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CNOPAJAVNYECKUI NEPBUYHDIV TMNEPMAPATUPEO3 C MHOXECTBEHHOW
TPAHCOOPMALIMEA OKONOLWUTOBUAHDIX KEJNE3

updates

© E.E. Bubuk', A.K. EpemknHa’, O.A. KHasesa?, H.I. Mokpbiwesa'

"HauyoHasbHbIN MeaNLMHCKUIA NCCenoBaTebCKUI LIeHTP SHAOKprHonorun MuHsapasa Poccun, Mockea, Poccus
206111eCTBO C OrpaHNUYEHHOWN OTBETCTBEHHOCTLIO «AnbTame+», OanHLoBo, Poccus

MonurnaHgynapHoe nopaxeHre okonowmToBmaHbIX xenes (OWK) npn nepsruyHom runepnapatupeose (MIMT) moxeT
ObITb CNOpajMYeckUmM MU Pa3BUBATbCA B paMKax HacnefCcTBEHHbIX CUHAPOMOB, MaHUdecTnpya B MOIOLOM BO3pacTe.
MpepcTaBneHo onvcaHve Taxenon cnopaguyeckon ¢opmbl MNIMT ¢ KpynHbIMU HOBooGpa3oBaHuamm OLLK y monogon
nauneHTKU. KnmHmyeckme gaHHble NO3BONANM 3aM0A03PUTb CUHAPOM MHOMXECTBEHHbIX SHAOKPUHHbIX Heonnasun 1 tuna
unu kapumHombl OLLXK, ogHako myTauumm CDKN, CDC73, MEN1 6binu nckntoyeHsl. MauveHTKe BbINOIHEHO yaaNneHne Tpex
BbIAABNIEHHbIX ONyXonei: LobpoKkauecTBeHHbIX afgeHom neBbix OLLK 1 runepnnasum npason OLLK. MNMocneonepayoHHasn
rMNoKanbLMeMnNA 1N TAXKENbIA CUHAPOM FOJIOAHbIX KOCTel noTpeboBanu HasHaueHnA NpenapaTos BUTamrHa D, kapboHaTa
Kanbuusa. OgHako Yepes rof nocse onepaummn NogTBEPKAEH «MATKUN» peungms 3abonesaHns. C yueTom oTKasa nauu-
€HTKM OT MOBTOPHO Onepauuun 1 3HaYNTENIbHOTO YyULleHUA COCTOAHUA OPraHOB-MULLEHEN NPOAOIKEHO aKTMBHOE Ha-
6nogeHue. MauneHTKa Hy>KaaeTca B AasibHelieM TaTeIlbHOM AMHaMUYEeCKOM KOHTPOJ1e crelmnannucTaMmm ¢ Lesbio CBO-
€BPEMEHHOrO BbIAABNEHWA NOKa3aHWI K MOBTOPHOMY X1PYPruyeckomy fiedeHunio Ans ynyJlleHna KauecTsa 1 yBenimyeHun
NPOJAOMKNTENIBHOCTU XN3HMU.

KJTKOYEBBIE CJIOBA: nepsuyHelli 2unepnapamupeos; 2unepKanbyueMus; MHOXeCmaeHHble d0eHOMbI; OKOIOWUMOBUOHbIE Xesle3bl; CUHOpOM
MHOXecmeeHHbIX SHOOKPUHHbIX Heoniasuli; pak OKOIOWUMOBUOHbIX XeJte3.

SPORADIC PRIMARY HYPERPARATHYROIDISM WITH MULTIPLE PARATHYROID ADENOMAS
© Ekaterina E. Bibik'*, Anna K. Eremkina’, Olga A. Knyazeva?, Natalia G. Mokrysheva'

'Endocrinology Research Centre, Moscow, Russia
2“Altamed plus’, Odintsovo, Russia

Multiple lesions of the parathyroid glands (PTG) in primary hyperparathyroidism (PHPT) can be sporadic or develop as part
of hereditary syndromes, manifesting at young age. There the description of a severe sporadic PHPT with big parathyroid
neoplasms in the young patient is presented. Clinical data made it possible to suspect MEN-1 syndrome or parathyroid carci-
nomas; however, mutations CDKN, CDC73, MEN1 were excluded. The patient underwent removal of three identified tumors:
benign adenomas of the left PTG and hyperplasia of the right one. Postoperative hypocalcemia and severe hungry bone
syndrome required the administration of vitamin D and calcium carbonate preparations. However, a year after the operation,
a «mild» recurrent disease was confirmed. Taking into account the patient’s refusal to reoperation and a significant improve-
ment of the target organs state, active observation was continued. The patient needs further careful dynamic monitoring by
specialists in order to timely identify indications for repeated surgical treatment to improve the life quality and span.

KEYWORDS: primary hyperparathyroidism; hypercalcemia; multiple adenomas; parathyroid glands; multiple endocrine neoplasia syndrome;
parathyroid cancer.

