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HeageKBaTHBEIM HOBBIM noBblmeHneM AKTI, pennna, ka-
JIUSI B CBIBOPOTKE KPOBH, a 3TO IMOCYKHUJIO TTOBOIOM JUISI
3aMeHBI IIperapaTa Ha MeTUIIpea. AHAJOIrMYHOM ObLIa pe-
aKliIMsl Ha TIpUeM MeTuIipena, koptuHedda u KopTu3oHa.
Bo3MoxHO, HajMuue IIUTENbHOTO CKPBITOrO TMepuoaa
TOPMOHAJIBHBIX CIBUTOB C OMHOBPEMEHHOM TUCAIEKTPO-
JIUTeMUe, U3MEHEHUSIMUA COCYIMCTOrO TOHYca M3-3a He-
COCTOATETLHOCTU PETYJISITOPHOIN CUCTEMBI «peHUH — aH-
TMOTEH3UH — aJIbJOCTEPOH» TPUBEJIO K HealeKBaTHOCTH
aJanTUBHBIX peaKiuii OpraHnu3Ma, K KOTOPbIM ITPUYACTHBI
W ayTOMMMYHHBIE HapylleHus. BBUIYy HaIu4ust mpeumy-
LIECTBEHHO! TMOJOMKM B ME€XaHU3Me PEryJsiiiyd CUHTe3a
[JIIOKOKOPTUKOUIOB, YTO HE MCKITIOYaeT HEKOTOPYIO pe-
nentopHyto AKTI-pe3ucTeHTHOCTh B KOpe HaaIOYeuHu -
KOB, TIOA0OP MperapaTa COPOBOXIAICS ONpeaeIeHHBIMU
TpyaHocTsiIMU. Ho Bce-Takum coxpaHsIomasicss KJIuHU4Ye-
ckas cumnromatuka aekomrneHcauuu XHH y manmeHTkun
000CHOBBIBaJIa HEOOXOAMMOCTb Ha3HAYEHUS TJTIOKOKOPTH -
KOCTepOoMIHOM Tepanuu. beut npumeHneH kopred. M xots
MpY IpreMe KopTeda TakKe UMEITU MECTO HEKOTOPbIE TTO-
OOUYHBIC peaKiMi, HO B TOpa30 MEHbIIIEeH cTereHu, Oblia
npociiexkeHa TOJOXUTeIbHAsl AMHAMUKA — HOpMaiu3a-
s YPOBHSI KOpTHU30Ja, TeHaeHIus K cHmkeHuio AKTT,
peHuHa. Kpome Toro, 6bu1 MpoaoKeH MpUeM 3yTUPOKCa,
YTO COMPOBOXKIAIOCH HACTYIIEHUEM KOMITeHCauu (GyH-
kimn 2K, mostomy nosa mpemnapata Obljla CHUXEHA 10
37,5 Mxr/cytku. OgHako o0pa3 XU3HU U paboThl BHOCUII
CBOM KOPPEKTUBBI, YTO MPUBOIWIO, TJaBHBIM 0Opa3oM
MocJjie HEPBHO-TICUXUYECKOTO HAMPSIKEHUST UM BUPYCHBIX
nHEeKIINi, K 00ocTpeHmIo 3aboneBanus. K Tomy ke amm-
30[IMYECKUIA IPUEM TpernapaToB He CITOCOOCTBOBAJ HACTY-
TUJICHUIO CTAOMIBHOM KOMITeHcalu. /JJabbl MaKCcMMabHO
BepuULIMPOBATH 3a00JeBaHME TTALIMEHTKHY, TPOBOINIIOCH
BCECTOPOHHEe 00cie0BaHNE BBUILY BO3MOXHOIO MPHUCO-
eMHEHWS U IPYTUX SHIOKPUHOTATHIA, B TIEPBYIO OUepeb
Ha HaJluyue caxapHOro auadera ayTOMMMYHHOTO TeHe3a,
YTO B JAHHOM CJTydae He MOATBEPAUIIOCH.

Ha done npuema xopreda B 103e 30 Mr ObUIO 3aperu-
CTPUPOBAHO Pa3BUTUE TUIEPTPOMOOIIUTO3A, YTO OOBSICHSI-
JIOCh TOKCUYECKUM BIUSIHUEM Ha MeTaKapHOLMTApHBIN
POCTOK KpPOBM, a B COYETAHUU C JUCIICKTPOIUTEMUCH,
JUCTUTIUAEMUEH, aHEMUEN JIETKOM CTeNEHU U TOPMOHAJTb-
HBIMU PACCTPOMCTBAMU TOCIIYKMJIO OCHOBOH 151 (hop-
MUPOBaHMSI KapAUOMMOIIATUM COYETaHHOI (mucMerado-
JIMYECKON Y TOPMOHATBHOI) MPUPOIBI, YTO TIOTPeOOBAIO
TIIATEbHOW TUTPALIMU 03Bl MIpernapara Moj KOHTPOJIeM
KOPTU30JYPUU U AOTIOTHUTEIbHOI KOppeKnu. B pe3ynb-
Tare j03a Kopreda Obuta cHukeHa 10 20 MT/CyTKU ¢ OJi-
HOBPEMEHHBIM Ha3HaYeHUEM CEeJIeKTUBHOTO [3-010KaTopa,
AHTUTUTIOKCAHTA U TPAaHKBUJIM3aTOPA.

