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OnddepeHumpoBaHHbIN pak wWuToBUaHON Xenesbl (APLLUM) aBnAaeTca ofgHOM 13 caMblX PacnNpPOCTPAHEHHbIX MNATONOMNIA
cpefy 310KauyecTBeHHbIX HOBOOOPa3oBaHMI SHAOKPUHHOW CUCTEMbI C MPOrPECCHMBHbBIM yBennyeHrem 3aboneBaeMocTy 3a
nocnefHve gecatku net. B ctpyktype [PLLK 3a6oneBaemocTb B 4€TCKOW BO3PaCTHON Fpyrnne BCTPeYaeTcs OTHOCUTENIbHO
pefko 1 obnagaeT NPeBOCXOAHbIMW MPOrHO3aMM B KOHTEKCTE OMYyXOMb-Creundrnueckon BbiXKMBAaEMOCTU. TeM He MeHee
npeobnagaHve y fetein 6onee pacnpoctpaHeHHbIX GopM 3aboneBaHmA 1 YacTOTa pPeLuanBOB CTaBUT Nepes Mexancum-
NAVHaPHOW KOMaHZOoW BONPOChl O BbibOpe ONTMManbHOW TaKTUKM BEAEHWA TakMX NaLueHTOB, C akLEHTOM He Ha paju-
KanbHoe usneveHve ot 3aboneBaHna, HO C COXpPaHeHNeM 1 NoajepKaHriem KayecTsa Xun3Hu. CornacHo JaHHbIM MUPOBOA
NpakTuKK, GakT HanMuMA OHKONOrmyeckoro 3aboneBaHns, BaprabenbHOCTb YPOBHA TUPEOUIHbIX TOPMOHOB B CBA3M C
HeobXo4MMOCTbIO CynpecCcMBHONM Tepanun NMbo NpoBeAeHUA ANArHOCTUYECKUX NCCNEf0BaHNA B YCJIOBUAX NHAYLMPO-
BaHHOrO rMNOTUPEO3a MOXET OTPaXKaTbCA Ha KaueCTBe »KU3HW B BUAE YBENMUYEHUA YaCTOTbl TPEBOXKHbIX U AeNpPeCcCUMBHbIX
CUMMNTOMOB y fileTell U UX poanTenem, KOrHUTUBHOIO 1 ¢usnyeckoro dyHKLMOHUpoBaHuA. MNepeyncneHHbie CMMNTOMBI
MOTYT arrpaBupoBaTb Ha GOHe rMnoTnpeo3a n HenocpeaCcTBEHHO KoppennpoBaTb c yposHem TTI. C Lenbio noaaepxaHua
KauecTBa »KM3HU B Nepunog ANHaMmnyeckoro HabnoaeHusa n pectpatmdurKkaumm rpynn pucka c onpefeneHnem nokasaHumn
K paguonogTepanmun Hamy 6bi1 NpeanoxeH MeTol pefyLUMpOBaHHbIX [03 B KauecTBe anbTepHaTVBbl OTMEHe Tupeons-
HbIX FOPMOHOB [N OLEHKN CTUMYJIMPOBAHHOIO TMPEeOornobynvHa Npu AOCTUXKEHUM NOPOroBoro yposHa TTI>30 MME/n.
B cTaTbe onuncaHa cepua 13 ABYX NALMEHTOB C NMOJIOXKUTENIbHbIM OMNbITOM MPYMEHEHUA METOAA B BUAE OTCYTCTBUA MMNOTK-
peo3-xapaKTepHbIX Xanob, ¢ coxpaHeHnemM cBO6OAHbIX GpaKLMii TMPEOUAHbBIX TOPMOHOB, C OCTUXEHNEM afleKBAaTHOMO
uenesoro ypoBHA TTI n HPOPMATMBHBIMU NOKa3aTeNAMN OMNYXONeBbIX MapKepoB. Pe3ynbTaTbl MccneqoBaHuaA noguep-
KMBaIOT BaXXHOCTb MHAVBUAYaNbHOIO NoAXoAa K TakTuKe BefeHna fetei ¢ [APLLXK, nokasbiBatoT noteHymanbHyo sddek-
TUBHOCTb MeTofa peayLUpOBaHHbIX 403 B NOAAEPXKaHMM KauecTBa XKM3HW 3TUX NauneHToB. [JanbHenwmne nccnefoBaHmna
N KNUHUYecKue HabnogeHna HeobxoaMbl Ans 6onee rnyboKoro NOHMMaHUA NPUMEHUMOCTM AaHHOTO MeToAa U ero BNu-
AHUA Ha AONTOCPOYHbIE pe3ynbTaThl.

KJTIOYEBBIE CJIOBA: dughcpepeHyuposaHHsili pak wumosuoHoU xese3bl; demu; Memood pedyyuposaHHbIx 003 1e80MUPOKCUHA; CMUMYIUPO-
8aHHbIU mupeo2106yuH; dUHaMu4yeckoe HabsoOeHue.

DYNAMIC OBSERVATION IN CHILDREN AND ADOLESCENTS FOLLOWING MANAGEMENT OF
DIFFERENTIATED THYROID CANCER

© Maria V. Reinberg'*, Aleksei V. Kiyaev?, Roman A. ChernikoV?, Irina V. Veresenko?, Konstantin Yu. Slashchuk’

'Endocrinology Research Center, Moscow, Russia
2Ural State Medical University, Ekaterinburg, Russia
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Differentiated thyroid cancer (DTC) is one of the most common malignancies within the endocrine system, with a progres-
sively increasing incidence over recent decades. In the structure of DTC, occurrence in the pediatric age group is relatively
rare and is associated with excellent prognoses in terms of disease-specific survival. However, the prevalence of advanced
disease in children and the frequency of recurrences present interdisciplinary teams with questions regarding the optimal
management approach for such patients, focusing not on achieving disease eradication but preserving and maintaining
quality of life. Notably, the presence of oncological pathology, coupled with fluctuations in thyroid hormone levels due to
therapeutic interventions, underscores the importance of maintaining psychological and physiological well-being that are
affected by the increased frequency of anxiety and depressive symptoms in children and their parents, as well as cognitive
and physical functioning. These symptoms may exacerbate against the backdrop of hypothyroidism and directly correlate
with TSH levels. To maintain quality of life during the period of dynamic observation and risk group re-stratification, we
proposed a method of reduced thyroid hormone doses as an alternative to discontinuing thyroid hormones to assess stim-
ulated thyroglobulin when reaching a threshold TSH level >30 mIU/L. The method was implemented in 2 pediatric patients,
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showing positive outcomes in terms of absence of hypothyroidism-related complaints, preservation of free thyroid hormone
fractions, achievement of adequate target TSH levels, and informative tumor marker indicators. The results of our study un-
derscore the importance of an individualized approach to the management of children with DTC and demonstrate the po-
tential effectiveness of the reduced dose method in maintaining the quality of life of these patients. Further research and
clinical observations are necessary for a deeper understanding of the applicability of this method and its impact on long-

term outcomes.

KEYWORDS: differentiated thyroid cancer; children; reduced doses of levothyroxine method; stimulated thyroglobulin; dynamic observation.

BBEJEHUE

Pak wutoBuaHom xenesbl (PLLUK) coctaBnaeT rpynny op-
dbaHHbIX MaTonorum B CTPYKTYpe 3a60NieBaHUN SHOOKPUH-
HbIX OpPraHoOB B MeAMaTpPMYecKon rpynne, 3aHMMas BTopoe
MeCTO nocsne XOaKKNHCKoM numdombl [1-3]. TeM He MeHee,
COrnacHoO MUPOBOW CTaTUCTMKE, 3a NOCNeHNe AecATUNeTHA
3aboneBaemocTb PLLXK y feTen n nogpocTKoB yBennumnnach
KakK MMHMMYM [iBYKpaTHO 1 npogonxaeT pactu [4]. Mo paH-
HbiM Ha 2021 r., B Poccun 3aboneBaemocTb coctasuna 0,41
Ha 100 000 vyenosek B Bo3pacTe 0-17 net, ¢ NPUPOCTOM
Ha 40% 3a roa [2]. YaenbHbii Bec 3aboneBaemoctn PLXK
oTNnvyaeTca 6oniee BbICOKUMY NMOKasaTensiMu y NOAPOCTKOB
(15-19 nerT), coctaenas 11,8%, cpean petein HamboNbLWNIA
NPOLUEHT NPUXOANTCA Ha Bo3pacTHyto rpynny 10-14 nerT, rae
cocTaBnAer 6,25% [1, 2].

AHanornyHo ctpyktype PLK y B3pocnbix nauveHToB,
B nepuaTpuyeckon rpynne npeobnagaet auddepeHumpo-
BaHHaA ¢opma paka (OPLLUX) c npenmyLyecTBEHHBIM FNCTO-
NOrMYeCKrM TUMOM B BUAE NANUIIAPHOrO, pexxe — donnu-
KYNAPHOrO 1M OHKOUUTAapHOro BapuaHToB [5, 6]. Otnnumem
ABNAETCA YacTasn BCTPeYaeMoCTb 60siee arpeccrMBHOrO Teve-
HWA NaToONornK, ANA KOTOPOro XapakTepHo npeobnagaHuve
SKCTPaTUPEONHON MHBa3NM B Npuiexalue TKaHu LWNTO-
BuAHoN xenesbl (LK), 6onee BbICOKOW pacnpoCcTpaHEeHHO-
CTV nepBuYHOW onyxonu cornacHo TNM-knaccudukauum,
NIOKOPErnoHapHOro 1 OTAANIEHHOro MeTacTa3npoBaHKA, pa-
avooapesucteHtTHocTy (PAP) [7-9].

OpnHako 10- 1 30-TuneTHAA 06LLAs BbIXKNUBAEMOCTb, He-
CMOTPsi Ha 6Goriee arpeccmBHble KIMHMKO-NAaToONIornyeckue
XapaKTEPUCTUKN Onyxonu, gocturaet 6onee 90% [10, 11].
MpuHMMana BO BHMMaHWe 6rnaronpusTHoe TeueHue [PLLK,
OCHOBHbIM MOAXOOM K B€I€HVI0 TaKUX NaLUeHTOB, MOMUMO
XNPYPrmyeckoro fieYeHna U pacCMOTPeHna nocseyioLlen
BO3MOXKHOCTM MpOBefeHUsa paguonoarepanuu, ABnAeTcA
OVHaMUYecKoe HabnogeHue ¢ KOHTponeM 1abopaTopHbIX
N VHCTPYMEHTalbHbIX MoKasaTesiel, NepuoanyHoOCTb Ko-
TOpbIX onpeAenaeTca B MHAMBMAYaNbHOM nopsaake. B npo-
Lecce akTVBHOTrO HabnogeHna SHAOKPUHHDBIN CTaTyC nauu-
€HTa MOXeT HeOOHOKPATHO MEHATbCA C MHAYLMPOBAHHOIO
TUPEOTOKCMKO3a (BBUAY cynpeccun TTT ¢ TepaneBTMYeCKon
Lenblo) Ha TPaH3UTOPHbIV ATPOreHHbIV TMNOTMPEOo3 (BCnes-
CTBYE HEOOXOAUMOCTU OLIEHKN CTUMYSTMPOBAHHbIX MOKa3a-
Tenein TupeornobynuHa (TF) n aHTUTEN K TMpeornobynnHy
(AT kTI)).

B cTaTbe Mbl pacCMOTPVM OOLLYIO0 TAaKTUKY BefieHus ne-
avatpryeckux nauymeHToB ¢ OPLDK, BnnsaHue BpayebHbIX
peleHnn Ha KayecTBO MWU3HM MaUUEHTOB M MPeAsIoKUM
cnoco6 moandurKaumm ANarHOCTUUYECKOro anroputMma ¢ no-
MOLLbIO NMPUMEHEHNA PeayLMPOBaHHbIX 03 NEBOTUPOKCH-
Ha HaTpua (J1T4) kak cnocob oueHku TTI-CTUMYIMPOBaHHO-
ro ypoBHsa TI.
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ANITOPUTM HABNIOAEHUA NALVEHTOB
C AMOOEPEHLIMPOBAHHBIM PAKOM LLIUTOBUAHOM
KENE3bl MOCNE TUPEOUAIKTOMUN

Ba<HbIM 3Tanom B HabnogeHNY NaumMeHToB NOCsIe TUPeo-
UIA3KTOMUU ABASETCA CcTpaTudUKaLms rpynnbl pucka peuu-
[VBa, KOTOpasA AeNUTCA Ha NOCneonepaLmMoHHYI0 1 AUHAMU-
yeckyto [12]. OcHOBbIBasACb Ha peKkoMeHAAUUAX SKCNEePTHbIX
POCCUNCKMX 1 3apyOeKHbIX COOOLECTB, BO3MOXHO KIac-
cMPMUMpPOBaTb NMaLMEHTOB Ha 3 rpynmbl, COMMACHO AAHHBIM
MMCTONOMMYECKOro UCCNeAoBaHNA 1 Ha OCHOBaHUK nabopa-
TOPHbIX MNapaMeTPOB, OLleHNBaeMbIX yepes 3 mecAua nocne
XNPYPrnyecKkoro neyeHus.

K HU3KOM rpynne pucka OTHOCATCA naumeHTbl ¢ pTla-T2
pa3smMepoM OMNyXxoJiv, HearpecCMBHbIM TMCTOTUMOM, OTCYT-
CTBMEM COCYAWCTON K 3KCTpaTtupeongHowm mHeasum, ¢ NO
unm N1a ¢ nopakeHHbIMU NUMPOY3namMu B KONM4YecTee me-
Hee 5, pasamepom <0,2 cm. JTabopaTopHO HU3KOMY PUCKY CO-
OTBETCTBYET HECTVMYNNPOBAHHbIN ypoBeHb TI'<0,2 Hr/mn.

KnpomeXXyTouHow rpynne pucka OTHOCATCA NaLMEHTbI Cof-
HMM 13 MPU3HAKOB: pa3Mep y3/1a NepBMUYHON onyxonn >4 cm,
cocyancTan nHeasma npv nanunapHom PLUXK, makpockonu-
YeCKM MUHMMAnbHOEe 3KCTPATUPEOMAHOE PacnpoCTPaHeHMe,
arpecCyBHBIN  TMCTONIOMMYECKUIN BapUaHT, MOJIOKUTENbHbIN
Kpan pesekummn, cN1 unu pN1 npu nopaxkeHun >5 numdatn-
YecKUXx y3510B, MakKpoMeTacTasbl (pa3mepom <3 cM B Hanbosb-
LUeM M3MepEeHM), yPOBEHb HECTMYNIMPOBaHHOIO T — meHee
1 Hr/Mn (CTUMYNUPOBaHHbIN — MeHee 10 Hr/mn).

K BbICOKOW rpynne prcka OTHOCATCA NauMeHTbl C Hanu-
yMem OJHOro M3 CrefyllWmx NPU3HaKOB: pe3uayasbHas
onyxonb; pN1 ¢ No6bIM MeTacTaTUYECKUM IMMbATUYECKNM
y3/1I0M pa3mepom >3 CM B HaubonblueM U3MEpPeHun; Ma-
KpocKonuyeckasa s3KCTpaTMpeonaHas NHBa3nA; LUMPOKO WH-
Ba3UBHbIN QONIMKYNAPHBIN pak (>4 o4yaros); MOgO3peHne
Ha oTdaNeHHble MeTacTasbl; YPOBEHb HECTUMYIMPOBAHHOIO
TI — 6onee 1 Hr/mn (CTUMYNMPOBaHHBIA — 6osniee 10 Hr/mn).

B npouecce anHamunueckon cTpatnduKaumm KIMHULUCT
MOXET MONYYUTb AaHHbIe, CBMAETENbCTBYIOLWME O PEMUCCIN
3aboneBaHNA, OMOXMMUYECKOM peLuamnBe, CTPYKTYPHOM pe-
umauee NM6H0 HeonpeaeneHHOM onyxoneBom cTatyce [13, 14].

TakTvKa AMHaMUYeCKOro HabnoaeHns, Kak y»ke roBopu-
NoCb, ocHoBbIBaeTcA Ha onpegeneHun TI, AT K TT, TTT, no no-
Ka3saHunam — BbinonHeHue Y3U noxa LK n numdatmnyecknx
y3n0B wewn, KT opraHoB rpyaHON KNeTkn, QUarHoCTuyeckon
cumHTUrpadum Bcero Tena (aCBT) ¢ paguodapmaueBTUYe-
CKMM fleKapCcTBeHHbIM npenapaTtom (POJM) 1-'23/1-3', Mepu-
OAMYHOCTb HAbMIOAEHNA TaKKe NHAUBUAYANbHA: B CpefHEM
nayneHTam HM3KOro prcka pPeKOMEHAOBAHO MPOAOIIKUTbL
OLIeHKY onyxoneBbix Mapkepos 1 pa3 B 6-12 mecaues npu
CTabunbHOM TeyeHWN 3aboneBaHUsi, MPOBEAEHUE BU3Y-
ann3npyLWMX NccnegoBaHNn — Mo nokasaHuAm. Mauyum-
€HTam MPOMEXKYTOUHOro pucka — 1 pa3 B 3-6 mecAues.
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Mpu cTabunbHoM TeyeHWy 3aboNeBaHUS  BO3MOXKHO
NPUAEPXKNBATLCA YKa3aHHbIX BPEMEHHbIX MHTEPBANOB, Of-
HaKO MPU COXpPaHEHMM POCTa NabopaToPHbIX NMoKasaTesnei,
HeornpeaeneHHOro OMnyxosieBoro cTatyca, GrOXMMMYECKOro
peungmea nM60 NPU NOJO3PEHNM Ha CTPYKTYPHbIA peuu-
OVB BO3MOXHO PacCMOTPETb YKOPOYEHWE MNepuopa Ha-
6noaeHna 1 sonpoc o nposedeHun ACBT ¢ POM |-123/]-131,
OTaenbHOMY BHYMaHMIO NOAJIEXKAT NALMEHTbI BbICOKOTO pu-
CKa, B TOM Umncie nocne HEOAHOKPATHbIX KypCOB pagunorioa-
Tepanun (PVT), B Tom uncne pesncteHTHble k PUT, koTopbim
B pAAe C/lyyaeB LienecoobpasHo COKpaTUTb BPeEMS OLIEHKM
OMYXOJIEBbIX MAPKEPOB B AUHAMUKE [0 3-MeCAYHOro UHTep-
Basna. TakMm nauueHTam ropasfo vallye byaet TpeboBaTbCA
NpoBefeHNe BU3YaNM3NPYIOLWMX NCCNeA0BaHMNIA, B TOM YNC-
ne aCBT c POJIN I-'2/1-3" Ha doHe cTumynaunn TTT.