AKTYAJIbHOCTb 1 tmna (M3H-1), pexe — MHOXECTBEHHOW 3SHOAOKPWUHHOMN

Heonnasuu 2 n 4 Tunos (M3H-2, M3H-4), cemenHoro nsonu-

MepBryHbIN runepnapatupeos (MITIT) ABnAeTca OTHO-
CUTENIbHO PACMPOCTPAHEHHBIM SHAOKPVIHHBIM 33a60neBaHu-
€M, XapaKTepusylLMCA BEepPXHEHOPMaJIbHbIM WX MOBbI-
LUEHHbIM YPOBHEM KaNbLMA CbIBOPOTKM KPOBU BCNeACTBUE
M36bITOYHON NpOAYKUMM NapaTmpeougHoro ropmoHa (M)
NaToNIOrMYECKN VM3MEHEHHbBIMWN OKOMOLIMTOBUAHBIMUK >Kene-
3amm (OLLK). NIMT B 80-85% cnyyaeB 0OyCNOBNEH CONK-
TapHow ageHomow, B 10-15% cnyyaes — runepnnasvein uim
MHOECTBEHHbIMM afileHOMaMM HeCKOMbKux nnn scex OLLK
(nonurnaHgynapHoe nopakeHue), B 1-5% — KapuMHOMOW
OLWK [1]. MpumepHOo B 5-10% cnyuaes MITIT pa3sBuBaeTca
B pamMKax reHeTMyecku AeTePMUHUPOBAHHbBIX CUHAPOMOB,
yalle B COCTaBe MHOXECTBEHHOW SHAOKPWHHOW Heonniasnm
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POBaHHOro runeprapaTMpeosa 1 CMHAPOMa rmnepnapatun-
peosa c onyxonbto HyXHen yentoct (HPT-JT) [1]. HecmoTps
Ha TO YTO ANA HacnefcTBeHHoW dopmbl MITIT, accounmpoBaH-
HOW C repMUHANIbHbIMWA MYTaLMAMMW, XapaKTepPHbl CUHXPOH-
Hble WM MeTaxpOoHHble maTonornyeckme nameHeHusa OLLPK,
B K/IMHMYECKOW MPaKTWKe C/lyyan NOSvIIaHgynAapHOro no-
pakeHMA valle HOCAT crnopaguyecknn xapakrtep. o aan-
HbIM NIMTEPaTypbl, PACNPOCTPAHEHHOCTb MHOXECTBEHHOTO
nopaxeHma OWPK npn cnopagnueckom [IMT Bapbupyet
oT 7 po 33% HabnofaeHwid. B npencTaBneHHbIX UccneaoBa-
HUAX B MOPGOSIOrMYECKOl CTPYKTYpe npeobnagatoT runep-
nnasumn Heckonbkux unm scex OLLPK, pexxe pernctpupytorca
afleHOMbl IBYX UNM KparHe peako — Tpex xenes [2, 3].
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MNIMT BcTpeyaeTca BO BCeX BO3PACTHbIX rpynnax, B TOM
yncne y feTer U NogpPOCTKOB, OAHAKO HanbOobLUYIO pacnpo-
CTPaHEHHOCTb OH MMEET Y XEHLLMH B NOCTMEeHOMNay3aibHOM
nepuopge. Passutue MNIMT y nuy monogoro Bo3pacTa nogo-
3pUTENBHO B OTHOLLEHMM HaCIeICTBEHHbIX GOpM 3aborneBa-
HUA, YTO TPebyeT PacLIMPEHHOIO NaboPaTOPHO-UHCTPYMEH-
TasibHOro o6cnefoBaHUs ANA CBOEBPEMEHHON MOCTAHOBKY
AnarHosa. B HacToAWwmi A MOMEHT OTKPbBIT BOMPOC O HEOOXO-
OUMOCTN PYTUHHOTO MOJIEKYNAPHO-TEHETUYECKOro CKpU-
HWHra cpegm Bcex monoabix nayuenTos ¢ MITIT [4, 5]. Bepo-
ATHOCTb BbISIBUTb CNEeLUPUUECKYI0 reHETUYECKYIO NMPUUYNHY
MIMT BbiWwe Npy HaUMeHbLUEM BO3pacTe aebiota 3abonesa-
HUA, OJHAKO PEKOMEeHZaLUU O reHeTUYECKOM CKPUHKHre
B Bo3pacTe Ao 30, 35 nnu 40 neT He chopmynupoBaHo [6].
Tem He MmeHee OTAENbHO MOXHO BbIAENNTb rPynny NaumeH-
ToB ¢ INIMT monoxe 40 net ¢ coyeTaHHbIM NOAUTAAHAYNAP-
HbiM nopakeHunem OLLK kak Haubonee Mopo3puUTENbHYIO
B OTHOLWeEHMM cnHapomMa M3H-1, gaxe HeCMOTpA Ha OTCYyT-
CTBVE OTArOWEHHOro CemMernHOro aHamHesa. PesynbTaTtbl nu-
NOTHbIX UCCIe[0BaHNI POCCUNCKON NONYNALMK CBUAETE b-
CTBYIOT O CMELLeHMM BO3pacTa MaHrdecTaumm 3abonesaHus
Ha 3-10 geKagy Xu13Hu, B CBA3M C YeM PeKOMeHZYeMbl BO3-
pacTHOW Mopor Ana NpoBefeHUsA reHeTUYeCcKkoro nccneno-
BaHuA cocTasnsaet 40 nert [1].