Taxum obGpa3oM, JaHHBIN ciydail cuHapoMma IlIMunara
ele pa3 MOATBEPXkKIAeT HauOOJbIIYI0 BEPOSITHOCTh pa3-
Butus AIIC 2-To Tuna y XeHIIMH JOCTaTOYHO MOJIOIOTO
BO3pacTa — Halleil MaluMeHTKe Ha MOMEHT IpOSIBICHUS
3abojieBaHus ObUTO 36 JeT. Kpome Toro, mpesaaupoBaia
MaHudbecTalus B MepByo ouyepeab HaJAOUeYHUKOBOM He-
JIOCTaTOYHOCTM Ha OCHOBE ayTOMMMYHHOTO TMOpaxKeHUs,
00YCJIOBJIECHHOTO W JIOCTOBEPHO JIaOOpAaTOPHO TOATBEP-
KIEHHOTO THUIEPIPOAYKIIMENH ayTOAHTUTEN K (EepMEHTY
21-tunpokcmnasze. XHH mo atoro nporexkana B CyOKJIMHM-

yeckoil ¢popMme. AyroummyHHoe rmopaxkenue 12K B kaue-
CTBE BTOPOU COCTaBJISIIONIEH, MTO-BUIMMOMY, TAKXKE UMEB-
el JUIMTEIbHOCTh HECKOJIBKO JIET, ObLJIO TTONTBEPXKIECHO
U KIMHUYECKU, U J1abopaTOPHO-MHCTPYMEHTATbHBIMU
METOIaMU U TPOSIBUJIOCH Y€ Ha CTaJAuu TUIIOTUPEO03a.
Mpbl yeTKO TpociiexKMBaeM B3aUMHO OTSTOIIAIOIIEE BJIU-
SIHUE JIBYX ayTOMMMYHHBIX 3HJIOKPUHOIIATUIl. DTO OHO3-
HAYHO ChITPajio 3HAYUTEJbHYIO POJib B HA3HAYEHUMU Jieue-
HUSI, @ UMEHHO B TIOSIBJICHUH OTIPENEICHHBIX TPYIHOCTEH
B BbIOOpE MpenaparoB, U HE MOXET HE ObITh OTpaXeHUEM
B TOM YHMCJIE PACCTPOMCTB B UMMYHHOW CHUCTEME BBUJY
umerolleiics ayroarpeccun. HakoHel, nuMenuch Hempe-
BUJIEHHbIE M aHOpPMaJIbHbIE peaKlIMM Ha TPUEM 1IeJ0T0
psila TJIOKOKOPTUKOCTEPOUIIOB, YTO, K COXAJIEHUIO, CO-
37aJ10 OMpenesieHHbIe IIPOo0JIeMbl B JiIeueHUU. B KoHeuHOM
cyeTe [UISl JAaHHOU MAalMEeHTKW ObLI OTpejesieH mpernapaT
C HaWJIy4IlIeil TTIepeHOCUMOCTBIO B CTPOTO OTTUTPOBAHHOM
no3e — kopted. Hecmorpss Ha nuHamMuyeckoe HabJome-
HUE, KOMILJIEKCHOE O00CJieloBaHWE, HEOJIHOKpPATHOE Jie-
YeHWe B YCJIOBUSX CTAallMOHApa, JO CUX TOp He yaaeTcs
JIOCTUYb TTOJTHOM KOMIEHCAIIMY HAJAMOYEeYHUKOBOM HEJ0-
CTATOYHOCTU M M30eXaTh MOOOYHBIX peakUWil Ha MpueM
MpernaparoB MPU OAHOBPEMEHHOM JOCTUXEHUU 2yTUPE03a
B IaHHOM KOHKPETHOM CJIydae, 4TO B COBPEMEHHbBIX CTpeC-
COTeHHBIX YCJIOBMSIX CO3[IaeT CBOEOOpa3HbIli IMOPOUYHBIN
KpPYT U151 TTallUEHTKU.

BbiBOADI

1. Manudecrauus cunapoma IlImMunra mpu omHO-
BPEMEHHOM MPOSIBJICHUU HAAIMOYEUHUKOBO HEIOCTaTOY-
HOCTU ayTOMMMYHHOTO T'eéHe3a U ayTOUMMYHHOTO TUPEO-
WOWTa C Pa3BUTHUEM TUIIOTHPEO3a OTJIMYAETCS B3aMMHO
OTSITONIAIOIIMM TEUEHUEM.