KAYECTBO XWU3HU NALMEHTOB
C AMOOEPEHLIMPOBAHHBIM PAKOM LLUTOBUAHOM
KENE3bI

M3BECTHO, UTO KAuyecTBO KU3HWM MaLMEHTOB, KOTOpble
npownu xmpypruyeckoe neyexHve no nosogy [APLLMK, 3a-
METHO CHWXKEHO MO CPaBHEHMIO CO 340POBOW nonynaunen,
YTO CBA3AHO KaK C BTOPUYHLIMU OCJIOXKHEHMAMU MocCse
OMnepaLNoHHOrO BMELLATENbCTBA, TakK U C GaKTOM Hanuuus
OoHKonoruyeckoro 3abonesanus [15-17]. Cpean Hanbonee
3HAUUMBIX JOMEHOB XWU3HU B UCCIeAOBAHMAX Ha B3POC/ION
nonynauumM Hanbosnee NoABePXEHHbIM N3MEHEHUsAM Oblu
coumarnbHas, ¢UHaAHCOBAsA, MCUXO3MOLMOHANbHAA cdepbl,
dMr3nYecKoe COCToAHUE N coMaTNYecKoe 3gopoBbe [18-20].
B ocobeHHocTn y nauymenToB ¢ OPLLX vawe BcTpeyanuch
NPU3HaKM [OenpecCcMBHOrO PaCcCTPOWCTBA, TPEBOXKHOCTY,
TUpeong-cneunduyeckmne anobbl, a TakKe Takme Hecreu-
ndnyeckme xanobbl, Kak cf1abocTb, NOBbILEHHAs YTOMIIsE-
MOCTb, CHUXEHUE TONIEPAHTHOCTU K GU3NUYECKOW Harpyske
1 6onee GbICTpOE yMCTBEHHOE YTOMeHUe [18, 21]. Tak, B uc-
cnepoBaHuy Dionisi-Vici M. n gp. Ha Bbibopke 13 73 yenoBek
B 67,1% cnyyasx coobLanocb O HaMYMM SMOLIMOHANbHbBIX
npob6nem (genpeccus, CTpax, HEPBO3HOCTb, anaTus, nepe-
XKMBAHWA 1 CTpax 3a NOTEPI0 NMHTEpPeca K UX MPUBbIYHON /
0b6blieHHON akTMBHOCTKM) [21]. Tagay S. u coaBT. coobLatoT
0 NpeBaNMpPOBaHNM TPEBOXKHOIO PaccTponcTaa (62,5%) Hag
CUMMTOMaMU Aenpeccny y NaLMeHTOB B COCTOAHUW TPaH-
3UTOPHOro rmnotTmpeosa [22]. CHMKEHHOE KauyecTBO XKU3-
HY OTMEYanocb B TOM YMCJIE U Y NALUEHTOB, HAXOAALLMXCA
B pemuccuu, 6e3 NpU3HAKOB PELIMAUBUPYIOLLETO TeYEHUs
3aboneBaHua [23], npy 3TOM Jax<e CnyCcTa rofpl HabnogeHus
Yy HEKOTOPbIX MALMEHTOB MOTYT COXPAHATLCA Te WIN MHble
»Kanobbl, NPUBOAA K yXy[LLEHMIO OOLEro cOCTOsHUSA [24].

B oTnnume o1 cTapluen BO3pacTHOM FPynrbl, KONMYECTBO
NCCNeaoBaHUNM, HaNpPaB/eHHbIX HA OLIEHKY KauecTBa XU3HU
cpean AeTern U NoAPOCTKOB, HEMHOFOUYMCNIEHHO, OAHAKO
TaKXe COOOLAeTC O TEHAEHUUN K ee CHUXKEHUIO MO CpaB-
HeHuIo co 3gopoBbiMK feTbMu [25]. Nies M. u coaBT. nsyuu-
JIN KQUeCTBO XKM3HW MNaLNEHTOB, KOTOPbIM AnarHo3 «OPLLMK»
Obl1 YCTaHOBNIEH B OETCKOM BO3pacTte, CMyCcTA B CpefHeM
17 net HabnogeHna. Hecmotpa Ha Hopmanu3auuio 6onb-
LIMHCTBA aCneKTOB WU3HW, MaumneHTbl BCe elle oTMevyanu
Hannune ¢usnyeckux nNpobnem, CHUXEHVE COLMANbHOro
B3aUMOJENCTBUA B CBA3M C NOC/IEAHVM U MOBbILUEHHYO NCK-
Xryeckyto yromnsemocTb [24]. CoxpaHeHne npobnem ¢ du-
3MYECKON aKTMBHOCTbIO MPOAEMOHCTPUPOBAHO U B APYInX
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pabotax [20, 26]. B uccneposaHmm Oren A. n coaBT. obuiee
KauecTBO »u3HU nauymeHTos ¢ [APLLUMK He otnnyanoch ot Ta-
KOBOrO y YYaCTHUKOB KOHTPOJbHOW FPynMbl, OAHAKO Mpu
aHanu3e OTAeNbHbIX MNOKasaTefien YpoBeHb CounanbHON
TPEBOXHOCTM MOBbILLANICA Y NMOAPOCTKOB C 6ONEe BbICOKUM
ypoBHem TTI [27]. dpyrne nccnegosateny mnokasanu, 4to
Kak NoBsblleHne, Tak n cynpeccua TTI moxeT BANATb Ha ypo-
BEHb TPEBOXKHOIO PACCTPONCTBA NaLMeHToB [22].

BJIMAHUE TPAH3UTOPHOIO TMNOTUPEO3A
HA UBMEHEHNA KAYECTBA XXU3HU NALMUEHTOB

Kak ynomuHanocb paHee, MOXXHO OTMETUTb boriee YacTyto
PacnpOCTPaHEHHOCTb UCXOAHO-PACNPOCTPAHEHHbIX GOpPM 3a-
6onesaHns, 60MbwMi NpoueHT PAT naumeHTos, uto TpebyeT
3HauMMo 6oree YacToro NPOBeAEHUst AUHAMUYECKOTO MOHU-
TOpUHra. B pamkax fguHamuyeckoro obcnefioBaHua 6OJbLIYIO
MHOOPMATUBHOCTb OyAET MMETb OLEHKa CTUMYNIMPOBAHHbIX
nokasatenen TI, AT k TI, gCBT B uHgmBmayanbsHOM nopsgke.
C uyenbto ctumynauun TTT n ero goctukeHuna >30 MME/n, Kak
npaBuno, TpebyeTcA OTMEHa TUPEOWAHbIX FOPMOHOB NGO
BBeAeHVe TupeoTponvHa-anboa (off-label y geten) ¢ passu-
TEM ATPOTreHHOrO rMNoTMpPeo3a. B Takom cniyyae rmnotnpeos
OyneT accouMMpoBaH C Pa3BUTMEM OMpeAeneHHbIX HeXena-
TENbHbIX ABMEHUI, B MAaTOreHETUYECKOM Pa3BUTUN KOTOPbIX
3a[1e/ICTBOBaHbI MPAKTUYECKM BCE OPraHbl M CUCTEMbI Opra-
HoB. Kak npaBuno, Hanbornee Yyactble CUMMNTOMbl — 3TO 350-
KOCTb, OTCYTCTBME CUJT, HAPYLLEHWE CHA, CYXOCTb KOXN T.4. [22].
Bo B3pocsion rpynne nauneHToB MOXeT HabnogaTbcs oTsAro-
LeHNEe XPOHMYECKMX 3a00N1eBaHNIA, TaKNX KaK apTepuanbHas
rMNepTeH3uns, noyeyHas HeOJOCTaTOYHOCTb, NMeYeHOoUHas He-
[LOCTaTOYHOCTb, HapyLleHVe NUMUAHOrO OOMeHa, MCUMXOMO-
TOPHOMO COCTOSAHUS, — Yepe3 pas/InYHble ONOCPeOBaHHbIE
mMexaHu3mbl [28-31]. be3ycnoBHO, B neguatpum BCTpeyae-
MOCTb Cepbe3HOI CONYTCTBYIOLLEl NAaTONOrMK, CIOCOOHON He-
raTUBHO MOBNMATb HAa OPraHN3m 3a Nepuom rMMNOTUPEOUIHOIO
COCTOSIHWSA, BCTPEYAETCA HAaMHOTO pexe. K Tomy e, B CBA3M
¢ 6onee nabunbHbIMU MpoLeccamn GU3NONOrNYECKON pery-
NAUMKU TUNoTanamo-rmnodusapHom ocu, npupoct TIT B OT-
BET Ha OTMeHy J1T4 aBnseTca 6onee GbICTPbIM MO CPABHEHNIIO
CO B3pPOC/IbIMU MaLMeHTaMu, YTO B CpefHemM TpebyeT oKoso
IBYX Hefiesib OTMEHbl TUPEeOoVAHbIX FOpMOHOB. OfHaKo Ume-
I0TCA UCCNefOoBaHMs, CBUAETENbCTBYOWME O BEPOATHON ac-
coumauun rmnotTupeosa y geten C yxygleHrem nokasarenen
nunuagHoro npoduns, NPUPoOCTa MeYeHOUHbIX (GepPMEHTOB,
KpeaTyHWHA, YBENMYEHEM BUCLIEPASIBHOTO »KMPa, YTO JOSX-
HO ObITb MPVHATO BO BHVMMAHMWE B MHAMBUAYaJIbHOM MOpsiaKe
[32-35]. BepoATHO, NOTEHUMPOBAHNE HEXXenaTeNbHbIX ABMe-
HUN N CHUXKEHNE KaueCTBa XKMN3HW CBA3AHO KakK C ANUTeNbHO-
CTbi0, TaK 1 C BbIPaXKEHHOCTbIO rMnoTupeosa [36]. B uccneposa-
Hun Habib A. v gp. Ha 847 nauneHTax Bo3pacTtoM oT 2 o 18 net
€o06Lanocb 06 OTCYTCTBUM CTAaTUCTUYECKN 3HAUYMMOTO U3Me-
HeHWs MoKasaTenen NUNUAHOro nNpoduna Npu CyoKnuHUYe-
CcKOM runoTmpeose [36]. OTaenbHoe BHYMaHWe CTOUT yAennTb
CHVKEHUIO KOTHUTMBHBIX GYHKUMIA, B TOM UYMCe BHMMAHMS,
MaMATK, CKOPOCTM PeaKLMU B OTBET Ha MOBBILLIEHNE YPOBHSA
TTI [37-39], UTO MOXET BAUATb KaK Ha coLmanbHOe B3anMO-
LencTBUe, TaK 1 Ha LLKOJbHYH yCreBaeMocTb. Henb3s He yno-
MSHYTb O pa300LleHny B MPUBLIYHOM YyKnage poputenen/
onekyHoB geten ¢ [IPLLX, koTopble, N0 faHHbIM HEMHOFOUNC-
NEHHBIX UCCNEeOOBaHWI, TaKKe UCMbITbIBAIOT CTPECC OT Hanu-
Yl OHKONIOrMYeCKoro 3aboneBaHus y pebeHka [40, 41].
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METOZA PEAYLIMPOBAHHbBIX 103 KAK CNOCOB
COXPAHEHWA KAYECTBA KU3HUW NALMEHTOB
B NEPUOA ANHAMUYECKOTO HABNIOAEHUA

MprHUMas BO BHUMaHUsi Bce $aKTopbl, CMOCOOHbIE Mo-
BAATb Ha YXyALIEHME TeyeHus 3aboneBaHus, a Takxe ya-
CTyl0 B3aUMOCBA3b OTPULATEIbHOW AUHAMUKM KayecTBa
XM3HU Y NaLUMEHTOB NeauaTpPUYecKon rpynmbl 1 UX poanTe-
nem, Hamu Obin NpPeaioXKeH u onpoboBaH MeTox peayLMpo-
BaHHbIX |03 B aCMeKTe MHAMUYECKOro MOHUTOPWHIa nauu-
€HTOB MocC/e XUpypruyeckoro fieyeHnsa no nosogy APLLUMX.
MeTop 3aKnoyaeTca B CHUXKEHUN 3amecTuTenbHom ao3bl JIT4
Ha HEeMnoJIHyl0 3aMeCTUTESNIbHYIO, BblUMCNAEMYI0 B CpedHeM
Kak 0,8-1,0 MKr/Kr npenapara B CyTKU. KoHTponb ypoBHA TTI
NpoBOANTCA Yepes 4 Hefenu, U B CJlyyae HeJOCTUXKEHMA Lie-
neBbIX Nokasatenemn (>30 MME/n) cHMXKaeTca AONONHUTENbHO
Ha 12 mkr. NpogomkeHuve npuiema J1T4, BO-nepBbix, MOBbILLA-
€T KOMMJIAeHTHOCTb MauMeHTa 1 cucteMaT3upyeTt K nocTo-
AHHOMY PEXMMY Mpuema npenaparta, YTo 0COOEHHO BaXkHO
ANA nefnaTpuyeckon rpynnbl. Bo-BTOpbIX, CHMMXeHHas [03a
Mo3BONAET YAEPKMBaTb CBOOOAHblE (PAKUMM TOPMOHOB
Ha ONTMManbHOM YPOBHE, NPV JOCTVPKEHNM afileKBaTHOMN CTW-
mynsauum TTT 1 conoctaBumo 3¢pdEKTVBHON OLEHKe MOKa3a-
Teneun ctumynuposaHHoro TI, AT K TI' B cpaBHeHMY € NONHON
OTMeHOI npenapaToB. B knuHnyeckon npakTrke nogobHas
pabota Obina NpoBefieHa B KaYeCTBe NMOATOTOBKM MALNEHTOB
B3POCION rpynmbl K nposeaeHnio PUT [42]. OgHako maHHbIX
O MPOrHOCTUYECKON LLIEHHOCTN MeTOAA Y AeTel 1 NOAPOCTKOB
Kak cnocoba noarotoBku K PAUT unm guarHoctnyeckon cLmH-
TUrpadUn HET, YTO MOXKET NOTPEHOBATL JarIbHENLLEN OLIEHKN.

DNanee npencTtaBneHbl AaHHbIe ABYX NaLMeHTOB (Tabn. 1,2)
B Bo3pacTe 8 1 16 net Ha momeHT onepauun ¢ OPLXK. Ma-
LMeHTaM Oblfa BbIMOSIHEHA TUPEONIIKTOMMSA C PA3NYHbBIM
o6bemom NMMbOANCCEKLUN, NCXOAHO CTPaTUULMPOBaHBI
KaK HU3KWI 1N NPOMEXYTOUHBIAN PUCKU peLmanBa COOTBET-
CTBEHHO, COrnacHo defepanbHbIM KIVHUYECKNM PEKOMEH-
pauusam. MakcrManbHbI nepuog HabnogeHus cocTaBui
72 mecsaua.

MaumeHT N1 B BO3pacTe 15 neT 6bin NpooneprnpoBaH
B vioHe 2017 r. B obbeme TUPEOWUZIKTOMMM MO MOBOAY

Ta6bnuua 1. InHamunka nokasatenein nayveHTta N1

MPLUM. Mo pesynbratam rmcTonorMyeckoro nccnefoBaHns:
MPLLUX, mynsTdoKanbHbIA TN POCTa, C JOMUHAHTHBIM Y3-
IOM MakcumarsnbHoO o 1,5 cm, TUNWYHOro CTpoeHus, C NHBa-
3uei Kancysbl xenesbl 6onee 500 MKM; y3na B nepeLueiike
0,3 cm, HanMuMem HEMHOTFOUYMUCNIEHHbIX PACCeAHHbIX MCaM-
MOMHbIX Teney. [pM3HAKOB MHBa3UN KPOBEHOCHBIX COCY-
0B, NMMQOBACKYNAPHON UMM NEePUHEBPANIbHON UHBa3Nu
HeT (pT1b(m)NxMO, ctagus |). MNopaxkeHne nUMbaTNYECKNX
Y3/10B He NoAaBaNioChb OLEHKe BBUAY 06bema onepaTriBHO-
ro BMellaTenbCTBa (6e3 NpoduNakTMUeckom LeHTPanbHOM
numoognccexkumnn).

[anee npoeefeHo 5 Touek KoHTpona ¢ 2017 no 2023 rr.
C vHTepBanom 1 pa3 B MecAL B TeyeHue Tpex MecALeB, Ja-
nee — no HeobxoauMOCTH, € 3GHEKTUBHBIM MOBBILLIEHVEM
TTI Bo BCex criyyasix Ha GOHe NpPUMeEHeHUs MeTofda peny-
LMPOBaHHbIX [03 (yMeHblUeHMe Ao3bl A0 1 MKI/Kr Ha 4 He-
Jenv ona oueHku ctumynuposaHHoro TT). B neprog mexay
peaykuven go3sbl JIT4 naumeHT npuHMMan npenapar B 3ame-
cTuTenbHom go3e 100-112 MKr/cyTKu.

Ha ¢oHe HeperynapHoro npriema 3amecTUTENbHOWN
fo3bl JIT4 npn nocnegHem KoHTpone ypoBeHb TTT cocTta-
Bun 13,97 MME/n, c nosbiweHuem T go 7,18 Hr/mn n yBe-
NMYeHneM ocTaToYyHOM TKaHu B noxe LXK no 13 mm (+8 mm
OT Havana HabniogeHus). YunTbiBas OTCYTCTBME [aHHbIX
3a CTPYKTYPHbIA peunpms (Ha NpoOTsKeHWUM 6 neT Habnio-
ZeHus, no gaHHbiM KT OFK, yuactok ¢prnbposa — 3 mm 6e3
OVMHaMUKK, OTCYTCTBME M3MEHEHHbBIX TMMbaTUYeCKUX y3/10B
Ha Y3 wen), MOXXHO NPeanoNOXNTb, UTO POCT OCTaTOYHOM
TKaHW COOTBeTCTBYeT ypoBHIO TI. YuuTbiBas He3HaunTesNb-
HYI0 AUHAMUWKY KaK CTUMYIMPOBAHHOIO, TakK U HECTUMYNN-
poBaHHoro Tl B TeueHue 6 neT, Mbl MoOMaraem, 4Yto HeT He-
0bxoaumocTn B nposeaeHun PUT octatouHom TkaHu LUK
abnAumMoHHoM akTMBHOCTBIO I-131. Mpr HapacTaHUN YPOBHSA
TI BO3MOXHO MpoBefeHMe AUArHOCTUYECKOWN CLUMHTUrpa-
M Bcero Tena ¢ pelweHrem sonpoca o PAT.