Mbl npeacTaBnaem cnyyan peunanBupyowero TeyeHns
MNIMT y monogon naumeHTKM C MHOXeCTBEHHbIM NOPaXKeHU-
em OLPK B oTCyTCTBME MyTaLMin FreHOB, aCCOLMMPOBAHHbIX
C HaCNeACTBEHHbIMU NPUYMHAMK 3a60N1eBaHUs.

OMUCAHUE CNYYAA

MaumeHTka C., 34 net, BNepBble CTana oTMeyaTb NOCTO-
AIHHble 60NN U CNabocTb B HOrax Mocse MnepeHeceHHoro
nepenoma ocHoBHoW ¢anaHr V nanbua npaBoli CTOMbI
B 2017 r. [lpn PeHTreHOBCKOW AEHCUTOMETPUU Obifo BbI-
ABNEHO CHWKEHWEe MOoKasaTens MUHepanbHOW MIOTHOCTU
koctn (MIMK) B nosAcHMYHOM oTaene no3BoHo4YHuKa (L1-L4)
o -2,6 SD no Z-kputeputo. Kpome Toro, o6Hapy»KeHbl mno-
BblLLEHME KOHLEHTpaL MM napatnpeonaHoro ropmoHa (MTT)
0o 242 nr/mMn n He#oCTaTOYHOCTb BUTaMuHa D (26 Hr/mn),

KNUHUYECKIMI CNYYAW

YPOBEHb KanbLyemMnun He onpegensncsa. [NayueHTke Ha3Ha-
YeHa Tepanus anbdakanbLmaonom B fose 1 MKr/cyT, ofHako
B CBA3U C Pa3BUTNEM MOYEYHOW KONMUKKM Yepes 1 mec neyve-
HMA nNpenapat 6bin OTMeHeH. B nocnepyiolem oTmMeyanocb
nporpeccmpyolee yxyalleHre CaMOYyBCTBUA MaUMEHTKN
B BUAE HapacTaHusA o6Lwen caboCcTun, MHTEHCUBHbBIX Bonen
B CMMHE N HWKHUX KOHEUYHOCTAX, pa3pyLlueHms 3y6os. MNpu
JOMONHNTENIbHOM 06CIeqoBaHNM BMeEpPBble BbIIBIEHA TU-
nepkanbunemns (KanbLmin NOHN3NPOBAHHDBIN 1,62 MMONb/1)
n amarHoctupoBaH MMIMT. C uenbio TONUYECKOW AMaArHo-
CTVIK/ MO MEeCTY XUTEeIbCTBA BbIMOJIHEHA MlaHapHas CLMH-
Turpadus, No pesynbratam KOTOPOW 3adUKCUPOBaHO ABa
ovara runepdukcaumm paguodapmnpenapata (POMN) c Ten-
JeHuMen K CIMAHNI0 Ha YPOBHE HMXHEro rnostoca JieBon
JONY WMTOBUAHOW »Kenesbl.

OceHblo 2018 . (cnycTa rog nocne nepBbiX NPOABNEHNN
3aboneBaHns) NaUMeHTKa rocnuTannsnpoBaHa B OTaeNeHe
natonorun OUPK OIBY «HMWL, sHpokpuHonorun» Mun-
3apasa Poccuu ¢ BbiLeyKa3aHHbIMM XKanobamu.