2. Kaxmast oTnebHO B3siTast 9HIOKPUHOITATHSI IO CBO-
ero nedrTa uMesia CyOKJIMHUYECKUIA TIEpUOo/, UTO SIBJISIET-
Cs1 OTpaxkeHUeM MTOCTEIIEHHOTO Pa3BUTHS ayTOMMMYHHOTO
MOpaKEHMUSI.

3. MMetoTcsl 3HAYUTENbHbIE TPYAHOCTU B JIEYEHUU
JMAHHOTO TIOJUTIAHAYJISIPHOTO CUHApPOMa 2-TO TUIIA, YIH-
ThIBasi HaJM4uue MOOOYHBIX 3(GHEKTOB M aHOPMAJIbHOTO
aJIalITUBHOTO OTBETa PETYISITOPHBIX CTPYKTYp, a TaKXke
BO3MOXHYI0O HEKOTOPYIO PE3MCTEHTHOCTb K TJIFOKOKOP-
TUKOUAAM, 4TO TpeOyeT AMHAMMYECKOIro HaOJIOAeHUS,
KOHTPOJISI 32 COCTOSTHUEM TOPMOHAIBHO-METa00INIECKO-
o cratyca.

KoHndukT uHTepecoB. ABTOp 3asiBsieT 00 OTCYTCTBUU
KaKoro-an6o KoH(pIUKTa UHTEPECOB U COOCTBEHHOI (u-
HAHCOBOW 3aMHTEPECOBAHHOCTH TMPU TOATOTOBKE TaHHOM
CTaTbU.
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Features of clinical manifestations
and treatment of Schmidt’s syndrome

Abstract. Background. Autoimmune polyglandular syndrome
type 2 is the most common. The development and course of
Schmidt’s syndrome is of interest, which requires a comprehen-
sive diagnosis due to the combination of several autoimmune
endocrinopathies, and rational therapy. The purpose of this
work was to analyze the features of clinical manifestations and
treatment of autoimmune polyglandular syndrome type 2 using
a specific example. Materials and methods. A clinical case of
Schmidt’s syndrome in a 36-year-old female patient is present-
ed for consideration. There were primary adrenal insufficiency
with an autoimmune process to 21-hydroxylase and the pres-
ence of autoimmune thyroiditis with the development of hypo-
thyroidism. Results. The clinical manifestations of the disease
were mainly represented by syndromes of hypotension, general
and muscle weakness, hyperpigmentation, weight loss, dyspep-
tic disorders, aggravated by secondary viral infection, against
the background of edematous syndrome. Additional examina-
tion revealed a significant increase in adrenocorticotropic hor-
mone, renin, hyperkalemia, hypercholesterolemia, increased
17-hydroxyprogesterone, thyroid-stimulating hormone, hypo-
thyroxinemia, an increase in antibodies to 21-hydroxylase and

thyroid peroxidase and a decrease in the thyroid volume with
multiple linear inclusions, increased echogenicity. The analysis
of the identified hormonal, metabolic and pathomorphological
changes made it possible to establish the presence of Schmidt’s
syndrome in this clinical case. The treatment with glucocor-
ticoids was accompanied by adverse reactions, which led to
repeated replacement of drugs. The choice was made in favor
of cortef, the dose was carefully titrated under the control of
cortisoluria. The administration of levothyroxine was accom-
panied by the achievement of euthyroidism. Conclusions. The
symptoms of Schmidt’s syndrome with the simultaneous mani-
festation of primary adrenal insufficiency of autoimmune ori-
gin and autoimmune thyroiditis with the development of hypo-
thyroidism differed in terms of a mutually aggravating course.
There were significant difficulties in the treatment of this poly-
glandular syndrome associated with the correction of hypocor-
ticism due to poor tolerance of glucocorticoids, which required
constant monitoring, continuous control of the hormonal and
metabolic status.

Keywords: Schmidt’s syndrome; autoimmune thyroiditis; diag-
nosis; treatment
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Lkara A.B.