M3 Bceln BIBOPKM HamMy HAMEPEHHO NPeACTaBNeH Nauu-
€HT C HU3KOW KOMMNETEHTHOCTbIO K FOPMOHO3aMeCTUTENIbHON
Tepanuu, YTo MOXET CKa3blBaTbCA Ha HM3KOW Npe3eHTabenb-
HOCTM MeTofa. TeM He MeHee, yunTbiBasA BCe NPEnATCTBYIO-
wue GpakTopbl, HAM YAANOCb BbICTPOUTb UHAMBUAYASbHBIN

ceT4

KO.I:T‘:)KOaHSI AO?;\:KJ:T4' M.Il;l.:-Er;n M(l\::;iin) H:/::m ATKTI Busyanusupyowme metoabl
1(2017r) 50 30,0 18,8 1,57 HopMa KT: ouar ¢pnbpo3sa 3 mm
2(2017r) 50 33,6 12,8 5,17 HopMa -

2017 r.* 100 0,22 16,9 0,82 HOpMa -
3(2017r) 50 (H.*¥) 113,6 9,41 7,24 HOpMa Y3W (ocTaTouHasA TKaHb B JIOXe 40 5 Mmm)
4(2018T.) 50 26,9 15,9 11,89 HOopMa Y3U (B noxke 1o 7 MMm)

2019 r.* 112 1,9 17,7 0,66 HOpMa -

2020 r.* 100 0,862 19,32 1,44 HopMa -
5(2021r) 50 195,1 1,1 33,62 HOpMa Y3U (B noxke 1o 9 Mm)

2022 r.* 100 (H.*¥) 5,6 17,7 2,99 HOpMa

2023 r.* 112 1,4 17,2 1,84 HopMma -

2023 r.* 112 (H.*¥) 13,97 16,9 7,18 HopMa Y3 (B noxe Ao 13 mm)

*[IMHAaMUYECKNI KOHTPOJb OMYXOJeBbIX MapKePOB NPOBOAUICA Ha GOHe 3amecTUTeNbHOM J03bil JTT4.
** HeperynapHbii npuem JIT4.
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Aara Aos;:xj:n" M.II;lrEr;n (9—22c:::mb/n) H:l::m AT-Tr Bmyaﬂ:::::x'wl“e
21.01.22 50 116,6 11,30 1,30 HopMma
21.02.22 50 145,3 12,37 1,47 HopMma
21.03.22 62,5 107,8 13,87 0,66 HopMma Y3U «-»
08.06.22 100 14,1 17,33 0,07 HopMa
24.08.22 125 0,86 - 0,10 HopMma
30.11.22 125 0,19 - 0,13 HopMma Y3U «-»
01.03.23 112 1,35 - 0,10 HopMma

niaH BeAeHMA TAaKoro MaLueHTa, C ConocTaBleHnem 6uo-
XUMUYECKNX N CTPYKTYPHbIX AaHHbIX, YTO NPV AeTaslbHOM
obcyxaeHUN MynbTUANCUUNIINHAPHOW KOMaHAoW NpuBeo
K 6onee nabunbHON TakTuKe BefeHUA OOMbHOrO 1 OTKasy
OT NPOBeAEHNA pagnoroaTepanun Ha MOMEHT NOC/IeAHEro
KOHTPOJIbHOTO HabnogeHusA. MprumeyaTtesibHO, UTO YPOBEHb
¢BT4 Ha ¢oHe pepyLmpoBaHHO f03bl JIT4 ocTaBancs B npe-
nenax pedpepeHca, HECMOTPA Ha 3HauMMoe noBsbiweHne TTT
(113,6 n 195,1 MME/n). 3a neprop HabnogeHNs xKanobbl, Xa-
paKTepHble ANA CUMNTOMOB r'MMOTUPE03a CO CTOPOHbI NaLu-
€HTa, TaKXe OTCYTCTBOBASIN.

MauneHT N°2, B BO3pacTe 16 neT B fAekabpe 2021 r. npo-
BeeHa TMPEeOUa3KTOMMA, LeHTpanbHas MMbageHIKTOMMA
WwenHan pacwunpeHHas no nosogy MPLWK. lmctonornueckoe
nccnefoBaHme: NAaNnUINAPHDBIA pPak WUTOBUAHOW »Kene3bl,
CONUAHBIA BapuaHT, MynbTMOKabHbIA TN POCTa C JOMU-
HaHTHbIM Y3/10M 2,2 CM, C MHBa3nen Kancynbl Joan n pac-
NPOCTPaHEeHMEM NCAaMMOMHbIX TENEL, B XKMPOBYIO KIIeTUaTKY.
Ounddy3Hbin Tpeonaut XawmumoTo. B matepurane 21 numoa-
TUYECKMI y3en, B 12 13 KoTopbix (4o 1,7 cm) oGHapy»KeHbI
MeTacTasbl NaNUAIAPHON KapLMHOMbI LUTOBUAHON efe-
3bl, MHOTIe — C CyOTOTasfibHbIM BbITECHEHMEM NMMpONS-
HOWN TKaHW; pparMeHT TKaHW OKOJIOLMTOBUOHOW »Kene3bl
(0,4 cM) TMMMYHOrO TUCTONIOMMYECKOrO CTPOEHUA. pT2(m)
pN1a(12/21)MO, cTaxk HabnogeHna — 1 rog 3 mecaua.

B pmaHHOM cnyuyae B TeuyeHMe MepBblX Tpex MecAueB
nocne onepaumm MakCcMManbHbI ypoBeHb Tl coctaBun
1,47 Hr/mn, Npu 3TOM, HECMOTPA Ha BbICOKME MOKasaTenu
TTr (145,3 mME/n), cBT4 Haxoaunca B pedepeHCHOM Ana-
nasoHe (12,37 nmonb/n). JaHHbIX 32 CTPYKTYPHbIN peLauns,
no gaHHbiM Y3 u KT (goonepaunoHHo), He 6bi1o BbisBE-
Ho. [lMHaMMKa YKa3aHHbIX MOKa3aTenen CBUAETENbCTBYET
O paguKanbHOCTU MEPBUMYHOIO XMPYPrmyecKkoro JieyeHus,
CNneaoBaTeNbHO, MaLMEHT MOXET OblTb TaKXe pecTpaTtndu-
LUMPOBaH B rpynny HU3KOrO pucka 1 NPOJOCIKNUTb AMHAMU-
yeckoe HabngeHne 6e3 OONONTHUTENbHOIO JIeUeHUs paau-
OAaKTMBHbIM NOZOM.

3AKNIOYEHUE

[rHamunueckoe HabnogeHne ABNAETCS HeOoTbeMSIEMOW
YyacTbto anropuTma BefeHua nauueHTtoB ¢ [PLUXK. Cranpap-
THO MpUIMeHAemasa NpakTuka B Buge otMmeHbl J1T4 y pgeten
1 MOAPOCTKOB C Uenbio ctumynauuy TTT no 6onblien yactu
NepeHoCUTCA NauneHTaMmm yaoBneTBOpUTENbHO, OHAKO BCe
elle COMpPsPKEeHA C HEKOTOPbIMU HEraTUBHbIMU 3bdeKTamu,
COMPOBOXAALWMMUNCA CHPKEHMEM KayecTBa »KM3HW, OTPU-
LaTeNibHbIM BIIVAHMEM Ha CoLManbHoe GYHKLUOHMPOBaHYE,
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B TOM YMC/e Ha LKOJIbHYIO YCMEBAEMOCTb, N aKTVBHOE B3a-
NUMOAENCTBNE CO CBEPCTHUKAaMU. YUMTbIBaA Takme anngemu-
OJIOrMYeCcKUe faHHbIe, KakK Hanbonbluas BCTPeYaeMoCTb MNa-
Tonorum B Bo3pacte 15-19 net, npeobnagaHvie B CTPyKType
3a6051eBaEMOCTI XEHCKOTrO MoJia 1 B abCconioTHOM H60bLUINH-
CTBe 6MaronpPUATHBIV OHKOJIOrMYECKUI MPOrHO3, Ha NePBbIN
MnaH BbIXOQUT COXPaHEHMe KauyecCTBa »KMU3HW MauMeHTa Kak
B MEPVOf aKTMBHOIO HAGMIOAEHUS, TaK U MEXIY KOHTPOJSib-
HbIMW BM3UTaMU. BaXXHbIM acneKkTom ABNAETCA 3aBUCMMOCTb
KauecTBa XV3HW He TONbKO OT BapuabenbHOCT ropmMoHarb-
HOro CTaTyca, HO TaKXe M OT Ha3HauyeHus «npodunakTuye-
CKOM» Tepanun paguoakTUBHbIM NOAOM, aCcCOLMMUPOBAHHON
C HexenaTtesibHbIMU ABNeHUAMA [43] ArarHoCTUYEeCKNx o6-
CfleloBaHUi, YacToTbl KOHTPONA J1abopaTopHbIX 1 UHCTPY-
MEeHTaNbHbIX NoKa3aTtenen 6e3 HeobxogmumocTu. B xome au-
HaMnyeckoro HabnogeHVa 1 pecTpaTMduKaLmm BblsSIBIEHO,
YTO MCMONb30BaHME METOAA PeAyLMPOBaHHbIX [03 JIeBOTU-
POKCMHa MoKa3aso obHageXuBaloLLme pesynbTaThl B acneKkTe
nognaepxaHusa HopmanbHoln ¢yHkuum LK ¢ coxpaHeHuem
ONTUMAJbHBIX YPOBHe CBT4, a TakKe B KauecTBe 3ddeKTus-
HOro crnoco6a 0CTaToOUYHOro nosbieHua TTI AnA oueHKu
ctumynuposaHHoro TI 1 onpegeneHna NoKasaHUM K pagmnon-
opabnauuu. icxops n3 faHHbIX HAOMOAEHWS, MOXXHO Npeano-
NOXWTb LIenecoobpasHOCTb NPOBEAEHUs paaronoaTepanum
Npw NOBbILEHNW CTUMYNIMPOBaHHOIO TI>10 Hr/mn B nepBble
3-6 MecAUeB KOHTPONA Nocsie XMPYPruyeckoro 3tana jeye-
HMA (y NaLMEHTOB BbICOKOrO prCKa peunamnBa), B OCTaNIbHbIX
cny4yasx, B OTCYTCTBME [aHHbIX 3a CTPYKTYPHbIA peuuans
npu Y3WU/KT, Bupaxka MmapkepoB 3aboneBaHus, bonee npeg-
MoYTUTENbHBIM OyZeT AMHamMnyeckoe HabniopeHve. MeTon
peayumnpoBaHHbIX AO3 MOXET CTaTb anbTepHaTMBOW MOMHOM
OTMEHbI JIEBOTUPOKCHMHA HaTpUs, B TOM UMCIie BBUAY CPaBHU-
TeNbHO MeHbLUen CTUMYNAUMn ypoBHA TTT, uTo B TOM uucie
MOXET CKa3blBaTbCA Ha OTCYTCTBUM T T-3aBUCUMOrO BAVAHNA
Ha poCT ocTaToyHOM TKaHu LLIXK. Ha gaHHbIN MOMeEHT nccnepo-
BaHMe UMeeT psAJ HeAOCTATKOB, B BUAE HEGONbLLION BbIOOPKU
MaLMEHTOB, OTCYTCTBUS OOBEKTUBU3ALUN OLIEHKU KayecTBa
MKU3HU NPV NOMOLLY BaJIMANPOBAHHbBIX ONPOCHNKOB, OLLEHKM
BUOXUMMYECKMX MOKa3aTenen 1 OTCYTCTBMA OMbiTa Npume-
HeHMA Ha MauMeHTax B3pOoCsion rpynnbl. Mbl TakXke He nc-
cnepgoBany 3¢HeKTVBHOCTb METOAA B KaUecTBe NMOArOTOBKM
K OMAarHOCTUYECKUM WCCNEAOBaHMAM (CUMHTUrpadua BCero
Tena ¢ I-'*') n HenocpeaCTBEHHOTO NeYeHUst PaANOAKTUBHBIM
nogom. Kpome Toro, cpaBHUTENbHasA COMOCTaBUMOCTb 1 3¢-
$EKTVBHOCTb MeTOAA OLeHMBanacb PETPOCNEKTUBHO MO OT-
HOLLEHUIO K Fpyrne NaLueHTOB Ha MOJSIHOW oTMeHe J1T4, 6e3
yyeTa UX MCXOOHOrO KauecTBa »M3HW, YTo TpebyeT nposese-
HMA AanbHEMWNX NPOCMEKTUBHbIX nccnegosaHni. Cnegyet
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OTMETUTb, YTO AaJibHENLLee anpobrpoBaHMe MeToda Ha Na-
LMeHTax pa3Ho BO3PAaCTHOWN rpymnnbl AOMKHO NMPOBOAUTHCA
B CMeLnanu3mpoBaHHbIX YUPEXKAEHNAX COBMECTHO C KBanu-
duumpoBaHHO NPOodUNIbHON KOMaHZOW CNeLuanucToB B 06-
NacTV OHKOIHAOKPVHOMOMNK, C 0653aTeNbHbIM MHPOPMUPO-
BaHWEM ¥ corfiacvem naLueHTa.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHuk ¢puHaHcupoBaHuaA. PaboTta no noArotoBke pykonucu npo-
Be/leHa B pamMKax rocyfjlapcTBeHHOro 3afaHus «Mccneposarue papmakobe-
30MacHOCTY TePaHOCTUYECKMX PafMopapmMaLieBTUYECKMX JIeKapCTBEHHBIX
npenapaTtos C NCMOb30BaHVeM rMOPUAHO MONEKYNAPHON BU3yanunsauum
B ANArHOCTVKE 1 JIeYEHUN SHAOKPUHHDIX 1 OHKOJIOrMYeCcKnx 3aboneBaHuii

B [IETCKOW 1 B3POC/ION BO3PACTHbIX rpynnax». PermcrpaumoHHblii Homep
EFMCY HUOKTP 123021000041-6.

KoHpnuKT mHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIVKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTb.

YyacTue aBTOpOB. Bce aBTOpbI MOATBEPXKAAIOT COOTBETCTBME CBOETO
aBTOpCTBa MexayHapognHbim KpuTepuam ICMIE (Bce aBTopbl BHeCM Cylue-
CTBEHHbIV BKaA B pa3paboTKy KoHUenuuu, nposefeHve uccnefoBaHna
1 MOAroTOBKY CTaTby, NPOUNUN U opobpunu GuHanbHylo Bepcuto nepea ny-
6nukaumen).

Cornacue naumeHTa. MauneHTbl JO6POBOIBHO MOANMCANN UHPOPMU-
poBaHHoOe corniacue Ha ny6avKaLmio nepcoHanbHON MeaNLIMHCKON MHop-
Mauun B obesnnyeHHo popme B KypHane «KnmHnyeckas 1 sKkcnepumeH-
TanbHasA TUPEOWNAONOTAY.
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HaunoHanbHbIN MegNLMHCKUI NCCie[oBaTeIbCKM LeHTP SHAOKpUHonorum, Mocksa, Poccua

TabakokypeHne — rnobanbHaa npobnema 3apaBooxpaHeHUs y»ke MHorue roapl. OcobeHHO OHa ycyrybunacb ¢ MOMeHTa
MacCOBOr0O NpPon3BOACTBa TabauHbIx n3aenuin. [laBHO He ceKpeT, YTo TabakoKypeHue NpoBoOLMpPYeT pasniMyHble 3abonesa-
HUSA, B TOM UYnCie SHOOKPUHHbBIE, U CMOCOOCTBYET X MPOrpeccMpoBaHuio. B HacToAwee Bpema N3BECTHO O POSI FreHeTMYe-
CKOW NPefpacnonNoXXeHHOCTUN K Pa3BUTUIO TUPEOMAHOWN NaTOMOMMN 1 MOTEHLNANIbHON PO Pa3fMYHbIX CPeaoBbix GakTOpPOB
B MaHndecTaunm 3aboneBaHni WUTOBUAHON xene3bl (LLXK). Hapagy ¢ notpebneHrem nopga, TabakokypeHue — cyLiecTBeH-
HbI GaKTOp prCKa, BANAKLWMIA Ha GyHKLUMOHanbHoe cocToaHne n o6bem LK. C noABneHnem aneKTPOHHbIX cMrapeT Kak
anbTepHaTMBbI TabauHbIM N3AENNAM BO3HMK 3aKOHOMEPHDIN BONPOC: KAaKoe BO3AENCTBME OHM OKa3bliBalOT Ha TUPEOUAHbI
cTartyc?

HacToAawuin nutepaTypHblit 0630p 0606LaeT COBpeMEHHbIE NPeACcTaBNeHNA O BANAHMM KypeHua Ha LK, Bkntoyan ero B3a-
MMOCBA3b C U3MeHeHnem dyHKumm LXK, pa3sutnem n nporpeccupoBaHuem 3abonesanui LLXK.

KJTIOYEBbIE CJ/IOBA: HUKOMUH; mUOyuHam; 3Kcmpakm cuedpemmHozo 0biMd; maba4yHas npodykyus, mabakokypeHue; 6oe3Hb [peligca; 3H-
00KpUHHAA ogpmanbMonamus; dymouMMyHHbIU mupeoudum; ouggy3Hslli Hemokcudeckul 306; pak WUMmMosuUOHOU XeJsle3bl; 371eKMpPOHHbIE
cucmemsl 00CMABKU HUKOMUHG.

TOBACCO SMOKING, E-CIGARETTE AND THYROID: WHAT ARE THE RISKS OF THYROID
DISORDERS

© Irina M. Belovalova, Ekaterina S. Shugurova, Maria O. Korchagina*, Tuyana N. Borkhoeva, Marina S. Sheremeta

Endocrinology Research Centre, Moscow, Russia

Tobacco smoking has been a global health problem for many years. It has especially worsened since the mass production of
tobacco products. Tobacco smoking provokes various diseases, including endocrine diseases, and contributes to their pro-
gression. It is now known about the role of genetic predisposition to the development of thyroid pathology and the poten-
tial role of various environmental factors in the manifestation of thyroid diseases. Along with iodine intake, tobacco smoking
is a significant risk factor affecting the functional status and volume of the thyroid gland. The introduction of electronic
cigarettes as an alternative to tobacco products has raised a legitimate question: what effect do they have on thyroid status?
The current literature review highlights current knowledge on the effects of smoking on the thyroid, including its relation-
ship to changes in thyroid function and the development and progression of thyroid disorders.