Pe3ynbratbl pusmnKanbHoro, nabopatopHoro

N NHCTPYMEHTaJIbHOro nccniefoBaHna

Mpu ocMOTpe OTMEUYEHO HOPMOCTEHMYECKOE Teso-
cnoxeHue (Bec 72 Kr, poct 172 cm, MHAEKC Maccbl Tena
24,3 Kkr/m?), obpallann Ha ce6s BHMMAHWE KOCTHbIV Bbl-
CTyn B MPOEKUUN FPYAVHHO-KIIIUYNYHOIO COYNIEHEHUS
cnpaBa, pecTpykuma n gepopmauus 3y6oB, ApPKO Bbipa-
MKEHHbI TPEBOXHbIA CUMHOAPOM C BbICOKO-HOPMasbHbI-
My nokasatenamu remogmHammkn (YCC 80 B MUHYTY,
Al 135-150/80-90 mm pT. cT.). Mpn nabopaTopHOM 06-
cnepoBaHMM  3adMKCMPOBaHbl  3HAYMMOE  MOBbILIEHUE
KOHUeHTpauun Kanbuma kposu u MNTl, runepkanbumypus.
C uernbio KOppeKUUn runepkanbLmeMm 6bii HasHauyeH uu-
HakanbueT C TUTpaumen fosbl o 60 Mr B CyTKu, perugpa-
TaLMOHHaA Tepanus, OfHaKo 3Haunmoro 3¢deKkTa He Ha-
65104an0Ch: COXPaHANOCh 3HAYMMOE MOBbILIEHNE YPOBHS
anbOyMUH-CKOPPEKTUPOBAHHOIO KanbLsa Kposu (Tabn. 1).
Tem He MeHee anA NPOPUNAKTVKM NPOrPecCcupPoBaHNSA T1-
nepKanbuuemMum 6b1s10 NMPUHATO PeLLEHKE O MPOAOIIKEHUN
Tepanuu ynHakanbueTom 30 Mr B CYyTKN.

Tabnuua 1. OCHOBHbIE GUOXMMUYECKIE 1 FOPMOHasbHbIe MoKasaTenu nayueHTky C.

2018r. 2019r. 2020r.
Pe¢depeHcHble AHHWIA
MNokasatenb/flaTta SHaYeHNs npn yepes uyepes r:llonep npn yepes
nocrynneHnn 6cytr  11cyr nocrynneHnn 7 cyT
nepvop
Kanbuuit now., 1,03-1,29 1,38 142 1,41 1,14 - -
MMOsb/n
ANbOYMIIH-CKOPPEKT. 2,15-2,55 3 3,1 3 - 24 2,57
KanbLUuiA, MMONb/N
MNTr, nr/mn 16-65 403,7 466 - 57,11 80,25 113
®ocoop, mmonb/n 0,74-1,52 0,53 - - - 0,81 -
CKO (EPI), mn/munH/1,73 m? 120 - 122 - 115 -
Kanbunn B CyTouHOMN 25-80 ) 109 ) ) 6,57 )

MOuYe, MMOJb/CyT

NpumeyvaHue. MTI — napatrpeoungHbii ropmoH; CKO — ckopocTb Kny6ouKoBoW dpunbTpaLum.
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Tabnuua 2. MokasaTenn peHTreHOBCKOWM AEHCUTOMETPUN NPV AVHAMUYECKOM HabiogeHnn naymneHTky C.

OTtpen ckenera,

Z-kpuepwii/para 2018r. 2020r. AnHamunka MIMNK
L1-L4,SD -2,8 -2,7 +8,3%
L4, SD -3,4 -2,9
Femur Neck, SD -1,9 -1,8 +3,5%
Total Hip, SD -1,5 -1,3
Radius 33%, SD -4,2 -4,6 -10%
Radius Total, SD -4,9 -5,5

MpumeyaHune. MMK — mMmrHepanbHasa NIOTHOCTb KOCTU.

Mo AaHHbIM PEHTreHOBCKOW AeHCUTOMETPUM NOATBEP -
JeHo cHmKeHne MK oTHocuTenbHO BO3pacTa [0 YPOBHA
0CTEONopo3a BO BCeX OTAeNax ckeneTta (1abn. 2). Mpw peHTre-
Horpaduy BbifBEHbI HavyasibHasa KoMmnpeccus L1-no3BoHKa
(5% noTepw BbICOTbI) M KOMMNPECCUOHHDIN Nepenom Th12-no-
3BOHKA (22% noTepu BbICOTbI), YMIIOTHEHKE CTEHOK HpioLL-
HOrO 1 rPyAHOro OTAENOB aopPTbl, NPU MYNbTUCMMPANbHON
KomnbtoTepHoi Tomorpadpum (MCKT) — MukponuTbl B 06e-
UX MOYKax, a TakKe 06pa3oBaHNA MATKOTKAHHOW NIOTHOCTU
Ha YPOBHe PyKOATKN 1 Tena rpyaunHbl 4o 11,2x11,7x10,7 mm,
C YETKMMM, CKNepO3MpPOBaHHbIMM KOHTYpPaMU N HepaBHO-
MEPHbIM MCTOHYEHMEM KOPTMKANIbHOrO CJ10f, YTO pacue-
HEHO KakK «bypble» onyxonu — npossfeHnsa Gprbpo3Ho-Ku-
CTO3HOro ocTeuTa.