HauioHaAbHW MeanHH yHiBepcuTeT imeHi O.O. boromMonsLsi, M. Kuis, YkpaiHa

OCO6AUBOCTI KAIHIYHMX NPOSBIB
i AiKyBaHHS cuHApPOMY LLmiaTa

Pe3iome. Axmyaavnicms. Haituacrie crocrepiraetbcs aB-
TOIMYHHUI TOJINIaHAYISIPHUN CUHAPOM 2-ro Tuiy. LlikaBum €
PO3BUTOK i mepebir cuHapomy Llminra, mo moTpedye BcebiuHOL
MIarTHOCTUKU Y 3B’SI3KY 3 TIOETHAHHSM KiJTbKOX aBTOIMYHHUX €H-
NOKPUHOIATIi i pailioHanpHOi Tepamii. Mema: mipoaHasizyBa-
TU OCOOJIMBOCTI KJIIHIYHUX MPOSIBIB i JIIKyBaHHSI aBTOIMyHHOT'O
TOJIITJIAHIYJIIPHOTO CUHAPOMY 2-TO THUITy Ha KOHKPETHOMY
npukinani. Mamepiaiau ma memoou. [Ins po3risimy mpeacTaBiie-
HUI KJIiHIYHUMI Bunagok cunapomy Ilminara y mamie HTKU Bikom
36 pokiB. Criocrepirajaucst mepBUHHA HEIOCTATHICTh HAJAHUP-
KOBMX 3aJI03 3 aBTOIMYHHUM IpoliecoM a0 21-rinpokcumnasu i
HasSIBHICTh aBTOIMYHHOTO THPEOINUTY 3 PO3BUTKOM TillIOTUPEO-
3y. Peayabmamu. Y KJIiHIYHUX MPOsIBaX 3aXBOPIOBAHHST JOMiHY-
BaJIN CUHIPOMM TilTOTEH3ii, 3arajbHOI Ta M’sI30BOi CIaOKOCTI,
rineprirMeHTailii, BTpaTu Macy Tija, AUCTIENTUIHUX PO3JIaLIiB,
110 TIOCWJIMJIMCSI B pe3yJbTaTi MpUEIHAHHS BipyCHOI iH(eKIii,
Ha TJIi HaOpsIKOBOro cuHApoMmy. /logaTkoBe OOCTEXEHHS BHU-
SIBUJIO 3HAYHE MiIBUIIIEHHS aIpeHOKOPTUKOTPOITHOTO TOPMOHA,
pEeHiHy, TirmepkajieMito, TilepXoJeCTEPUHEMIlO, ITiIBUIICHHS
17-TiIpOKCUIIPOreCTepOHY, TUPEOTPOITHOIO TOPMOHA, TiMOTHU-
POKCUHEMIO, MiABUILIEHHSI aHTUTLI 10 2 1-rifpoKcuiiasu i 10 Th-

PeOoiIHOI TepoKCUaa3u MpU 3MEHIIEHHI 00’€MY IIUTOMOAIOHOT
3aJ1031 3 HASIBHICTIO MHOXWHHMX JIIHIWHUX BKJIFOYEHbB, TiIBU-
IIEHHSM €XOTeHHOCTi. AHaJIi3 BUSIBJIEHUX TOPMOHATbHUX, MeE-
TabOJiYHUX i TaTOMOPGOJOTiYHUX 3MiH T03BOJMB BCTAHOBUTHU
HasIBHICTb y JaHOMY KJiHiYHOMY BuUnaaky cuHapomy llminra.
[MpoBeneHe JiKyBaHHSI TIIOKOKOPTUKOIAMKU CYMPOBOIXKYBA-
JIOCST TOOIYHUMM PeaKkIlisIMU, IO IPU3BEJIO J0 HEOTHOPA30BOi
3aMiHu npenapartiB. Bubip 0yB 3po0jeHuii Ha KOPUCTh KOpPTe-
by, moza Oysna peTesbHO BIATUTPOBAHA IiJi KOHTPOJIEM KOPTH-
3oaypii. [lpu3HaueHHs1 JIEBOTUPOKCUHY CYIPOBOIXKYBAIOCS
IOCSITHEHHSIM eyTupeo3y. Bucnoexu. MaHidecTalliss cMHIpOMY
IImigTa mpu oAHOYACHOMY MPOSIBi IEPBUMHHOI HAMIHUPKOBOI He-
JIOCTATHOCTI aBTOIMYHHOTO IreHe3y i aBTOIMYHHOTO TUPEOIAUTY
3 PO3BUTKOM TilOTUPEO3y BiIpi3HsIACSI B3aEMHO OOTSKJIMBUM
nepedirom. byau 3HauHi TpymaHOILII B JIiKyBaHHI JAHOTO ITOJIi-
MJIAHAYJSPHOTO CUMHAPOMY, MOB’SI3aHi 3 KOPEKIIi€l0 TiMOKOPTU-
LIM3MY, BHACIIOK MOTaHOi MePEeHOCUMOCTI TJTIOKOKOPTUKOIMIB,
110 TOTPEOYBAJIO MOCTIITHOTO CITOCTEPEKEHHSI, HEOMHOPa30BOTO
KOHTPOJIIO 32 CTAHOM TOPMOHATBHOTO i METa0OIIYHOTO CTATYCy.
KirouoBi cioBa: cunmpom Illminra; aBTOiIMyHHMIA THUPEOIIMT;
NiarHOCTHKA; JIIKyBaHHSI
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