KEYWORDS: nicotine; thiocyanates; cigarette smoke extract; tobacco products; tobacco smoking; graves’ disease; graves’ ophthalmopathy;
autoimmune thyroiditis; goiter; thyroid neoplasms; electronic nicotine delivery systems.

BBEJEHUE

Mo paHHbIM BcemmnpHom opraHm3sayum 3gpaBooxXpaHeHns
(BO3), noTpebneHne Tabaka ABNAETCA OQHOW U3 BemyLUX
NPUYNH CMEPTHOCTU (eXXerogHo 6onee 8 MUNIVIOHOB YeNoBEK
yMUpatoT OT ynoTpebneHna Tabaka)  UHBaNMAHOCTY B MUPeE.
TabakoKypeHune MpefCcTaBnseT CYLeCTBEHHYIO Yrpo3y AN
3[0POBbsA HACENEHMA 1 HeCeT 3a coboli HeraTUBHblE Meau-
UMHCKMe, gemorpaduryeckme n coumanbHO-3KOHOMUNYECKME
nocneactsus. MaccuBHOe KypeHue TakXe OKa3blBaeT He-
6naronpuATHOE BNUAHVE Ha 300POBbE — CMEPTHOCTb, CBA-
3aHHaA C MacCVBHbIM KypeHuem, goctuiraeTt 1,2 MunanoHa
yenosek exerogHo [1]. B Poccninckon Oepepaumm Kaxkabii
ro oT 3ab0neBaHUN, CBA3aHHbIX C NoTpebneHem Tabaka,
normnbatot ot 300 Tbicay Ao 400 TbicAY Yenosek [2]. Bo Bcem
MUPE OCHOBHBIMY MPUUYNHAMUN CMEPTY CPefn KypPUbLLMKOB
ABNATCA pecnunpatopHble (XOBJ), ceppeuyHoO-cocyamcTble

(MBC, MwemMnYeCcKnin NHCYNbLT, reMoppParnyecknin NHCYNbT)
3a60/1eBaHNA U 3/10KAYeCTBEHHbIE HOBOOOPa3oBaHus [3-8].
N3meHeHne 06pasa »KM3HW C OTKA3OM WM COKpaLLEHMEM
TabaKOKypeHUA MOXKET CHU3WUTb 3ab0NeBaemMoCcTb U CMepT-
HOCTb B JaHHOW nonynaAumm [9].

3aboneBaHua wWuToBMUAHOM Xenesbl (LK) — nouTn ca-
Mas YacCTo BCTpeYyaemMas NaTonornsa SHAOKPUHHOWM CUCTEMDI.
B 1x pa3BuTUM BaXKHYIO POSib UrpaloT reHeTUuYeckas npeg-
PacnoNoXeHHOCTb, CPeaoBble, MCUXOCOUMANbHbIE U WH-
¢deKkunoHHble dakTopbl. Bce 6onblue fokasaTenbCTB Haka-
MIMBAETCA B OTHOLLEHMM TOTFO, UTO TabaKOKypeHne — ofuH
13 3HauUMMbIX GAKTOPOB PUCKa, BnmAWKMX Ha LK. Kpome
Toro, TabakokypeHve obnajaer npAMbIM MOAABMAWNM
JencTBueM Ha runodus, yrHetas QyHKLMIO ero cekpeTop-
HbIX KneTok [10]. KypeHune, B TOM umciie nacCMBHOE, MOXET
NPUBOANTb K CHIKEHUIO YPOBHS TUPEOTPOMHOro ropmo-
Ha (TTT) ¥ noBbIWEHUIO YPOBHEWN TpUMOATMPOHMHA (T3)
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N TUPOKCUHa (T4), HO B pAfe C/lyyaeB MOXET HabnogaTbca
obpaTtHoe — noBblweHre TTI U CHUXKeHUe YPOBHA OATU-
POHWMHOB WS OTCYTCTBME M3MEHEHU B TUPEOVAHOM CTaTy-
ce [11-18]. MpoTuBopeumBbIe AaHHbIE O BANAHUN TabaKOKy-
peHMUA Ha TMPEOUIHbIN CTaTyC, CKOPee BCero, 00yCoBEHbI
CTaXkeM TabaKOKYpeHWA B M3yyaeMomn Nonynsaunum n retepo-
FEHHOCTbIO MOMYNAUUN, BO3AENCTBMEM JpPYrux $GakTopoB
pU1CKa, a TakXKe 6oNbLINM KONMYeCTBOM COeaANHEHUI B Taba-
Ke, KOHLEHTPaL A KOTOPbIX Pa3HUTCS B 3aBUCUMOCTU OT Mo-
Tpebnaemol TabauHom NPoayKLUK, Kak 1 ux 3bdeKTbl

OBbIYHbIE CUTAPETbl — YTO B X COCTABE
HAUWBOJIEE ONACHO ANA LWXK?

OG6blYHble crrapeTbl CocToAT U3 6onee yem 7000 coegu-
HEHUN, a B NpoLecce NX CKUraHUA JOMONHUTENbHO obpa-
3yl0TCA KpaliHe TOKCUYHblE BelecTBa. BbisBNeHO HecKosb-
KO COeAUHEHUN, NTPAIOLLMX KITIOYEBYIO POJib B NaToreHese
pa3nnyHbIX 3a00eBaHNI Kak Y akTUBHbIX, TaK 1 Y NAcCUB-
HbIX KypunblwuKkoBs [19]. OgHO 13 Taknx cCOeANHEHNI — HU-
KOTWH, ankanoug, cogepalmncs B TabauHbix pacTeHmaX
W OOWH U3 FMaBHbIX KOMMOHEHTOB TabauHbIx nusgenmin. Hu-
KOTVMH OKa3blBaeT BNMSHME Ha HEPBHYIO CUCTEMY yepes
HelpOHasibHble HUKOTVHOBbBIE aLeTUIXOJIHOBbIE peLenTo-
pbl FONIOBHOTO MO3ra, MPUBOAA K Pa3BUTUIO 3aBUCKMOCTH,
0CcobeHHO y npeapacnonoXeHHbix nuy [20]. Mpwu nsyyeHuu
3¢ddekToB 3T0r0 coefmHeHna Ha LK 6bino obHapyxeHo,
UTO OH CTUMYNMPYET aKTUBALMIO CAMMATUYECKON HepB-
HOW cCTeMbl (HUKOTMH-MHAYLUPOBAHHaA CUMMaTnyecKkas
aKTuBauuA) 1 MeTabonuyeckme npoueccbl B OpraHuU3Mme,
UTO B CBOI OYepenb NpuBOAUT K cTumynaumn LK n, Kak
CflefcTBre, K MOBBILWEHNIO YPOBHA TUPEOUHbIX FOPMOHOB
n TupeornobynuHa [15, 21, 22]. OgHaKo CTOMT CKa3aTb, UTO
B XOZ€ SKCMEPVMEHTOB Ha XMBOTHbIX MOAENAX TaKoro 3¢-
beKTa He NPOCNEXUBANOCH, UTO, BO3MOXHO, CBA3AHO C MO-
JIOM FpPbI3yHOB (Ha NpeAcTaBUTENbHULL >)KEHCKOTO MoJa BO3-
LENCTBME HUKOTUHA OKa3blBaeT bonbwnii 3pdekT, Hexenn
Ha npefcTaBUTENEN MY»CKOro) U [J030M, BO34ENCTBUIO
KOTOPOW OHWU MOABeprajancb, a TakXKe AJIUTENIbHOCTBIO
3Toro Bo3sgencteusa [23, 24]. Kpome Toro, okasanocb, 4yto
KypeHre COBMECTHO C ApyrnMu GpakTopaMmm MOXET yBenu-
unTb pUCK pa3BuTua gucoyHkumm LXK, K 3Tm daktopam
OTHOCAT MPUHAANEXHOCTb K >KEHCKOMY MOJY, WHTEHCUB-
HOCTb KYpPeHUs, a TakXKe Hanuume CyOKIMHUYEeCKoW unu
ayTonMmMyHHon natonorun LXK, kotopas Ha ¢oHe KypeHus
MOeT ycyryonatbca. YTo MHTEPECHO, KaK ANUTeNbHOE Ky-
peHve, Tak 1 NocsiefyoWmnin 0TKas OT HEro MOryT npuse-
CTV K n3meHeHuo ¢yHkumm LXK ¢ passutuem runotmpeo-
3a [24]. Kpome Toro, HAKOTUH 1 ero MeTabonunTbl, KOTUHWH,
TPaHC-3-TMAPOKCUKOTUHWNH U 5-TMAPOKCUKOTUHMH, KOHKY-
PUPYIOT C HATMBHBIMY NIUTaHAAMK 3a CBA3bIBaHME C Genka-
MU-NEPEHOCYMKAMM HEKOTOPbIX FTOPMOHOB, B TOM 4unCile
3a CBA3bIBaHME C AMUHOKMUCIIOTHBIMU OCTaTKaMu TUPOKCK-
HOCBSI3bIBAOLErO FMOOYNNHA, YTO MOTEHLMANIbHO MOXET
NpensaTCTBOBaTb CBA3bIBAHUIO TUPOKCUMHA U TPUNOZTUPO-
HWHA C UX 6eNIKOM-MEPEHOCYMKOM U N3MEHATb KOHLIEHTpa-
LU0 CBOOOAHDBIX ppaKkUUii NOATUPOHNHOB [25].

Ewe ofHUM OMacHbIM coefVHEHUEM TabauHbIX M3Jenuil
ABNAETCA SHAOKPUHHBIN gm3panTtop TuouymaHat (SCN-). Lina-
HMJ, BXOAALLMIA B COCTaB Tabaka, NpeobpasyeTcs B TMOLUMAHaT,
KOTOPbIN NPenATCTBYET YCBOEHWUIO M1OAa B OpraHusme. Y He-
KypsLero yenoseka 90% CyTOYHOW HOPMbI MOfa NocTyna-
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HAYYHbI OB30P

€T 13 NPOAYKTOB NMUTaHWA, NPY 3TOM ANUTENbHbIN AepuLmT
0Aa, @ TaKXKe OTPaBNIEHME TOKCUYHBIMU U PaMOaKTVBHbBIMU
BELLECTBAMM NMPOBOLMPYIOT pa3BuTie auddysHOro sHaemu-
yeckoro 306a U ero nporpeccrpoBaHue. 3060reHHbIN 3PpdeKT
KypeHus 6onee BblpaXkeH B palioHax ¢ AedMUUTOM 10fa, STO
06BbACHAETCA TEM, UTO TUOLIMAHAT NPOABSET Ce6A KaK aHTM-
TUPEOVAHDBIV areHT, BbICTYMAeT B KauyeCTBe KOHKYPEHTHOIO
WHIMOMTOpPa MOIMOWEHNs Noanaa HaTpui-nognaHbIM CUM-
noptepom (Na+/I- symporter — NIS) n HapyLwiaeT npouecchbl
opraHmoukaumm noga [16, 26-28J.

DKCTpaKT curapeTtHoro abiMa (Cigarette Smoke Extract —
CSE) obnapaet cBowcTBaMu WOATUPOHMHOB U JEWCTBYET
CUHEepPreTMYeckn Kak YaCTWUHBIA aroHUCT TUPEOUIHbIX
peuenTtopoB B NpuUcyTcTBUM ropmoHos WK, npu s1OM
OH He cnocobeH aKTMBMPOBATb pelentop 6e3 MoaTMpo-
HMHOB. HeHacblleHHble KapbOoHWIbHbIE COeAVHEHMS, BXO-
aawme B coctaB CSE (akponewH, KPOTOHOBbINA anbAerng,
1 METUNBVIHUIIKETOH), OKa3bIBAOT CTUMYNVPYIOWNA SbdeKT
Ha TupeouunTbl. CSE pekpyTMpyeT aKTUBATOP TpPaHCKpWI-
UMM 1 MOXET YCUNMBATb CBA3blBaHME ropmoHoB LXK ¢ mx
peLenTopamy, a TakxKe HapyLaTb GYHKLMOHUPOBaHUE pas-
JINYHBIX TUMOB AAEPHbIX PELIENTOPOB U UX KODAKTOPOB, UTO
B CBOIO ouepeb N3MEHSAET KOHEUHbIN 3QdEKT TMPEOMAHBIX
ropmoHoB [29]. Yto KacaeTca TMPeonaHoro cTaTyca, To BO3-
[elCTBUE CMTrapeTHOro ApiMa CTUMYNMpPYeT BbIGpPOC nogTu-
POHVHOB, MPVBOAA K NOAABAEHMIO TMNodU3a Mo MeXaHU3My
OTprLATEeNIbHON 0H6PATHOM CBA3N — Y KYPWIbLLNKOB OTME-
yaetcAa 6onee HWU3KKIA ypoBeHb TTI 1 6onee BbiCOKME YpOB-
HU cBoboaHbIX T3 1 T4 [21, 30, 311.

Mcxoaa ns nprvBefeHHbIX UCCefoBaHUM, MOXHO che-
naTb BbIBOf, UTO COEAUHEHUs, cCoaepaliecs B TabayHowm
NpoayKUUK, 3anycKaloT pas3finyHble MpPOLecChl, KoTopble
B MTOre B/MAIT Ha TMpeougHylo GyHKUMIo 1 obbem LK.
B cBoloO 0uepenb 311 NpoLeccbl MoANGULUPYIOTCA B 3aBUCH-
MOCTM OT JOMOJTHUTENbHbIX YCIIOBUIA.

AOBPOKAYECTBEHHbIE 3ABOJIEBAHUA LXK
N KYPEHUE

TabaKoKypeHure umeeT pag UMMyHonormyeckmx sddek-
TOB, OKa3blBasA BAMAHME Ha FYMOPASbHbIA N KNETOYHbIN
UMMYHUTET, @ B XOfe MHOTOYMCJSIEHHbIX WUCCNefoBaHui
6blfla OTMEUYEHa MONOXKUTENIbHAA KOppenauna mexay Ky-
peHnem 1 pasBUTMEM ayTOMMMYHHbIX 3aboneBaHuii LK,
K KOTOPbIM OTHOCAT pa3fiyHble GOPMbl ayTOMMMYHHOTO
TupeongmTa n 6onesHnb Mpensca (bl) [32-36]. AyTonmMmMyH-
Has natonorus LXK moxeT npoTekaTb C pa3nmyHbiM GyHK-
LNOHaNbHbIM COCTOAHWEM: SYTUPEO30M, TMNEPTUPEO3OM,
rMNOTUPEO30M. ITUOJIOTA JAHHOW rpynnbl 3aboneBaHUN
LK cBA3aHa C reHeTn4yeckoW MNpPeapacrnofioOKEHHOCTbIO,
KoTopaA BMOC/NeACTBUM 3anyckaeTca TPUITEpPOM, Kak
NpaBuiIO CPefoBbIM WAM NCUMXOCOUMaNbHbIM (Hanpumep,
CTPeccoBbIMY CUTYaLMAMU) GAKTOPOM, HapyLIAOLWUM UM-
MYHOJTOrMYECKYI0 TONIePAHTHOCTb.