B pamkax nepBoro sTana TOMUYECKOW ONArHOCTUKMU
nposefeHo ynbTpa3BykoBoe uccnegosaHne (Y3U). Cnesa
33 HMXKHEeN TpeTbio WNTOBUAHOW Xene3bl BU3yann3nposa-
HO O6pa3oBaHWE MOHWXKEHHOW IXOFeHHOCTM C POBHbLIMU
KOHTYpamu 7,2X2,6X1,3 cMm, pacnpoCTpaHAloLlWeeca BHU3
W 3arpyaviHHO, [0 AYrM aopTbl, OXBaTbiBalollee 06Lyto
COHHy apTepuio. C yyeToM KPYMHbIX pPa3mMepoB OMyxo-
N1, 3HAYUMBIX W3MEHEHWI NabopaTOPHbIX MOKa3aTenemn
N TAXKEeCTV TeyeHnA 3a60eBaHNsA, HeNb3A ObIIO UCKTIOYUTD
3/10KayeCcTBEeHHbIN XapakTep natonorun. B kavectse po-
NONIHUTEJIbHbIX MHCTPYMEHTaNIbHbIX METOAOB MPOBefdeHbI
CUnHTUrpadus ¢ ogHOPOTOHHOW SMUCCMOHHOW KOMIbIO-

TepHou Tomorpadmein (OOIKT/KT), MCKT wewn ¢ KoHTpacT-
HbIM ycuneHnem 1 andoy3noHHas MarHUTHO-PE30HAHCHas
Tomorpadusa (MPT). B pe3synbTate BbiaBneHbl 3 obpasoBa-
Hua OLLXK, aBa 13 KoTopbix Honee 3 cm B frameTpe: nesas
BepxHAA 1,5%1,2X3,9 cM, aTUNNYHO pacnoNnoXXeHHas neBas
HUWXKHAA 2,7X2,2%5,9 cm; npaBaa HuxHAA 0,7x0,4%1,6 cm
(puc. 1-3).

MNprvHMMaa BO BHUMaHWe MOMIOAOW BO3pacT nauu-
EHTKM N MHOXeCTBeHHOe nopakeHne OLLUMXK, BbinonHeH
KOMM/IEKCHBIA  N1ab0pPaTOPHO-MHCTPYMEHTANbHBIN  CKPU-
HUHI  KNacCcuyeckux KomrnoHeHtoB M3H-1  cuHapoma.
lNoka3saTenn appeHOKOPTUKOTPOMHOrO rOpMOHa (yTpom
23,05 nr/mn, Beyepom 7,64 nr/mn), MHCYNMHOMNOZOOGHOrO
dakTopa pocra-1 (135,8 Hr/mn), nponaktuHa (193,4 mEa/n),
TUPEeOoTPONnHoro ropmoHa (1,7 MME/n) coxpaHanucb B npe-
fenax pedpepeHCHbIX 3HayeHW. Brnepsble Obinn 3adpukcu-
poBaHbl labopaTOpHblE MPM3HAKA SHOOTEHHOro rvnep-
KopTuumMsma (runepkoptusonemusi Ha GoHe COXpaHeHus
putMa cekpeunn Koptmsona (yTpom 723,5 HMoONb/n, Beye-
pom 307,3 HMONb/N), NOBbIWEHNE CBOHOOAHOIO KOpTU30/a
B Moye fo 1220,6 HMO/bL/CYT, B X04e HOYHOro NopaBnAlo-
wero Tecta ¢ 1 Mr gekcametasoHa KOPTU30J/1 KPOBM YyTPOM
72,61 Hmonb/n). Kpome TOro, BbIAIBIEHO HE3HAUUTENbHOE
MOBbILIEHNE KOHLEHTpauuin MeTaHedpuHa (335,75 MKr/cyT)
U HopmeTaHedppuHa (458,49 MKr/cyT) B CYTOUYHOW MoOYe.
Mo paHHbIM MCKT ob6beMHbix 06pa3oBaHMI B MPOEKLUU

PucyHok 1. MynbstricnupanbHas KOMnbloTepHas ToMorpadus LWew 1 BepPXHEro CpeaocTeHmns nayneHTku C. ¢ KOHTpacTpoBaHvem (6enoi CTpenkon ykasaHa
fepopmMaLma NpaBoi KIIOUMLIbl, KPAaCHOW CTpenikol — ob6pa3oBaHyie IEBOV OKOJTOLMTOBUAHON Xenesbl).
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PI/ICyHOK 2. O,D,HOd)OTOHHaﬂ SMUCCMOHHAaA KOMMblOTEPHAaA TOMOFpa¢Mﬂ nauneHTKn C.

Mo3aAmn HUXKHEN TPeTN MPaBo 4OV LUMTOBMAHON Xefe3bl 06Hapy»KeHa OBOMAHAA CTPYKTYPa C YETKMMIM POBHBIMU KOHTYPaMU 4X6X 15 MM, HU3KOMHTEHCMBHO

HakannuBatwoLasa pagrodapmnpenapat (POMN). Ksagu n KHU3Y OT neBoi AONN, NaTepasibHee N1LLEBOJa, ONPeAenaeTca OBOUAHAA CTPYKTypa C HEUETKMMM,

POBHbIMU KOHTypamu 8x10x38 MM, HakannuBatowwaa POM. JlaTepanbHee Hee BU3yanu3upoBaHa KpyrnHas MATKOTKaHHasA CTPYKTYpa C YETKAMMN POBHBIMM
KOHTypamu 22x30X53 MM, pacnpoCTpaHAIOLLAACA OT HVXKHErO MoJIoca JIeBOV A0SIN KHU3Y A0 YPOBHA yrvi aopTbl, HakanvBatowas POM.

PucyHok 3. Juddy3noHHas MarHUTHO-pe3oHaHCHas Tomorpadus Wwen (KpacHbIMU CTpenKamu yKa3aHbl 06pa3oBaHus NPaBoW U IEBbIX OKOJTOLUTOBUAHbIX
xenes).
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Ta6nuua 3. Nokasatenn MUHepanbHOro obmeHa Y KPOBHbIX POACTBEHHWUKOB NaUNEHTKU C.

PedepeHcHble

MokasaTtenu OTen Matb Cectpal Cectpa 2
3Ha4YeHuA
ANbOYMUH-CKOPPEKT. Kanbumii, MMonib/n - 2,20-2,55 2,17 2,3 2,16 2,24
MTT, nmonb/n 1,6-6,9 5,68 4,84 4,71 3,07

MpumeyaHwue. NTI — napaTpeonaHbIA FOPMOH.

NOMKENYAOUYHON Xene3bl He Br3yaNvM3npoBanocb, Habnio-
Janacb CermeHTapHas runepniasva 060X HaanoYeUYHVIKOB.
Mpw OTCYTCTBUM ABHBIX KNUHNYECKUX NPU3HAKOB rMnepKop-
TULM3MA, U3MEHEHWI NMOKa3aTenen agpPeHOKOPTUKOTPOMHO-
ro rOpMOHa 1 3HAYMMOW MCMXOIMOLIMOHANIBHON NIabubHO-
CTV MAUMEHTKN Ha (OHe BbIPaXEHHOWN rMnepKanbLmeMmm
OTKJIOHEHUA FOPMOHaJIbHbIX MOKa3aTesierl pacLeHeHbl Kak
bYHKUMOHANbHBIN rMNepKopTULM3M BCieacTeme 6oneBoro
CMHOPOMa, pPa3BMBalOLEroca TPEBOXHO-AENPeCcCrBHOIO
pacctponcTBa. PekomeHAOBaHO mccnefoBaHNe OCHOBHbIX
napameTpoB CTeponaHoro obMeHa B AMHAMKMKe Nocne fo-
cTuxeHua pemmccmn MNIMIT.

MpoBoannocb ob6cneioBaHNe KPOBHbBIX POACTBEHHNKOB
naumeHTKU. [lJaHHbIX 3a MaTonornyeckme usmeHeHusa ¢oc-
¢bopHo-KanbLUmneBoro obmMeHa He nosyyeHo (Tabn. 3).

B cBA3M C BblpaxXeHHOW runepKanbLemmen 1 BbICOKON
BEPOATHOCTbIO Pa3BUTWA TUNepKanbLUMEeMUYEeCKOro Kpu-
33 MauMeHTKa HanpaBfieHa Ha XMpypruyeckoe neyeHue.
OpHako napaTMpeongsKToMusa Oblna OTCpOYeHa B CBA3M
C HeoJHOKPATHbIMM OOOCTPEHUAMU XPOHUYECKOTO TOH-
3UNIANTA N OCTPLIMU MHOEKUMAMY BEPXHMX [bIXaTeSIbHbIX
nyTen, TpebylWUMMN aHTUOAKTEPUANbHOW 1N AE3UHTOKCK-
KaunoHHoM Tepanuu. lNaumeHTKa ocTtaBanacb Ha nopgep-
XKuBawllen fose uuHakanbueta 30 mr/cyT. BecHon 2019 T.
BbIMO/IHEHO XUPYPrnyYecKoe yaaneHne npaBon HYXKHeN, ne-
BOW BepPXHeN 1N aTUMNYHO PACNOSIOKEHHOWN NTIEBON HUMXHEN
OLLXK. MNatomopdonornyeckaa KapTvHa COOTBETCTBOBAA
afieHoMaMm neBbIx BepxHel 1 HuxkHen OLLXK donnukynap-
HOro CTPOEHMWA 13 MMaBHbIX KNeTOK; npaBasd HuxkHAA OLLXK
XapaKTepr3oBanacb INMOMATO30M M HalnymemM YYacTKOB
bONNNKYNAPHOro CTPOeHNU .