KypeHne aBnseTca ogHUM U3 CpefoBbix $pakToOpoB, KO-
TOPbIA CNOCOOCTBYET PA3BUTUIO ayTOMMMYHHbIX PEaKLIA,
noBbiWwas puck bl, a Takke 3HAOKPMHHON odTanbmMonaTum
(30M) — aytormmyHHOro 3aboneBaHusi opbuTbl, B 60Jb-
LUMHCTBE CNlyYaeB TECHO CBA3aHHOIO C ayTOUMMYHHOW naTo-
norven LK. Bbina BbIABUHYTa rnoTe3a, YTo TabauHbli AbiM
BANAET Ha CTPYKTYpPY peuenTtopa TTI, genas ero 6onee nm-
MYHOT€HHbIM Y KypAwmx [15].
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Bl — mynbTudakTopHoe opraHocneumdpuyeckoe ay-
TOMMMYHHOe 3aboneBaHue, NPU KOTOPOM FeHeThyecKue
OCOOEHHOCT! MMMYHHOTO pPearvpoBaHus peann3yroTcs
npu B3aUMOAENCTBMM CO CpedoBbiMn dakTopamun. [oka-
3aHO, UTO TabaKOKypeHMe MHOrOKpPaTHO MOBbIWAET PUCK
pa3suTtuA bI, npn 3TOM XpoHunueckoe KypeHue npu Bl no-
BblWaeT puck passutna S0l — oOHa AumarHocTmpyerca
B 4 pa3a valle y KypAwmx, KpoMe TOro, KypeHue CBsi3aHo
c bonee TaXenbIM TeyeHnem Kak Brl, Tak n 300 [22, 37-40].
TabakoKypeHue — Haubonee 3HauuMbI GaKTOp prcKa
pa3sutna n yxygwenua JO0I1, a coegmHeHUs, cogepx allm-
eca B TabauHbiX U3JEenusx, y4acTBYIOT B STMOMATOreHese
J0I1 [41]. TaK, KypynbLLMKU NOABEPKEHbI BbICOKOMY PUCKY
pa3BuTuA Taxenbix ¢opm SOI, Npu 3TOM OTHOCUTESNbHBIN
PUCK pa3BuTVA AUMAONKK UK 3K30¢TaibmMa 3aBUCUT OT KO-
NMYeCcTBa CUrapert, BblKyprBaemMbix B AeHb [42]. KypeHue
CTUMYNUPYET MPOLIECChl OKCUAATUBHOIO CTPecca B TKaHAX
op6UTHI C pa3BUTHEM TUMOKCUY U 0bpa3oBaHueM cBobopa-
HbIX paguKanoB Kucnopopa. Y Kypawmx naymeHtos ¢ S0I1
CYLLEeCTBEHHO TMOBbLILWEH YPOBEHb 8-TNAPO-KCUAE30KCU-
ryaHosuHa (8-OHdG), mapkepa OKCMAATUBHOIO CTPecca,
MO CPaBHEHMIO C HEKYPALLUMU, YTO B CBOIO OUYepefib MOXKET
KOppenupoBaTb C aKTMBHOCTbIO 3abonesaHus [43]. Taba-
KOKYpeHVe CTUMYNMpYeT CMHTE3 TMaflypOHOBOW KMC/OTHI
M agunoreHe3 B opbuTe, a TakKe MOAAepPXKMBaET Kackapg
BOCMANVTENbHbIX PeaKkLui, YTo CnocobcTByeT Nporpeccu-
posaHuio JOI [44]. OgnH M3 BO3MOXHbIX NaToreHeTuye-
CKMX MeXaHU3MOB — yBennyeHue IL-1, BKnioyas yBenuye-
Hue IL-1a, IL-1B 1 pacTBOpPMMOro aHTaroHUcCTa peuenTopa
IL-1 y KypunbLUMKOB MO CPaBHEHMIO C HEKYpALWNMN [45, 46].
Bce 310 06bACHAET 3HaUUTENIbHO GoNee BbICOKYIO YacToTy
peunamea n yxyalweHuns teyeHna J0M y kypawmx [47, 48].
BonbLMHCTBO PaboT, NOCBALLEHHBIX N3YUYEeHUIO BUSHUSA Ky-
peHusi Ha JOIM 1 3$PEKTUBHOCTb NeYeHUs], MOATBEPKAAMOT,
YTO OTKa3 OT KypeHUsi — HeobOXOAVMMOE YCNOBME /s BCEX
naumeHToB ¢ BI' n D0I1. TakXe CTOUT OTMETUTb, YTO Tepa-
nua TUPEOWNHON NaTONIOTN Y KYPUSbLLMKOB MeHee 3bdek-
TUBHA, HEXENU Y Niofel, 6pocBLINX KYPUTb UM HUKOTAA
He KypuBLUKX [16]. TabaKoKypeHme CHMXaeT ycrex Tepanuu
paanoakTueHbIM nogom (PUT), nposoanmoii no nosogy Br.
B nccneposanunm Plazinska u coaBT. 66110 06Hapy»eHo, UTo
B rpynmne Kypsawwmx naumeHTos 52,2% nonyuunm ogHoKpart-
Hyto no3y PUT, a 47,8% Hyxpanucb B NoBTOpHOM Kypce PUT
n3-3a peuuariBa TMpeoToKcukosa. [ina cpaBHeHus, 78,6%
HeKypAlMX noTpebosanca oavH Kypc PUT ana nukenaa-
UMM TMPEOTOKCUKO3a, B TO BpeMA Kak 21,4% Hyxganucb
B NMOBTOPHOM Kypce M3-3a pa3ButuA peuuamsa [48]. Yto
kacaetca J0T1, To KypAwWwme nauneHTbl, Npoxoasiwme PAT,
nmetoT Hanbonee BbICOKMI ypoBeHb 3aboneBaemoctu 0TI
n ee nporpeccrupoBaHus. B uccnegosannm Czarnywojtek A.
1 COaBT. 6bIJI0 YCTAHOBMIEHO, YTO Yepes WecCTb MecALEeB Mo-
cne PUT 30N nporpeccmpoBana oT ferkom 4o yMepeHHOii
CTeMNeHU TAXKECTU MOYTU Y NMOJIOBUHBI KYPALMX NALVEHTOB
(46,2%) v Bcero y 4,3% HekypAwwmx (P<0,001) [49]. Mo paH-
HbIM PETPOCMNEKTUBHOIO CPABHUTENIbHOIO aHanm3a ¢akTo-
POB prICKa 1 UCXOA0B NOCJIE TOTASIbHON TUPEOUAIKTOMUN,
KypeHve B aHaMHe3e B 3HauuTeNIbHOW CTEMEHN MOBbILIAeT
PUCK pPa3BUTUA MOC/IEONEPALNOHHBIX OCIOXKHEHUN —
OH 6blN1 Ha 38% BbiLe Y KypunbLmkos [50].

[aHHble 0 BNNAHMYM TabaKOKYpeHUA Ha YPOBEHb aH-
TMTEeN K TupeomgHon nepokcupase (AT-TMO) npoTtmBo-
peumsbl. B xopne TpeTbero HauMoHanbHOro mccienoBa-
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HuA 3gopoBbA n nutaHua (NHANES 1) yctaHoBneHo, uTo
y Kypunblwukos yposeHb AT-TMO 6bli HUXe, YeM Y HeKY-
pawwmx [51]. B pabote Kim S.J. n coasT. 66110 NpofeMoH-
CTPMPOBAHO, YTO CYLLECTBYET CBA3b MEXAY YPOBHEM KO-
TUHMHA B MoYe, GyHKLMOHaNbHbIM cocTosiHneM LXK n ee
ayTOVIMMYHHbIM MOPaXXeHUEM: OKa3anocb, YTO TabaKoKy-
peHne CBA3aHO CO CHUMXeHneM YPOBHA TTT Kak y MyX4uH,
Tak N y XeHWWH 1 nosbllweHrem ypoBHa AT-TMO y myx-
YMH B Kopenckon nonynauuu [52]. B xoge wectoro Ko-
PEeNCKOro HauMoHanbHOro NCCiefoBaHUA 340POBbA U NK-
TaHua (KNHANES VI) 661510 noka3aHo, YTo CTaTyC KypeHus
He KoppenupoBan ¢ Hanuumem AT-TINO, ogHako KypeHue
NpUBOANNO K CHUXeHunto TTI, ocobeHHo y nuy ¢ geduum-
TOM opa [53].

CyulecTBYyeT CBA3b MeXAYy KypeHWeM U pas3BUTUEM
anddysHoro (3yTMpeongHOro) HeToKcnyeckoro 3o06a
y KypAwmx [22, 26]. Mo gaHHbIM MCCefoBaHNA AaTCKUX
yueHblx, B nogoaedununTHbIX pernoHax B 50% cnyyaes
KypeHure MOXeT Urpatb posib B pa3smTum 306a, npy 3Tom
3060reHHbIN 3$deKT TabayHoro gbima J0303aBrcKM (306
Yalle BCTPEYAeTCa Y KYpALMX, YEM Y OTKA3aBLUUXCSA OT Ky-
peHua 1 HUKorga He Kypuswwux) [54]. BnuAaHue KypeHuns
Ha pa3BuTue 306a cBA3bIBAOT C TMoUMaHaToMm. Kak 6bio
OTMEYEHO paHee, TMOLMAHAT ABAAETCA WHIMOUTOpPOM
aktTuBHocTu NIS, rnaBHoro 6enka-nepeHocuynKka noguaa
U3 KpOBM B TUpeouuT. ToumaHaT TakXe NHIMbupyeT ak-
TMBHOCTb K/loueBoro pepmenTa B LK — TupeongHom ne-
poKcraasbl, KOTopas onocpepyeT opraHudurKalumo noga
B TMpPeOoUMTaxX U OCHOBHbIe 3Tanbl CMHTe3a ropMoHOB LK.
Takum o6pasom, TabaKoKypeHMe MOXeT CnocobcTBoOBaTb
pa3BuThio 306a B ycnoBusax nogoaedpuunta, Tak Kak Tmo-
LMaHaT NoAaBNAeT OCHOBHbIE MeXaHU3Mbl aganTtauuuy LK
K nogopedununty. B ycnoBusix HU3Koro notpebneHms noga
KOMMNEeHCaTOPHO NoBbiwaeTcA akTMBHOCTbL NIS n Tupeone-
pokcraasbl. Mpu 3TomM B yCNIOBMAX LOCTaTOYHOrO notpe-
6neHnA oA HeraTBHbIE BVAHUA KYPEHWA Ha npoLec-
Cbl opraHuduKauum noga MoryT HUBenmMpoBaTbca [55].

PAK X U KYPEHUE

CywecTByIOT [aHHble O CHWKEHWM puUCKa pPasBUTUA
paka LK (PLLUXK) y KypunblUMKOB MO CpaBHEHWIO C HUKOTAa
He KypuBwumu [16, 56, 57]. 3To KacaeTca Kak NanUINAPHON
1 GONNMKYNSPHON KapLMHOM, Tak 1 megynnspHoro PLIK
[58, 59]. Kabat 1 coaBT. BbIABWAW, YTO TEKYLUMIA CTATYC aK-
TUBHOIO KYPEHUA CBA3aH CO CHUXKEHMEM PUCKA BCEX BUAOB
PLLK y »eHWwuH B noctmeHonay3e [60]. BabixaHue akcTpak-
TOB CMrapeTHOro AbiMa MOXET NPMBECTU K MOBbIWeHMI0 T3
1 T4, 4To CNOCO6CTBYET CHIXKEHWIO YPoBHA TTI. MockonbKy
TTI — rnaBHbI TYMOPOTPOMHbIV dakTop nNpu guddepeH-
umposaHHOM PLK, cHM»KeHme ero KoHUeHTpaumm y Kypusb-
LNKOB MOXET CHWXKaTb PUCKM Pa3BUTUA 3TOro BuAa paka.
Mpu aHanmse NATM MPOCMEKTVBHBIX MCCIefoBaHUA Obina
O6Hapy»KeHa MOMOXNTENIbHAA KOppenauna Mexay WHTEeH-
CMBHOCTbBIO U NPOJOIKUTENIbHOCTbIO KYPEHNA U CHUPKEHNEM
pucka PLLX [61]. OgHako BaXHO yuuTblBaTb, YTO KypeHue
aABnseTcA ¢$akTopoM pUCKa BO3HWKHOBEHWUS JpPYrux 3J0-
KauyeCcTBEHHbIX HOBOOOPA30BaHWI U TaKXe MOTeHUMpyeT
pa3Butue n ycyrybneHue pecnmpaTtopHbIX U cepaeyHo-co-
CyancTbix 3aboneBaHuii, nostoMy 3ddeKkT B OTHOLWEHMU
PLLIX HMKaK He MOXeT ObITb BOCMPUHAT KaK MOIOXUTeNbHasA
CTOpPOHa KypeHMA.
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SJIEKTPOHHbIE CUTAPETbI KAK AJIbTEPHATUBA
TABAKOKYPEHUIO

KypeHne — 3aBMCUMMOCTb, OKa3blBaloLlas CepPbe3Hoe
HeraTVBHOE B/WAHWE Ha 3[40POBbe uenoBeka. bonblnH-
CTBO KYPW/bLUMKOB UMEIOT NCUXONOMMYECKYH0 3aBUCUMOCTb
OT TabaKOKYpPEHUs, UTO YCIIOXKHAET OTKa3 OT BPeAHON npu-
BblYKU. Ha ceropHAWHWI eHb BHeApATCA NCUXocoumanb-
Hble 1 papmakonornyeckme mepbl No 6opbbe ¢ KypeHuem,
OfHAKO HUKOTUH-3aMecTUTeNnbHan Tepanua (H3T) He Bcerga
NPUHOCUT XeNlaemble pesynbTaTthl. Kpome Toro, MHorue Ky-
PUNbLLMKM He 3auHTepeCcoBaHbl B ucnonb3oBaHuy H3T u xa-
NaTHO OTHOCATCA K CBOEMY 3[0pOBbl0. B KauecTBe «meHee
BPELHOWN» anbTepHaTVBbl TAbaKOKYPEHWIO 1 Crnocoba oTKa-
3a OT OObIYHbIX CUFAPET UK COKPaLLeHNa Ux noTpebneHus
B 2004 r. NOABUIUCH NIEKTPOHHbIE CUFaPETbl, KOTopble Obl-
CTPO CTanu nonynAapHbiMK [62, 63].

ONEeKTPOHHbIE CUraPeTbl — 3TO 3NIEKTPOHHbIE CUCTEMBI
JocTaBKM HUKOTUHa (3C[H), a TakKe ycTponcTBa ¢ 6e3Hu-
KOTVHOBBIMW HaMoJHUTENAMU, KOTOPbIE BbIMYCKaloOT a3po-
30/1b MYTEM HAarpeBaHUA COAEpPKaLLeroca B HUX pacTBopa
6e3 obpa3oBaHMA ObIMa, KaK B Cjlyyae CKuraHuAa Tabaka.
B OCIH ocCHOBHble KOMMOHEHTbl PAacTBOPa — HUKOTUH,
NPOMNUIEHINIMKOSb C MLEPUHOM 1 63, a TakKe apomaTn-
3aTopbl [64]. DNEKTPOHHbIE CUrapeTbl UMEIOT pPAL NpenmMy-
wecTB nepef 06blYHbIMK, B 0COOEHHOCTU Gnarofaps Tomy,
UTO CofepKaT 3HAUYUTENbHO MEHbLUee KOJNINMYECTBO TOK-
CUYHBIX BeLecTB U NpeAcTaBnsaoT coboi NoTeHUManbHO
MeHee OMacHy CMCTeMY AOCTaBKM HUKOTKHA [65]. OgHako
B aspo3osie ICH TakXe NPUCYTCTBYIOT KaHLEpPOreHHble
BeLleCTBa, Takue Kak MoNMUMKINYECKNE apoMaThyecKne
YrneBofopoAbl M HUTPO3aMUHbI, CBOOOAHbIE paguKanbl
N TOKCHYHbIe ra3bl [66]. B HacTosAwee Bpems BO3 Tpebyet
MPUHATb Mepbl MO OFPAaHUYEHUIO MCMONb30BAHWA 3JEeK-
TPOHHBIX CUFapeT C LeNblo 3aluTbl 300POBbA HaceeHUs
M npegynpexneHus BO3MOXHbIX HebnaronpusTHbIX Mo-
cnepncTeun [67].

o cux nop KparHe Mano U3BEeCTHO O NMOTEHLMasNbHbIX
PUCKAX 3N1eKTPOHHBIX CUTAapPET B OTHOLIEHWMW SHAOKPVHHOM
CUCTeMbI. YCTaHOB/EHO, YTO 3a4acTylo coaepaHue HUKO-
TvHa B JCH npeBblwaeT 3asaBfieHHOE, TakXe OH MOXeT
coflepaTbCA 1 B O€3HUKOTMHOBBIX BUAAX. Y NNL, UCMOJIb-
3ytowmx CAH, MoryT HabnogaTbCA NOXOXNE N3MEHEHNA
B pyHKUMOHanbHOM cTaTtyce LXK, yto n npm Tabakokype-

HAYYHbI OB30P

Huu, nockonbKy ICIH, XOTb U B MeHbLUEN CTeNneHu, Yem
06blYHbIE CMTapeThl, BAUAIOT Ha CUMMATUYECKYI0 HEPBHYIO
CMCTeMy, TaK Kak cofiep»KaT HUKOTVH [68]. B1o6aBoK BaXXHO
noHVMaTb, yto ICAH MOryT Bbi3bIBaTb HUKOTUHOBYIO 3aBU-
CYMOCTb Yy TeX, KTO 40 3TOro He Kypun [69]. B nccnegosaHum
Ha Kpblcax, npoBefeHHoOM Fathi M. u coaBT., ycTaHOBNEHO,
YTO KaK TabayHbI [AbIM, TaK Y @3P030Jib NIEKTPOHHBIX CU-
rapeTt OKasblBalT BAUAHUE Ha ¢yHKumio LK 1 runodusa.
B nx pabote Bo3pelncTBme TabayHOro AbiMa yrHeTano QyHk-
uuio runodusa u WK Kpbic, B TO BpeMs Kak BO3aencTeue
adpOo30Ms MEKTPOHHbIX CUrapeT CTUMYMPOBANO ¢YHK-
uuio LK n nogasnano ¢yHkuumio runodmsa [10].

Moka ele paHO fenaTtb BbIBOAbI, @ HEOOXOAUMOCTb
npogonKatb nsyyeHuve snmaHua SCIH Ha 3mopoBbe, B TOM
yncne Ha dusmonoruo n natopmsmonormio WX, Heocno-
puma.

3AKNIOYEHUE

TabaKkoKypeHMe yBeNIMUMBAET PUCK PAa3BUTUSA U TAXKECTb
TeyeHna OobGpoKayecTBeHHbIX 3aboneBaHuin LMK 3a cuer
HanmMuna B TabauHbIX M3OENUsAX COEAVHEHWUN, BAUSIOLWUX
Ha GYHKLUMOHaNbHbIW cTaTyc U o6bem LXK, npy sTom otme-
YeHO CHUXeHMe pucKa pa3sutna Bcex Bugos PLLK y Kypunb-
LMKOB. BnnaHme 3neKTPOHHbIX CUFapeT Kak anbTepHaTXBbI
06bIYHBIM CMrapeTam Ha GyHKLMOHaNbHoe cocTosHue LXK
B HaCTOsAILLee BPeMs OCTAETCA MOf BOMPOCOM, MOCKOJIbKY MC-
CnefoBaHUiA B 3TOW 06M1ACTU MPAKTUYECKN HE MPOBOAUIOCH.
OpfHaKo Mbl Npefnonaraem, Yto AyIiMTeNbHOE Y aKTUBHOE 1C-
nonb3oBaHue JCH moeT oKka3biBaTb Bo3aencTeme Ha LXK
3a CYeT cofepKaHUs HMKOTVHA, AaXe HeCMOTps Ha bonee
HM3KME ero JO3MpPOBKMU.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHuA. PaboTa BbIMONHEHa B pamKax rocy-
fapcTeBeHHoro 3agaHua N2 123021000041-6.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNapUPYIOT OTCYTCTBUE ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTb.