B paHHem nocneonepaLVOHHOM nepuoge OTMeYeHa
HOopManmsauua nokasartenen kanbuma u MTI KpoBw, Ha3Ha-
yeHa Tepanua anbdakanbumaonom 1,0 MKr/CyT 1 Konekanb-
undeponom 25 000 ME/Hen. CnycTta 1 Mec nocnie xXnpypru-
yeckoli onepauun Npu yxyglweHnr obLero camouyBCTBUA
Yy MauMeHTKM BbIABMEHA 3Hauyumasa ruUnokKanbLmemms
Ha ¢oHe neduumnta BuTammHa D (15,48 Hr/mn), B CBA3K C Uem
peKOMeHAO0BaHO AOMOMHUTENbHOE NleyeHre npenapaTamm
Kanbuma 1000 mr/cyT, Hacblwarlwen 00301 KonekanbLu-
depona (50 000 ME/Hep B TeueHMe 2 MeC C NOCNeAYOLWM
nepexofoM Ha noafepxwuBatowyo o3y 15 000 ME/Hep)
C OCTUPKEHMEM HOpMOKarnbLUuemun (1abn. 1). KnuHnyeckue
NPU3HaKN BbIPAXKEHHOrO CUHAPOMA «TOJIOAHbIX KOCTEN»
Habnioganucb Ha NPOTAKeHUU rofa. Mo TeEXHNYeCKUm npu-
UYMHaM MONEKYNAPHO-TeHETMYECKOEe UCCeqoBaHme npoBe-
OeHO B OTCPOYeHHOM nepuroge, myTtauui B reHax MENT, RET,
CDKN1B, CDC73 He BbiABNEHO.

Mpn nocnegyowen rocnutanMs3auMm B CTaLMOHapP
B 2020 r. Ha poHe OTMeHbI anbdakanbLuaona U NPenapaTos
Kanbuma 3a 1 Mmec oo rocnutannsaumm, NPOAoSIXKeHUA npue-
Ma Konekanbuudepona B fo3e 2000 ME/cyT 3adurkcmpoBaHo
yMmepeHHoe nosbiweHve MTT Ha poHe HopMOKanbLremny,
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HopMoKanbLmypuu (tabn. 1). C uenbio anddepeHUmnanbHoMm
[AMarHoCTUKM rneprapaTMpeosa npoeeaeHa GyHKLNOHab-
Has npoba c anbdakanbumngonom 1 MKr/cyT, No pesysbratam
KOTOpOW Yepes 7 gHewn BbiiBNIeHa yMepeHHasA rmnepKanbyu-
emus ¢ nosbiweHnem ypoBHA MNTI go 113 nr/mn, cBugetens-
CTByIOWAA B Monb3y nepsuyHoro nopakeHua OLLK n pe-
umngmea 3abonesanus. Mpu Y3 obHapyxeHo obpa3oBaHne
aTMNMYHO pacnonoxeHHon OLLXK 1,8%1,1 cm cneBa, B Bepx-
Hel YacTu nepefHero CpefoCcTeHUs, NOATBEPXKAEHHOe pe-
3ynbratamuy NoBTopHbIX MCKT u cumHTrrpadum ¢ OOIKT/KT
B 2020 r. Onyxonb pacnonaranace mexpgy 6bpaxuuedanb-
HbIM CTBOJIOM 1 JIEBOW O6LLEN COHHOW apTepuen, npuneras
K IeBOMY KOHTYpPY Tpaxeu 1 nepefHemMy KOHTYpPY NrLLeBOAa.
MNpn oueHKe COCTOAHWA OPraHOB-MULIEHEN NoATBEpXAeH
[BYCTOPOHHUA MUKPONUTMa3 6e3 AnHAMMKM OT npepblay-
Lero nccnegoBaHna (cnpaea KOHKpemeHTbl o 0,5 cm, cne-
Ba — [0 0,4 cm). o pesynbratam peHTreHAEeHCUTOMETPUN
OTMeYeHa 3HauMmas NonoxkuTenbHasa guHamuka MIK B no-
3BOHOYHUKE 1 HefpeHHOM KOCTU Mpu Pe3KO BblpaXKeHHOM
cHwKeHun MIMK nyyeBoi Koctu (1abn. 2). Mpu peHTreHo-
rpadun NoATBEpPXKAEH KOMMPECCUOHHbIN nepenom Th12
(30% notepwm maccol), Bnepsble BbiABeH nepenom L5 (25%
noTepu mMaccol), bonee BepoATHO Npov3oLweawnii B goone-
paLMOHHbIV Nepuog Npyv HEBO3MOXXHOCT CBOEBPEMEHHOTO
npoBefeHUA napatupeongsktomuu. NprHmmaa Bo BHUMa-
HMe rMnNepKopTULM3M B aHaMHe3e, NpoBeAeHO MOBTOPHOE
UccnegoBaHue CTepouaHoro Npoduss, OTKIOHEHWI He Bbl-
ABNEHO (KOPTN30/1 BeYEPHEN CIIOHbI 2,2 HMOJIb/M, KOPTU30/
KPOBM YTPOM Ha pOHe HOYHOTO NoAasAsioLero Tectac 1 mr
JekcameTasoHa 37,2 Hmosnb/n). C yyeTom OTKasa naumeHTKM
OT MOBTOPHOIO XVMPYPruyeckoro BMeLLaTeIbCTBa, NOJIOXKN-
TENbHOW AMHAMMKN COCTOAHMUA OCHOBHbIX OpPraHOB-MuLLe-
Hel, HOpMOKanbuneMmnn n ymepeHHoro nosbiweHusa [T,
NMPUHATO peLleHne NPOAOCIXKNTb KOHCEPBATMBHYIO Tepanuio
Konekanbuudeponom (2000 ME/cyT) nog AvHaMUYECKUM
KOHTpoOneM nabopaTopHbIX MOKasaTenell MUHEepPasbHOro
obmeHa (1 pa3 B 3-6 mec), 06LEro COCTOAHMSA C PacCMOTpe-
HMeM XMPYPruyeckom peonepaumy B Ciayyae yxyaweHus
CaMOUyBCTBUSA Y NMPOrPeccrpoBaHnA OCNIOKHEHUN 3abore-
BaHUA.