YyacTne aBTOpOB. ABTOPbI AeKNapupyloT COOTBETCTBME CBOEro
aBTOpPCTBa MexkayHaponHbiM Kputepuam ICMJE. Bce aBTOpbl BHecnn
paBHbIi BKS1aA B MOATOTOBKY CTaTby 11 OAOOPWAN ee OKOHYaTesbHbIN

BapuaHT.
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© H.®. Hypanuesa*, A.A. llaBpeHiok, A.C. Tanees, M.10. lOknHa, H.M. MNnaTtoHoBa, E.A. TpowuHa

HL PO OIBY «HMUL, sHaokpuHonorum» MuHsgpasa Poccun, r. MockBa, Poccun

AyTOMMMYHHBI nonvrnaHaynapHbii cuHgpom 1 tmna (AMNC 1) — penkoe reHeTnyeckoe 3aboneBaHue, 06ycnoBiieHHOE My-
Tauuen B reHe ayToummyHHoro perynatopa AIRE. [luarHo3 o6bl4HO yCTaHaB/IMBAETCA Ha OCHOBAHUM COYETaHUA MUHUMYM
[1BYX KOMMOHEHTOB KNacCUYeCKom Tpraabl: KOXKHO-CIM3UCTBIN KaHANAO03, r’MnonapaTnpeos 1 nepBrMyHas HanouyeyHNKoBas
HepgocTaTouHOCTb. Takke B pamkax AlNC 1 BcTpeuvaloTca Apyrve ayToMMMyHHble 3aboneBaHuns, B TOM YncCne WHUTOBULHOW
Xenesbl, KOTopble MOryT MaHUbeCTPOBaTb O OCHOBHbIX MPOABNeHUI. 3aboneBaHye yallle AnarHOCTUPYIOT B lETCKOM BO3-
pacTe, OfHaKO HEKOTOpPble KOMMOHEHTbI MOTYT Pa3BUTbCA U Y B3POC/bIX NaLMeHTOB. [TOCKONbKY KOMMOHEHTbI CUHAPOMA
BO3HMKalOT He OJHOBPEMEHHO, BepudrKauma AnarHo3a HepeaKo oTcpoyeHa. 3HaunTesbHy TPYAHOCTb B BeAeHNW NaLeH-
ToB € AlC 1 npeacTaBnAeT noa6op oNTUMasbHbIX f03 NpernapaToB BCNeACTBME NONUMNParmasnm, a Takxe BBUIy 4acToro ay-
TOMMMYHHOIO W/UNN KaHANAO03HOMO NOPaXXeHUA OPraHOB »KenyAoYHO-KMLEYHOro TpakTa. Mbl npeacTaBnAem KNMHNYECKN
c/lyyal nauneHTKy C HeTUnuyHbIM TedeHnem AMC 1, y KoTopoli nepBble SHAOKPUHHbIE KOMMOHEHTbI (TMnonapaTnpeos n rv-
NoT1peo3) AnarHOCTUPOBaHbI BO B3pOCIIOM BO3pacTe. ITOT Ciyyail noguyepkusaeT deHoTunuueckoe pasHoobpasme AlC 1,
a TakXke TPpyAHOCTY B nogbope Tepanuu Npy COYETaHUN HECKONTbKUX @y TOUMMYHHbIX SHAOKPUHHbIX 3aboneBaHuii.

KJTIOYEBbIE CJIOBA: aymoummyHHbIU nouzaaHoynspHbil CUHOPOM; 2unonapamupeo3s; NepeuYHAs HAONOYeYHUKO8As HE00CMAaMOYHOCMy;
nepsuYHbIl 2uNOMUPEOD3.

LATE MANIFESTATION OF AUTOIMMUNE POLYGLANDULAR SYNDROME TYPE 1
WITH HYPOPARATHYROIDISM AND AUTOIMMUNE THYROIDITIS

© Nurana F. Nuralieva*, Anastasiia A. Lavreniuk, Azat S. Galeev, Marina Yu. Yukina, Nadezhda M. Platonova,
Ekaterina A. Troshina

Endocrinology Research Centre, Moscow, Russia

Autoimmune polyglandular syndrome type 1 (APS 1) is a rare genetic disorder caused by a mutation in the autoimmune
regulator AIRE gene.The diagnosis is usually based on the combination of at least two components of the classic triad: mu-
cocutaneous candidiasis, hypoparathyroidism, and primary adrenal insufficiency. Other autoimmune disorders, including
thyroid diseases, also occur and may manifest before the primary components. The disease is more likely to manifest
during infancy, but some components may develop in adult patients. As the components of the syndrome do not occur
simultaneously, verification of the diagnosis is often delayed. A significant challenge in the management of patients with
APS 1 is the selection of optimal drug doses due to polypragmasy and the frequent presence of autoimmune disorders
and/or candidiasis of the gastrointestinal tract. We present a clinical case of a patient with an atypical course of APS 1,
in whom the first endocrine components (hypoparathyroidism and hypothyroidism) were diagnosed in adulthood. This
case highlights the phenotypic diversity of APS 1, and the difficulties in selecting therapy when several autoimmune en-
docrine diseases are combined.

KEYWORDS: autoimmune polyglandular syndrome; hypoparathyroidism; primary adrenal insufficiency; primary hypothyroidism.

AKTYAJIbHOCTb

AyTOMMMYHHbIe noNUriaHgynapHble cuHapombl (AMNC) —
rpynna 3aboneBaHui, XxapaKTepu3yloLlanca coyeTaHUem
OBYX 1 6onee ayTOUMMYHHbIX SHAOKPUHHbIX 3a601eBaHu.
Takxe komnoHeHTamu AMNC MoryT 6blTb HESHOOKPUHHbIE
ayToMMyHHble natonorun. AMNC BKIOYAOT MOHOreHHble
3aboneBaHus, Takme Kak AlNC 1 tuna n IPEX cungpom (I —
UMMYHHasA ancoyHKuma, PE — nonnaHpgokpuHonatna, X —
CLemnJIeHHbI CMHAPOM), @ TakXKe CUHAPOMbI C MOINIeHHbIM
TUNOM HacnegoBaHus, Takne Kak AMNC 2 tuna [1].

AMNC 1, Takke M3BECTHbIM Kak ayTOUMMYHHas MOJIMSH-
[OKPUHOMATNA-KaHANAO3-IKTOAe pMasibHasA anctpodus

(APECED; OMIM: 240300) — pepKkoe 3aboneBaHue C ayTo-
COMHO-PeLeccrBHbIM TUMOM HacnefoBaHMsA, OOYC/IOBNEH-
Hoe MyTauuen B reHe ayToMMMyHHoro perynatopa AIRE
(21922.3), maHudecTupyiollee, Kak MNpaBuio, B AETCKOM
Bo3pacTe. YacToTa BCTpeyaemMocCTy No BCEMY MUPY Bapbu-
pyet o1 1:100 000 go 1:80 000 HOBOPOXAEHHbIX B 3aBUCK-
MOCTM oT nonynAumn [2]. InarHo3 ycTaHaBAMBaeTCA npwu
HanMyMM MMHMMYM [BYX U3 TPEX OCHOBHbIX MPOABMAEHMI:
KOXXHO-CNM3UCTbIA  KaHAMA03, rMnonapatupeos, nepsuy-
Had HaAnoyeyHMKoBasa HepocTaTouyHocTb. Kak npasuno,
AMC 1 maHudecTUpyeT KaHAMAO30M KOXM U CIN3UCTbIX
obonouek B Bo3pacTe Ao 5 feT, ganee pa3suBaloTCa rumno-
napaTMpeo3 W HaAMNoOYeYHMKOBAsA HefoCcTaToyHOCTb [3].
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CASE REPORT

CornacHO fAaHHbIM KPYMHbIX SMMAEMUONONMYECKUX WC-
CnefoBaHW, CaMbiM  PacipPOCTPAaHEHHbIM KOMMOHEHTOM
AlC 1 (79-86,1%) [4, 5] aBnaeTcA runonapatnpeos. [laHHoe
3aboneBaHne MaHudecTMpyeT B Bo3pacTe 8,4+10,2 roga
(onanasoH 0,5-56 net) n B 6onblNHCTBE cnydyaes (34,8%)
ABNAETCA NEPBbIM SHAOKPUHHbBIM NPOABIEHNEM CUHAPOMA.
MNepBuYHaa HaAMOYEYHUKOBAA HEQOCTAaTOYHOCTb AMarHo-
cTnpyeTca B Bo3pacTte 18,8+18,6 roga (amanasoH 2-76 ner)
N ABNAETCA NepPBbIM SHAOKPUHHbBIM NPOABNEHNEM CUHAPO-
Ma B 17% cnyyaeB. KomnoHeHTamu AMNCT Takxe MoryT ObiTb
W Apyrue ayToMMMYyHHble 3a60N1eBaHUA: Kak SHAOKPUHHbIE
(NepBUYHbBIN TMNOrOHaAN3M, ay TOMMMYHHbIV TUPEOUAWT, Ca-
XapHbIli gnabet 1 Tuna), Tak  HESHAOKPUHHbIE (ay TOUMMYH-
HbI renaTuT, BUTUAWUIO, anoneuns, NepHULNO3Hasa aHeMusA
n gp.). Tak, ayTouMMyHHble 3ab0neBaHUs LWNTOBULHON e-
nesbl B febioTe guarHoctupyiotca B 5,7% criyyaes, cpenHUi
BO3pacT MauUeHTOB Ha MOMEHT AWArHOCTMKU COCTaBnsAer
14,8+6,2 ropa (onanasoH 3-37 net). CornacHo pesynbTa-
Tam 00CneoBaHNA UTaNIbSHCKOW KOropTbl, BK/lOYaBLUEN
158 60nbHbIX ATC 1, 3a Bpems HabnogeHua (23,7+£15,1 rona)
ayToMMMyHHble Tupeonatuu (y 93,2% nauveHToB — ayTo-
VUMMYHHBIN TUPeoVaNT) pa3Bmnunck B 27,8% cnydaes [4].

Tak kak AMNC 1 npepctaBnseT coboii opdaHHoe 3abo-
neBaHVe, HepeaKko MPUXOAMTCA CTaNKMBaTbCA C HU3KMAM
YPOBHEM OCBEAOMJIEHHOCTM Bpayel, YTo 3aTpyfHAET CBO-
€BPEMEHHYI0 AMArHOCTUKY U MOXET NMpuBOAUTb K pa3Bu-
TUIO Yy NaLMEHTa XN3HEYTPOXKaLMX COCTOAHUN, TaKMUX Kak
OCTpas rmnokanbLmemMmns, agancoHNYeCcKUii Kpus 1 npouue.
bonee TOro, B KNMHUYECKON NMPaKTNKe HEPEOKO BCTPEYaloT-
CA CnyyYyan HETUMUYHOIO TeYEHNA JAHHOro CUHAPOMA, Npu
KOTOPbIX CPOKW NMOCTaHOBKM MPaBWIbHOIO AnarHo3a Takxe
CYLLeCTBEHHO yBennumBatoTcA. JleueHne nauneHTos ¢ AMC1
MOXET NPeACTaBNATb 3HAUMTESIbHblE CIIOXKHOCTM, B CBA3U
C BblHYXXAEHHOW MOXKM3HEHHOW Nnonunparmasmnen, a Takke
0CO0EHHOCTAMM hapMaKOKUHETVKM JIeKapCTBEHHBIX Mpena-
paToB Npu KaHAUAO3HOM UM ayTOMMMYHHOM MOPaXKeHUN
OpPraHoB XeNy[oYHO-KULLEYHOrO TpaKTa.

C yyeToM BbilLecKa3aHHOro, NpeAcTaBifaemM KIMHUYECKn
cnyyain HetnuuyHoro TedeHna AMNC 1 ¢ no3gHum pebrotom
SHAOKPUHHbBIX KOMMOHEHTOB. [IaHHbIN Cryyan nogyepKmBaeT
deHoTnnuueckoe pasHoobpasme AMC 1, a Takxke TPyAHOCTU
B nogbope onTVMasibHOWM Tepanmu Npu COYETaHNN HECKOSIb-
KUX ay TOMMYHHbIX SHOOKPUHHbIX 3a00/1eBaHUIA.

OMUCAHUE CNYYAA

MaywenTKa K. BNnepBble rocnntannsnpoBaHa B oTaen Te-
paneBTMYECKON SHAOKPUHONOIMM VIHCTUTYTa KINMHUYECKON
sHpokpuHonorum MHU PO OIBY «HMWL, sHaokpuHonornm»
MwuH3gpasa Poccun B 2018 1. B BO3pacTe 25 net. Ha momeHT
rocnmTanu3aumm NpeabaBaia *anobbl Ha BbiNageHUe Bo-
NIOC Ha rofioBe, HeperynAapHble MeHCTpyauun, neproamnye-
CKYI0 FO/TIOBHYI0 60J1b, FONIOBOKPYXEHUE, CHUKEHME NAMATU.

M3 aHamHe3a 13BeCTHO, YTo B BO3pacTe 13 neT nocne nepe-
HECeHHOro COTPACEHUA FONOBHOMO MO3ra BO3HUK CYAOPOX-
HbI cMHAPOM. B 24 roga BnepBble nccnegoBaHbl NoKasaTenm
KanbLuin-¢pochopHOro obMeHa, BbisiBNIEHa IMNoKanbLuemus,
CHUXKEeHUe YPOBHA NapaTropmoHa o 0,32 nmosnb/n, yCTaHoB-
NeH AmMarHo3 runonapaTipeosa, MHULMMPOBaHa TepanusA
aKkTMBHON (anbdakanbumpon 1,5 MKr/cyT) U HAaTUBHON (Kore-
kanbuundepon 7000 ME/Hen) dopmamu BuTamuHa D. Ha dpoHe
NeyeHna Cyaoporn He BO3HMKaW.
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B 22 ropga agnarHoCTMpOBaH NepPBUYHbIN TMMOTUPEO3 B UC-
XO[e XPOHUYECKOro ayTOMMMYHHOrO TUPeounamnTa, NHULMK-
poBaHa Tepanusa N1eBOTMPOKCUHOM HaTpWA B f03€e 75 MKr/CyT,
c nocnegyouen TuTpayuen gosbl 4o 112,5 MKr/cyT.

Tak»e 13 aHaMHe3a 3BeCTHO, YTo € 14 neT oTMe4ana Bbl-
nageHne BoOMOC, B TOM UnCie pecHuy 1 6poeei, B 24 roga
OVarHOCTMPOBaHa rHe3gHaA anorneuus, no NoBOAY uYero
B 2017-2018 rr. B TeyeHne 5 mecAueB nosyyana gekcameTa-
30H B CYyTOYHOW f03€e 4 M.

C 11 net oTMeyana MPUCTYMbl NOTEPU CO3HaHWA, CO-
NPOBOXJABLUMECA CHVXKEHUEM apTepuanbHOro AaBfieHUA
go 70/50 MM pT.CT, BO3HMKaBLMNE Ha (OHe CTPEeCCcOBbIX
ciTyauunm v nNpu gnutenbHOM ronodaHuun. B 25 net ogHo-
KpaTHO — MoTepsA CO3HaHMA Npy NPOMNyCcKe nprema aekca-
MeTa3oHa. Kpome Toro, ¢ nogpocCcTKOBOro Bo3pacTta nepmo-
AVYeCKM oTMeyasna TAry K CONleHOoN nuiye.

B 16 net BbiABNEeH aedpuuUT BUTaMMHa B12, No gaHHbIM
330darogyofeHOCKONNY OTMEYANUCb MPU3HAKM MOBEpPX-
HOCTHOrO ractTpuTa, gyogeHuta. lMonyyana Kypcamu Tepa-
nuio Npenapatamn BuTaMmrnHa B12 n ponueson Kucnortol.

C 22 net oTMeTMNa HapylLleHue paHee perynapHoro
(menarche B 12 neT) MeHCTpyanbHOrO UMKNA C 3afep>KKkamm
o 1-1,5 mecaua. Cneunduyeckoro obcriefoBaHnsA 1 neye-
HWA He NPOBOAMNOCh.

B Bo3pacTe 25 neT Bnepsble AUarHOCTUPOBaH BarnHarb-
HbI KaHAWA03.

Mepenombl 1 onepaynn naumeHTka oTpuuana. Cemen-
HbIA aHaMHe3 OTArolWeH Mo caxapHoMy AuabeTy 2 Tuna
y Oefa no MaTepUHCKOM NIUHUM U paKy FOfIOBHOMO MO3ra
y 4efaa rno OTUOBCKOM IUHUM.

Mpwn ocmoTpe: Bec — 63 Kr, pocT — 161 Cm, MHAEKC Mac-
cbl Tenla — 24,3 Kr/m2 KoXHble NMOKPOBbI YNCTbIE, HE Tunep-
NUrMeHTUpoBaHbl. Ouaru anoneuun Ha BOMOCKCTON YacTu
ronosbl, 6poBn n pecHuupbl pegkue. LLintoBugHana xenesa
He yBenuueHa, 6e36one3HeHHas Npy nanbnaunm, HeOAHo-
poaHou CTPYKTYpbl. [ynbc — 72 ygapa B MUHYTY. ApTepu-
anbHoe gaeneHne — 110/70 mm pT.cT. CuMnTOMbI XBOCTEKA
n Tpycco oTpuuaTenbHble.

Pe3ynbTathl N1abopaTOpHO-UHCTPYMEHTaNIbHOro obcne-
[LOBaHVA MaUMEHTKN NpuyBeAeHbl B Tabnuvue 1.

Mpu noctynneHum Ha ¢oHe Tepanuu anboakanbuugo-
nom 1,5 MKr/cyT oTMeyanacb AeKkomneHcauuma runonapartu-
peo3a, OfHAKO KIIMHMYECKNe MPU3HAKU FMnoKanbLuemMun
OTCYTCTBOBaNU. B pamKkax CKpyHMHra oCnoXKHeHUN rnnona-
paTnpeo3a BbinonHeHo Y3 noyek, BbickazaHO MOJ03peHme
0 Hanuuny HedpoKanbLmHo3a. Mo pe3ynbratam 6GUOXVMU-
YeCcKoro aHasnv3a KpOBU [aHHbIX OTHOCUTESIbHO CHUXKEHUS
CKOPOCTU KNy6oUKoBOW GUNbTpaLMm He nony4yeHo. Ha anek-
TpoKapauorpamme GprKCMpoBanoch yanIuHeHUe NHTEPBana
QT, uTO B OTCYTCTBUE APYIUX SNEKTPOSIUTHBIX HAPYLUEHWHA,
a TaKkXKe COMyTCTBYOLWMX 3ab0NeBaHNIA U NpYema npenapa-
TOB, MPUW KOTOPbIX OTMeYaeTca yanuHeHne mHtepsana QT,
BEPOATHO, 0OYC/IOBNIEHO FMMOKanbLUeMUEN.

Ha ¢oHe nprema neBoTUpOKCMHA HaTpua B A[o3e
112,5 mKr npu nccnegosanum TTT agnarHocTupoBaHa meau-
KaMeHTO3Has KOMMeHcaums nepBrMYHOro runotupeosa. MNpu
Y3U wmutoBuaHoM xenesbl 06Luin 06bem coctaBun 5,9 cv’,
B MPaBOWi [10/le — TMNO3X0reHHoe 0bpa3oBaHMe pasmepa-
mn 0,8x1,0x0,5 cm. YpoBeHb KanbLUTOHNHA — B npepenax
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Ta6nuua 1. Tepanva runonapaTpeosa v rmMnoTupeosa 1 pesynbtaTtbl NabopaTopHOro o6cnefAoBaHNA NALMEHTKM, NONYYEHHbIE BO BPEMA rocnuTanv3aumin
B HL, PO OIBY «HMWL, sHgokpuHonorum» Munsgpasa Poccun B nepuog ¢ 2018 no 2022 rr.

UoHb AluBapb Hekabpb MapTt MaprTt Hekabpb
Mokasarenb 5519, 2019r. 2019r. 2021r. 2022r. 2022r. PU
Ha BbinajieHune Ha TATY K CONEHOI | Ha CHIMKeHIe Ha CHIKeHne Ha UZKMiA cTyn | Ha npubasky
BONIOC HA FOIOBE, | MULLIE, CHUKEHUE | MAMATH, TONOBHYHO | NAMATH, [0 ABYX pa3 B BECE Ha 2 KT
HeperynapHble namsy, 60nb, 3anopbl, BbINajieH1e BONOC, | B fieHb, CYAOPOTM, | B MecAl,
MeHCTpyaLmy, TONOBHYt0 607b, | HeperynApHble roNoBHyt 60/1b, | HeperynapHble BbiMajeHue Bonog,
Wano6bi 1o TONOBHYI0 60/b, | OTEKM HIKHUX MEeHCTpyaLmun HeperynapHble MeHCTpyaLmn HeperynapHble
p FONOBOKPYXKeHUe | KOHEYHOCTelA, MEHCTpyaLmy, MeHCTpyaLmn -
nocTynneHum
I CHUXKeHue 3anopbl, «NPUANBBI»,
namaTi CNOUCTOCTD nepebou B pabote
HorTeid, cepaua
HeperynapHble
MeHCTpyaLmu
AK 1,5 mkr gHem | AK 1 MK aHem AK 1 MKr aHem, AK 1 MKr aHem, AK 1 mkryTpom, | AK 1 mKr yTpom,
KK no 1500 mr 0,5 MKr Beuepom | 0,5 MKr Beuepom | iHEM 1 BeYepoM | iHEM 1 Beuepom,
Tepanus AHeM M Ha Houb | KK no 1500 mr KK no 1500 mr KK 1500 mr yTpom | 0,25 MK Ha HOub
runonapatupeosa K30 kan/Hen OHEM M HAHOYb | AHEM M HAa Houb | 1 AHem, 2000 mr | KK 1500 mr ytpom, -
Mpy NOCTYNNEHNN K30 kan/Hepn K30 kan/Hen BEYepoM JHEM 11 BEUEPOM,
K40 kan/Hen 500 mr Ha HOYb
K30 kan/Hen
AnbbymuH-ckop-
PeKTUpOBaH-
HbIN KanbLnit 1,82 2,08 1,94 1,8 1,74 1,94 2,15-2,55
npyu NOCTyNAeHUH,
MMONb/N
Oochop npu
noCTynneHny, 1,95 2,06 2,3 2,33 1,62 1,83 0,74-1,52
MMONIb/N
Kansut yroHoL 11 1,06 0,92 1,08 . 2,65 25-8
MOUK, MMONb/CyT
AK 0,25 mkr ytpom | AK 1 MKr AHem, AK0,75 mkr gHem, | AK 1 mkryTpom, | AK1mkrytpom, | AK 1 mkr
11 BeYepom 0,5 mkr Beuepom | 0,5 MK HOUbH JHeM 1 Beyepom | 1,5 MKT aHem, YTPOM, 2 MKF
KK 1000 ytpom KK no 1500 mr KK 2500 mr gHem, | KK 1500 MryTpom, | 2 MKr Beuepom, | AHeM, Be4epom
Tepanua 1 1500 Beyepom | AHeM M Ha Houb | 2000 Mr HA HOUb | IHEM 1 BeYEpOM | 2 MK Ha HOUb 1 1,5 MKr Ha Houb
runonapatmpeo3a K30 kan/Hen K30 kan/Hen K30 kan/Hen KK 1500 mr KK 1500 mr yTpom, -
npy Bbinncke YTPOM 1 HeM, JIHeM, Beuepom
1000 mr Beyepom | 11 1000 Mr Ha HOUb
11 Ha HOYb K30 Kan/Hen
K45 kan/Hen
AnbbymuH- ckop-
PEATUPOBAHKbIN 2,09 1,98 2,04 213 1,88 2,85 2,15-2,55
KanbLui npu
BbINUCKE, MMONb/N
Qocpop npu 1,78 1,85 1,97 2,27 1,44 211 0,74-1,52
BbINNCKE, MMONb/N
25(0H)surranuk D, 36,9 - - 38,9 31,1 37,7 30-100
HF/MN
MarHwuii, Mmmonb/n 0,82 - 0,796 0,71 0,686 0,79 0,7-1,05
Kpearnits, 74,4 93,6 745 83 758 85,4 50-98
MKMOJb/N
(Ko,
M/MAH/, 73 W2 97 73 9 83 92 80 -
Kopruson yrpom, 402,8 - 1,94 - - - 123-626
HMOMb/N
AKTT yTpom, nr/mn 83,09 - 1875 - - - 7-66
AnbpoctepoH, 121 - - - - - 70,9-980
nMoAb/n
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CASE REPORT

OkoHYaHue mabnauywl 1

WNioHb

AuBapb

Oekabpb

Maprt

Mapr

Hekabpb

Mokasarenb 55151, 2019r. 2019r. 2021r. 2022r. 2022r. PU
Penun, ME/n >500,0 >500,0 41,22 - 2,63 286,5 2,8-39,9
Kanuit, mmonb/n 5 4.8 43 4, 3,03 43 3,5-5,1
Hatpuii, Mmonb/n 138 141 142 142 142,8 137,2 136-145
AuHTuTena
K 21-rnapokcunase, 2,94 - 1,77 - - - <04
MMONb/N

NeoTUpOKCUH NeBoTHPOKCUH JleBOTUPOKCUH JleBOTUPOKCUH NeoTUpOKCUH NeBoTHpOKCUH
Tepanua HaTpua 112,5 MKr | HaTpua HaTpua HaTpus HaTpus HaTpus
runotupeosanpu | (Bec 125 mkr (Bec 100 mr (Bec 100 mkr (Bec 112,5 MKr (Bec 112,5 mKkr (Bec -
nocTynneHnu NMaLMeHTKN — NaLneHTKn — naLneHTKn — NaLneHTKn — NMaLMeHTKN — NaLneHTKn —
63 Kr) 63 Kr) 60 Kr) 59 kr) 59 kr) 59 kr)

T, MME/n 0,97 0,048 0,88 6,27 6,57 0,034 0,25-3,5
Antutena k MO,
ME/mn 381,4 - - - - - 0-5,6
Antutena k T,
ME/mn 4000 - - - - - 0-115
[nioko3a, Mmonb/n 494 - 5,28 51 4,09 5,45 3,1-6,1
WHcynuH, MKE/mn 13,51 - 8,27 10,8 3,47 - 2,3-26,4
C-nenTua, Hr/mn 2,6 - 2,07 - 2,07 - 1,1-4,4
[MMKNpOBaHHbIIi 58 i ) 55 58 53 16
remornoouH, %
AHTuTEna K rnyTa-
Mataekapbokcuna- 0,4 - - - - - 0-1
3e, En/mn
AuTuTena
K TpaHcnoptepy <1,0 - - - - - 0-15
unHKa 8, En/mn
AuTutena k
TMpo3uHdocaTase, 1,9 - - - - - 0-10
En/mn
Aututena
K 0CTPOBKOBbIM 0,26 - - - - - 0-1
Knetkam, Eg/mn
AuTuTena 131 i ) i i i 0-10
K uHcynuuy, Ea/mn

534.M. 1. 128.M. 1. ) i i i 0.¢.:1,9-11,7,
G)Cr, Eﬂ/Mﬂ 16,4 31’4 ﬂ.¢.: 1,4—9,6

53 4. M. 1. 12 p.m. 1. ) i i i 0.¢.:2,6-12;
I, En/wan 9,13 248 n.6.:0,8-155
JcTpaamon, 534.M. 1. 124 M. 1. i i i i 0. ¢.:97-592;
nMosb/n 283,96 332,25 n.¢.:120-738
AHTuTtena
K TKaHeBoI i 1 i i 0,87 ) 0-10
TPaHCrioTaMuHaze
(IgA), ME/mn
AuTuTtena
K rnnaguHy IgA, - 3,07 - - 1,6 - 0-12
ME/mn
Buramu B12, i 311 26 : i 164 191663
nr/mn

MNpumeyaHue: P — pedepeHcHbln nHTepBan, AK — anbdakanbumpon, KK — kap6oHat Kanbuua, K — konekanouudepon, TNMO — Tupeonepokcniasa,
TI — TmpeornobynuH, JIT — notenHunsnpyowmin ropmoH, OCI — ponnnkynoctumynupyowmin ropmoH, TTI — TupeoTponHbiii ropmoH, AKTI — aapeHo-
KOPTMKOTPOMHBbI ropMoH, CKD — ckopocTb KnyboukoBon punbtpaumum, kan/Hea — Kanenb B Hegento (1 kanna — 500 ME), . M. L. — AeHb MeHCTPpYyanbHOro
umkna, ¢. ¢. — donnukynmnHosan ¢asa, n. ¢. — notenHoBan dpasa.
MonyXnpHbIM BbigeneHbl MoKasaTenn, He COOTBETCTBYOLWE pedepeHCHOMY Arana3oHy.
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pedepeHcHbIx 3HaueHuii (MeHee 1 nr/mn). Mo pe3ynbTatam
LUTONOrMYECKOro NCCNefoBaHNA MaTepurana, Nony4YeHHoro
npu NyHKUMOHHOW Grioncum, NoaTBEPKAEHA 30Ha ayTOUM-
MyHHoro TnpeougmTta (Bethesda Il).

C yyeToM JINTENIbHOTO aHamHe3a AeduunTa BUTAMUHA
B12, ona ncknioyeHnsa ayTOMMMYHHOIO NMOpaXkeHUsa Cin3u-
CTO 06ONIOUKN KenyfiKa BbIMOfIHeHa 330daroractpogyope-
HOCKOMNWA, ANAarHOCTUPOBAH KaHAMAO3 NULLEBOAA 1 MOBEPX-
HOCTHbIV racTpuT.

lNpuHMMaa BO BHUMaHWE AaHHble aHamHe3a (3NmM30fbl
NnoTePU CO3HAHWA, CHUXKEHME apTepuanbHOro AaBfieHUs,
TATY K CONEHOM Muule), a TaKXkKe Hanuyme ABYX OCHOBHbIX
komMmnoHeHToB AlC 1, 3anogo3peHa nepBMYHas Hagnoveuy-
HUKOBasi HeQOCTAaTOYHOCTb. YPOBEHb KOPTM30Ona KpOBWU
YTPOM COOTBETCTBOBaN «cepoi 30He», AKTI noBblleH He-
3HauUTENbHO (MeHee YyeM B 2 pasa MO OTHOLLEHMIO K BEPX-
Hel rpaHnue pedepeHCHOro UHTEpBana), Takke OTMEUYEHO
NOBbILIEHNE YPOBHA PEHUHa MPU HOPManbHOM 3HauYyeHUn
anbAoCTepPOHa 1 3EeKTPONUTOB KPoBU. BbinonHeHa npoba
C VIHCYIMHOBOW TUMOrNVUKeMMEN: MUHUManNbHbIN YPOBEHb
rMoKo3bl cocTaBmn 0,5 MMONb/N, NUKOBBIN YPOBEHb KOPTU-
30na — 481,6 HMonb/N. Taknm 06pa3om, AMArHOCTUPOBaHa
naTeHTHaA HaAMoOYEYHUKOBAA HEAOCTaTOYHOCTb. AyTOUM-
MYHHbBI reHe3 3aboneBaHVA MOATBEPXKAEH Ha OCHOBAHMU
BbIABIEHHOIO NMOBbILIEHHOIO YPOBHA aHTUTEN K 21-TMapOoK-
cunase. C yenblo reHeTUYEeCKOro NOATBEPXKAEHUA AMarHo3a
AlC 1 BbINONIHEHO cekBeHUpoBaHWe reHa AIRE: BbiABneHa
KOMMAyHA-reTepo3nroTHas myTtauus ¢.769C>T n c.821delG.

Ana mncknoyeHna Opyrmx BO3MOXHbIX KOMMOHEHTOB
ATNC nccnenoBaHbl YPOBHY FOKO3bI, MUKUPOBAHHOIO re-
MOrobmHa, nHcynrHa u C-nenTrga, AaHHbIX 3@ CaxapHbIi
anabeT He nony4yeHo. [nA NpPOrHo3MpoBaHMA puUCKa pas-
BMTWA caxapHoro amnabeta 1 Tmna BbIMNOMHEH 3ab0p KPoOBU
Ha aHTMTeNa K KOMNOHeHTam 6eTa-KNeTOK NMoAXKenyLouHON
Xenesbl — B npeaenax pedpepeHCHbIX 3HaYeHNIA.

C yyeToM HapyLleHNA MEHCTPYaNbHOro LUK, Ucciemo-
BaHbl YPOBHU MOJIOBbIX TOPMOHOB — Y6eAnTeNbHbIX AaHHbIX
3a MePBUYHbIV FTMMOroHaan3m He nony4yeHo. lNposeaeHo Y3
OpraHoB Masioro Tasa: BbIIBNEHbI MPU3HAKM MMMOMNIa3um Any-
HMKOB (NpaBbit AnYHMK — 1,0 cm®, neBbii — 0,7 cv®). C yue-
TOM YPOBHSA aHTUMIONNIepoBa ropmoHa <0,1 Hr/mn (0,1-10,6),
CAenaH BbIBOA O CHMMXKEHHOM OBapuanbHOM pesepae.

B cTtaumoHape npoBeAeHa KoppeKuma Tepannm rmrnona-
paTvpeo3a: 4o3a anbdakanbLuaona cCHKeHa o 0,5 MKr/cyT
M pacnpegeneHa Ha ABa npvema (AHeM 1 Ha HOYb), OMON-
HUTENbHO Ha3HauyeH KanbuuA KapboHaTt no 1500 mMr aHem
M Ha Houb. lNpogomxeHa Tepanus Konekanbuudeponom
B nopgepxmeatowen gose 15 000 ME (30 kanenb) B Hefe-
mo. Ha poHe Koppekuun Tepanum JOCTUTHyTa MefKaMeH-
TO3HaA cybkomneHcauma 3aboneBaHmA. KoHcynbTpoBaHa
racTpO3HTEPOSIOrOM MO NOBOAY KaHAMA03a CM3UCTON 060-
NOYKM NULLEBOAA, Ha3HAUYeHa Tepanus NPOTUBOrPUOKOBbLIM
aHTUOMOTUKOM. YunTbiBasi AUArHOCTUPOBAHHYK MepBUY-
HYI0 HaIMOYEYHNKOBYIO HEQOCTAaTOYHOCTb, UHULUUNPOBAHO
neyeHue rMapoKkopTnsoHom 15 mr/cyt (10 mr yTpom n 5 mr
Beuepom) n nygpokoptmsoHom 0,025 mr ytpom. Ha poHe
npvema 112,5 MKr N1eBOTUPOKCUHA HaTPUA OTMeYanca syTu-
peo3, KoppeKumMmn Ao3bl NpenapaTta He TpeboBanocb. KoH-
CYNbTUPOBaHa N'MHEKOJIOrOM, PEKOMEH0BaH Npuem Anapo-
rectepoHa ¢ 16 no 25 geHb MeHCTPYanbHOro LnKna.
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KNUHUYECKIMI CNYYAW

[anee HeogHOKpPATHO roCcnNUTanU3npoBaHa B OTAeN Te-
paneBTUYECKON SHAOKPUHOAOTUN VHCTUTYTa KIMHNYECKOMN
sHpokpuHonoruv ML PO OIBY «HMUL, sHaookpuHonorum»
MwuH3gpasa Poccun. PesynbraTbl 06CnefoBaHMsA B AUHAMUKE
npuseneHbl B Tabnuue 1.

Ha npoTsxxeHnn Bcero nepuoga HabnogeHus, HecMoTpsA
Ha OVMHAMUYECKUA KOHTPOJb MokasaTeneln Kanbuuin-¢oc-
¢dopHOro obMeHa M KOpPEKLMIO Tepanuuv, JOCTUYb KOM-
neHcauMm XPOHUYECKOro runonapaTtmpeosa He yaaBanoch.
pw 5TOM faHHbIX 338 TMNOMarHNEMMIO Ha BCEM NPOTAKEHNN
3aboneBaHNA He MOJNyYeHO (3a WCKNIOUYEHVEM OfHOKpaT-
HOrO HEBbIPAXXEHHOrO CHVXEHUA YPOBHA MarHWsa B MapTe
2022 r.). Npu Y3U nouek B AUHaMMKe NMPU3HAKOB Hedppo-
KanbLMHO3a He BbiABNeHo. [Tpn ouepegHOM CKPUHUHIe OC-
NOXKHEHWIN XPOHMYECKOrOo rmnonapaTtrpeosa B mapte 2022 .
BbIfIBJIEHA OCJIOXKHEHHAA HayanbHasA KaTapakta oboux rnas.
Mpn peHcnTOMETPMKU MNOKasaTenu MUHEPANbHOW MIOTHO-
CTU KOCTHOW TKaHW B MOACHWYHOM OTAefie NO3BOHOYHMKA
U NPOKCMMasibHOM OTAernie 6efpeHHO KOCTU MpPeBbIaIu
BO3pacTHyto Hopmy (5,4 SD n 3,1 SD no Z-Kputepuio cooT-
BETCTBEHHO), B y4YeBOV KOCTW MOKa3aTeNb COOTBETCTBOBAS
BO3pacTHon Hopme (0,4 SD no Z-kputepuio), 4to, Hanbornee
BEPOATHO, 0BYC/IOBNEHO XPOHNYECKUM I'MNOMNapaTupeo3om.

Heobxopgnmo oTMeTWTb, UTO [03a JIEBOTUPOKCMHA Ha-
TPUWA TakKe MHOFOKPATHO MeHsANachb B CBA3W C HEQOCTMXe-
HMEeM MeAUKAMEHTO3HOW KOMMEeHCauuu runotmpeosa unm
pa3BuTUEM ATPOrEeHHOro TMPEOTOKCMKO3a, HECMOTPA Ha OT-
CYTCTBME 3HAUMMbIX KOonebGaHUM Beca NauueHTKn 1 cobnio-
JeHue pexrmMa npuema MmegukaMmeHToB (MHTepBan 4nvTenb-
HOCTbIO MMHMMYM 4 Yaca mexay NpueMomM NeBOTUPOKCMHA
1 npenapaTtoB BuTammHa D). Mo Halwemy mMHeHuto, y 60nb-
HOW OTMeuvanacb BaprnabenbHOCTb BCACbiBaHWA Mpenapara
B K/LLEYHVIKE, B CBA3M C YeM NMPOBEAEH CKPUHWHT LiennaKkmm,
OfiHaKO NOBbIWEHNA aHTUTEN K TKAHEBOW TPaHCryTaM1Hasze
W rMrariHy He BbiABNEHO. PeKoMeHOOBaHO paclMpeHHoe
06cnefoBaHME B YCJIOBUAX raCTPOIHTEPOSIONMYECKOrO CTa-
LunoHapa.

3a nepuog HabnogeHVA NPOBOAUIACL TUTPaLUA [O3bl
$nyapoKopTU30HA NOJ KOHTPOIEM YPOBHS PEHMHA U SeK-
TPONUTHOTO COCTaBa KpoBu. B 2019 r. Ha ¢oHe npuema ru-
LpoKopTM30Ha 12,5 Mr/cyT n dnyapokopTnsoHa 0,1 mr/cyT
nepeHecna Xupypruyeckoe feyeHvie nog obueln aHecTesu-
e (oKTA6Pb) 1 yaaneHve 3yba (gekabpb), Npu 3TOM Koppek-
LUMA 3aMeCcTUTeNIbHON Tepanuu MMIoKOKOPTUKOCTEpOMAaMu
He NpoBOAMNaCh, BMeLLaTeNbCTBa NepeHecna yaoBneTBopu-
TesibHO. B ¢BA3M € Yem 3anofo3peHO BONTHOOOpa3Hoe Teve-
HMe NATEHTHOW HAAMOYEeYHUKOBOW HEJOCTAaTOYHOCTU. B ge-
Kabpe 2019 r. NOBTOPHO npoBefeHa Npoba C MHCYIMHOBOWN
rUNoravKemmnen Ha poHe OTMeHbI 3aMeCTUTESIbHOW Tepanuu
HaAMOYEYHNKOBOW HEQOCTaTOYHOCTM B CTaLMOHapPHbIX YC-
NOBUSAX: MVKOBBIA YPOBEHb KOPTM30/a HAa GOHe JOCTMXKe-
HUA TUNOMMUKEMUN COCTaBWA 2,52 HMOJb/N, TakXKe oTMe-
YeHOo BblpaxeHHoe nosbiweHue AKTI, yto nopgTBepamnno
HanMune NepBNYHON HAAMOYEYHNKOBOW HEeQOCTaTOYHOCTMY.
[o3a rugpokopTn3oHa yBenuyeHa Ao 15 mr/cyT. YunTbiBas
MoKa3aTesiv 3NeKTPOSINTOB 1 PEHKHA, f03a GyapOKOPTU30-
Ha ocTaBneHa npexHen — 0,1 mr/cyT.

B cBA3m ¢ pednunTom BUTammHa B12, naumeHTKa npo-
JOMXnna nosyyatb KypCoBoOe JieueHre LmaHKobanaMmHom.
Mpu ovyepenHon 330¢haroracTpoayofeHOCKONMM B iIHBape
2019 r. gnarHoCTNpPoOBaH aTPOPUUECKNIA TaCTPUT, a TaKXKe
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BbISIBIEHbI aHTUTENA K BHYTpeHHeMy dakTopy KacTtna (K na-
pUeTanbHbIM KNEeTKaM »KenyfKa He 06Hapy»KeHbl), 4To nog-
TBEPAWIIO ayTOMMMYHHbI reHe3 3aboneBaHus.

B anBape 2019 r. 3anogo3peH rmneproHagoTPONHbIA TW-
MOroHaZiM3Mm, KoTopblii BepuduumpoBaH B ¢espane 2020 r.
Ha cefbMOW AeHb MeHcTpyanbHoro umkna OCI — 38,2 Ep/n
(1,9-11,7), nr — 21,7 Ep/n (2,6-12,1), 3ctpagmon —
78,8 nmonb/n (97-592). Bonpoc 06 MHMLUMauun 3amecTUTeslb-
HOW rOPMOHASIbHOW Tepannn OTJIOXKEH B CBA3W C TPOMbOOLU-
To30M (MakcumanbHo Ao 542*10° kn/n (152-372); cornacHo
pe3ynbratam Y3/ opraHoB GPIOLLHOM NOMOCTY, He 06YC/TOBIEH
rMMocCneHnel) u HeO6XoANUMOCTbIO LOMOSHUTENbHBIX MCCIe-
[OBaHU NO peKOMeHJaLMM remaTosora.

3a nepuog HabnoaeHUs HEOLHOKPATHO AUArHOCTUPO-
BaHbl peuuanBbl KaHAMAO03a NULLEBOAA, Braranumila, a Tak-
Xe cnusncTor 060104YKM NONOCTU PTa, MO NOBOAY KOTOPbIX
Ha3HayanocCb COOTBETCTBYIOLLEe NieyeHue. o noBoay rHesg-
HOI anoneuun TPUXONOroM Ha3HayanMcCb BHYTPUKOXKHbIE
WHBEKLWN AUNPOCTaHa C NONIOXUTENbHbIM SbdpeKToM.

B okTA6pe 2021 r. NauneHTKa nepeHecsia HOBYO KOPOHa-
BUPYCHYI0 MHPeKUMIo (cpeaHen cteneHmn Taxectn). Ha doHe
UHGEKLMOHHOTO 3ab0oneBaHMs OTMeyanocb O6OCTpeHue
KaHAMao3a cm3ncTbix obonoyek. MNocne pekoHBanecueHUMm
noABWIacb Anapesa C PeakTBHbIM renaTuToM, Pa3BuUICA Cy-
DOPOXHbIN cnHapom. B nepuog rocnutanmsauum B ML, PO
OIrBY «HMWL, shaokpuHonorum» Munsgpaea Poccun guarHo-
CTMpOBaHa JEKOMMEHCaLma rMnonapaTnpeosa, uYto notpebo-
BaJIo Ha3HaYeHVA BbICOKUX J03 anbdakanbLuugona n kapbo-
HaTa Kanbuua. C yyeTom gmapen NpoBOAUIOCh BPEMEHHOE
yBenMyeHne [03bl rMapokopTusoHa Ao 20 mr/cyT. B cBA3m
C Npu3HaKamy Mepefo3vpoBKU GyapOKOPTU30HOM, A03a
npenapaTa ymeHblueHa go 0,025 mr/cyt. HecmoTpsa Ha Heue-
nesow nokasatenb T 1T, KoppeKuna 3amecTUTeNIbHON Tepanumn
NEBOTUPOKCMHOM HaTpMA He NpoBoAMIacb — B CBA3N C Ana-
PeNHbIM CMHLPOMOM M MEAUKAMEHTO3HOW CybKoMMeHcauum-
€l MIOKOKOPTUKONAHOWN He[OCTaTOYHOCTU. Takke nocne ne-
peHeCceHHON HOBOW KOPOHABMPYCHOW MHGEKUNY OTMEYEHO
nporpeccnpoBaHmne anoneumnn Ao ToTaslbHOM.

OBCYXXAEHUE

[aHHbIN KNMHMYECKUI Calyvyan [eMOHCTPUpPYeT HeTu-
nuuyHoe TeyeHne AMNC 1 ¢ no3gHen MmaHudecTaumnen oCHOB-
HbIX KOMMOHEHTOB CMHAPOMA 1 BbIAB/IEHMEM MX Ha CTagnn
MUHUMAaNbHbIX KNUHUYECKUX npoasneHui. MNepBbiM 3HAO-
KPVHHbIM KOMMOHEHTOM, KOTOPbIA, OQHAKO, He ABnAeTcA
OCHOBHbIM, CTaJl NEPBUYHbIV TMMNOTNPEO3 B UCXOAE ayTOUM-
MYHHOrO TrpeouauTa. Kak oTMeyanocb paHee, ayTOMMMYH-
Hble TMpeonaTun Hepeako pa3suBaloTcA B coctaBe AlC 1.
bonee Toro, npegnonaraeTca HanmMumne accoumaunm ayTonm-
MYHHOrO TMpeouamuTa Npu AaHHOM CUHAPOME C MyTauuen
B KofoHe 228 (G228W) B reHe AIRE [6]. OqHaKo B OTHOLLEHUN
ayTOVIMMYHHbIX 33a00N1eBaHUN LWUTOBUAHOM ene3bl, Kak
nepBbix kKomnoHeHToB AlC 1, nuTepaTypHble JaHHble BeCb-
Ma OrpaHuyeHbl. Takum obpa3om, NpeacTaBAEHHbIN HaMU
KINMHUYECKUN CNlyYal HarnaaHo 4eEMOHCTPUpPYeT Heobxoau-
MOCTb HaKOMEHUA KNVHUYECKNX N FTeHETUYECKNX AaHHbIX
nauveHToB ¢ AMNC 1 gnsa nlydyeHus reHoTMn-peHOTMNUYE-
CKMX accoumalmn.

HecmoTpsa Ha Hanuume y naumeHTKn € 13 net cygopor,
KOTOpble, C BbICOKON BEPOATHOCTbIO, ObLIM MPOABIIEHNEM
OCHOBHOro komnoHeHTa AlNC 1 — runonapatnMpeosa, Au-
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arHo3 Obin YCTaHOBNEH TOMbKO B Bo3pacTte 24 net. Cnnsu-
CTbIl KaHAMAO03 AMArHOCTUPOBAH B Bo3pacte 25 net, oa-
HaKO He MCKIIYaeTcs CYOKNMHMYECKOe TeUeHMe JAaHHOro
3aboneBaHuA B 6oniee paHHeM Bo3pacTe. ALANCOHNYECKOrO
Kpu3a yganocb n3bexatb, BEPOATHO, 3a CYET Npuema mio-
KOKOPTMKOCTEPOMIOB MO NMOBOAY aNioneumn, a TakxKe paH-
Hero BbIABNEHNA (Ha NAaTEHTHOW CTaguu rMNoKopTULM3MA)
N Ha3HayYeHVA 3aMeCTUTeNIbHOW Tepanuu KO- U MUHe-
panokopTukongamu. Takxke y naumeHTKNn Umenncb apyrume
ayTOVIMMYyHHble 3a0OneBaHuA: anoneuus, nepHULMO3Has
aHemMuA BCNIeACTBME ayTOMMMYHHOrO racTpuTa, rmnepro-
HaJOTPOMHbIN TMMOroOHaAM3M, KOTOpble YacTo accouumpo-
BaHbl ¢ AMNC 1. He ncknoyaeTtcs, YTo HETUMNYHOE TeyeHue
CUHAPOMa OOYC/IOBNIEHO TEeHETUYECKUMU OCOBEHHOCTAMM.
Tak, myTauma ¢.821delG B reHe AIRE paHee onncaHa nuuib
y ogHoro nauueHTa [7] (B To Bpemsa Kak myTauma c.769C>T
ABNAETCA CAMOM YaCTO BCTPeYaemMom B pOCCUNCKON Nonyna-
uvn). Takum 06pa3om, NpeacTaBeHHbIN KIMHUYECKUIA CITy-
Ya nofuepKMBaeT HeOOXOAMMOCTb NMPOLOIIKNUTL U3yUYeHne
deHoTUN-reHoTUNNYeCKNX kKoppenauun npu AMC 1.
OCHOBHaa CJNIOXHOCTb AAHHOTO KIVUHWYECKOro Cyyas
3aKknyanacb B nogbope ONTUManbHbIX 103 MpPenapaToB
Kanbuus 1 akTBHOW ¢popmbl BUTammHa D. HecmoTps Ha Kop-
pekuuio Tepanuu, cobnofeHrie NauveHTKON ANETUYECKUX
pekoMeHpauMn N AVMHAMUYECKUN KOHTPOMb MOKasaTtenemn
Kanbumin-pochopHoro obmMeHa, OCTMUb MEANKAMEHTO3HOM
KOMMeHcauM1 runornapatMpeosa He yaaBasocb, UYTo, ouve-
BMOHO, MPUBENO K Pa3BUTMIO Y MALUEHTKU OCHNOMHEHHON
KaTapakTbl. Kpome TOro, gnutenbHon cybkommeHcauuen
3aboneBaHnA 06ycnoBMeHa afanTauysa NALUNEHTKN K XPOHM-
YeCKOW rMnoKasbLMeMun 1 oTCyTCTBUE crneuudryecknx ans
rMMNonapaTnpeosa Xanob NpPakTMUYecKy Npy Kaxkgow rocnu-
Tanv3aummn B CTaumoHap. BepoATHO, MPUYMHON CNOXHOCTEN
npu nogbope [03 NpenapaToB KanbLus, anbpakanbLuaona,
a TaKXe NeBOTUPOKCMHA HaTpuA ABNAIOTCA NTEKapPCTBEHHbIE
B3aumogencTaua. Tak, rmapoKOPTU3OH CHIKAET BCacbliBaHME
npenapaTtoB Kanbuma [8]. Kpome TOro, nonyuyeHbl AaHHble,
CBUAETENbCTBYIOWME B MOJMb3Y BAUAHUA [TIOKOKOPTUKOW-
OB Ha MeTabonu3m BrTaMuHa D: ycurneHve MHakTuBauuu
25(OH)BuTtamnHa D n 1,25(OH)ZBI/ITaMVIHa D [9]. BmecTe ¢ Tem
npenapartbl KajibLnA MOTyT HapyllaTb BCacbiBaHUE JIeBOTU-
pokcuHa HaTpus [10]. HecmoTps Ha cobniofeHne nauneHTKoN
pekoMeHAaLmii Mo pa3obLyeHnIo NprYema NpenapaToBs BO Bpe-
MEHU, Mbl HE MCKJII0YaeM NleKapCTBEHHbIE B3aUMOAENCTBUA
nocne abcopbumm npenapaTtos. Kpome Toro, Mo AaHHbIM -
Tepatypbl, B 25% cniyyaeB komnoHeHTamu AlC 1 ctaHoBATCA
AYTOMMMYHHbIE FacTPOVHTECTUHANbHbIE 3a00NeBaHMSA: ayTo-
UMMYHHbI racTpuT, Manbabcopbuus, cteatopes [7], uto Tak-
e CyLLeCTBEHHO BNUSET Ha GapMakOKMHETVKY NpPenapaTos.
B cBA3U C yeM NaUMeHTKe peKoMeH0BaHO paclUMpPEHHOE ra-
CTPO3HTEpPONIOrMYeckoe 06cnefoBaHme.

3AKNIOYEHUE

CBoeBpemeHHasa guarHoctnka AlC yacTto 3aTpygHeHa.
BbifBneHne paxe OAHOrO ayTOMMMYHHOro 3aboneBaHus
y MaumeHTa [AOMKHO HACTOPOXWUTb Bpaya B OTHOLIEHMUM
NOTEHUMANbHOW BO3MOXHOCTU HanMuua WAM  PasBUTUA
B Oyaywem AMC. Tak, runonapatupeos sfBAAETCS MepBbiM
Nno yacToTe BCTpeyaemocT KomnoHeHTom ATC 1 [11], noa-
TOMY B CJ/TyYae ero BbifBIeHNA HE06X0ANMO NPOBECTU CKPU-
HUHT OPYrnX KOMMOHEHTOB CMHAPOMA, B MepBY0 ovepenb
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HafnNnoYeYHNKOBOW HefocTaTouyHOCTM [12]. OgHaKo HepefKo
BbIABNEHNIO OCHOBHbIX KOMNoHeHTOoB AlC 1 npepglwecTeyeTt
OVArHOCTMKa APYrux ayTOMMMYHHbIX SHOOKPUHHBIX 3abo-
NIeBaHW, B TOM YMCNe WNTOBUAHON Xene3bl. TakKe, HeCMo-
TP Ha TO YTO 3aboneBaHVe B OOMbLINHCTBE CNyYaeB MaHU-
decTnpyeT B AETCKOM 1 MOAPOCTKOBOM BO3pacTe, criegyet
NMOMHUTB: M0G0 13 KoMnoHeHToB AMNC 1 MOXKeT pa3BUTbCA
1 BO B3pOC/IOM BO3pacTe.

Mpun neyeHUN NALMEHTOB C HECKONIbKNMY ay TOVMMYHHbI-
MW SHAOKPWHHbIMU NATOSIOTMAMM MOTYT BO3HVKHYTb TPYAHO-
CT1 B nogbope Tepanuu, raBHbIM 06pa3om, B CBA3U C BbIHYK-
[JeHHOW Nnonunparmasren, a Takxke HapyLueHem BcacbiBaHUA
npenapaToB Ha GOHe MOPAKEHUS OPraHOB XKenyLoYHO-KU-
LUEYHOTrOo TpaKTa. YUnTbiBas CJIOXKHOCTM B Nogbope Tepanuu,
COYeTaHue SHAOKPUHHbBIX 1 APYrux ayTOUMMYHHbIX 3abore-
BaHNIN, HEOOXOAMMOCTb ANHAMNYECKOro HaboaeHnA 1 CBO-
€BPEMEHHOTIO BbIABIEHNA HOBbIX KOMMOHEHTOB, MALMEHTOB
c AMNC 1 pomkHa KyprpoBaTb MyNbTUAMCUUMNAIMHAPHAA KO-
MaHAa B YCNOBUAX CNeLManmn3mpoBaHHbIX LLEHTPOB, a Takxke
npv NOMOLLM TENEMEANLNHCKNX TEXHONOMNIA.

KNUHUYECKIMI CNYYAW

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHuk ¢puHaHcmpoBaHuA. PaboTta BbiMosiHEHa B pamKax rocy-
[apCTBEHHOro 3ajaHuA «XPOHWYECKU MOCeonepaLnoHHbIn N HexXu-
pypruyecknin rmnonapaTMpeos: NPeauKTopbl OCNOXHEHNI 3aboneBaHnA
1 KOHTPOJIb AUArHOCTVKM, IeYEHNA N MOHUTOPMHIA NaLMEHTOB C UCMOMb-
30BaHVeM CUCTEM MOAAEPXKKM NPUHATVA BPaYeOHbIX peLleHNin», perncTpa-
LMOHHbIN Homep 123021300171-7.

KoH)nuKT nHTepecoB. ABTOpPbI AEKNAPUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

Yyactue aBTOpOB. ABTOPbI OACOPUNM rHaNbHYIO BEPCHIO CTaTby
nepep nybnvkauuen, Bbipasun cornacme HeCTM OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, NOAPAa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3aHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTh
paboTbl.

Cornacue naumeHTa. MayneHT JO6POBO/BHO NoAnMcan UHGOPMUPO-
BaHHOe cornacue Ha ny6anKaLuio NepcoHanbHON MeANLIMHCKON NHbOp-
Mauum B 06e3nmyeHHon dopme B KypHasne «KnnHnYeckas u 3KCnepumeH-
TanbHasa TMPeonJoNornsa».
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