OBCYXAEHUE

MNpeacTaBneHHbIN  KAVHWYECKUA  Clyyad  OnucbiBaeT
n3onmpoBaHHbii TTIT ¢ MHOXeCTBEHHbIM MOpPaX}eHnem
OUWPK y monogoi naumeHTKN. MNpun xapakTepHOM coyeTaHmm
KINMHUYECKUX MPU3HAKOB HACNeACTBEHHbIX SHAOKPUHHbBIX
CUHOPOMOB B MEPBYIO ouepefb Obif NpoBeAeH AVArHOCTM-
YeCKMI CKPUHUHI KOMMOHEHTOB cuHapoma MOH-1 [7]. Kom-
nnekcHoe nabopaTopHO-MHCTPYMEHTaIbHOE OOCNefoBaHe
MO3BONUIIO UCKIOUNTb Y XKEHLWMHbI natofiorn rmnodusa,
NOMKENYAOUYHOW ene3bl, HaAno4yeyHuKkoB. [dononHutenb-
HbIi CKPUHWHT HapyLwweHunii ¢ocdopHo-KanbLmeBoro oomeHa
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Y KPOBHbIX POACTBEHHNKOB MEPBON IHUK, @ TaKXKe pe3ysib-
TaTbl MONEKYNAPHO-TEHETUYECKOrO aHanm3a Camou NaLmeHT-
KM NUCKIIOUUIIN U3BECTHbIE HacneacTBeHHble BapunaHTbl MNITIT.
Heckonbko Noxoxmx ciyyaes NauueHToB MOJIOAOrO 1 Cpef-
Hero Bo3pacTa 6bls10 ONMCaHO paHee B uTepaTtype [3, 8].

Mo pe3synsTatam 3apybexHbIX PaboT, KaKablli NATbIA 60J1b-
Hol MIMT MoXeT nMeTb Heckonbko obpazoBaHuit OLLK. Oc-
HOBHbIM MAaTOMOPQOIOrMYECKM CybCTPaTOM Takol Ghopmbl
NaTonornm ABNAETCA rMMneprasusa Bcex Nnm 2-3 xenes, pas-
BMBAIOLLAACA CMHXPOHHO WM aCMHXPOHHO. TakKe BCTpeya-
I0TCA MHOXeCTBeHHble ageHombl OLLPK, KoTopble, B otnnume
OT CONMTapHbIX, boniee BEPOATHO ABAAIOTCA MONUKIIOHAMbHbI-
MW 1 MPEeACTaBnAlT coboln pasHble 3aboneBaHua [2]. B Toxe
BpeMA B KPYNMHOM aMEePUKAHCKOM MCCNeQoBaHuM C BKIIlOYe-
Hyiem 384 naumeHToB co cnopaguyeckum MIMIT y 7% 6binn 06-
Hapy»eHbl afieHoMbI AByx OLLPK, npuuem npenmyLiectBeHHoe
nopakeHvie oberx BepxHuXx »xenes (p=0,008), BO3MOXHO, CBU-
[eTenbCTBYET O NepBOHavasbHom runeprnasum OLLRK, npownc-
XOZALLMX 13 YETBEPTOrO »KabepHOro KapmaHa, a He 06 oTaesb-
HbIX HeornacTuyeckmx TpaHchopmaumsax [9]. OcobeHHOCTbIO
Hawewn naumeHTkn C,, cornacHo pesynbratam nocneonepauy-
OHHOTO IMCTONOMMYECKOro UCCNea0oBaHWA, ABMNAETCA Hanmume
[BYX KPYMHbIX aleHOM C/leBa B COYETaHWX C runepnnasmen
TpeTbert OLLK ¢ npoTBONONOXKHOM CTOPOHDI.

Momnck Kak NabopaTOPHO-MHCTPYMEHTAMIbHBIX, TaK
N KIVHWYECKMX MPEeAUKTOPOB MHOXECTBEHHOIO Mopae-
HuA OLLPK no HacTosiwero BpemeHn He Aan OfHO3HaUHbIX
pe3ynbraTtoB. KOMOUHMPOBaHHAA ToNUYecKas AMarHOCTMKa
MOXeT CrnocobcTBOBaTb AOOMEPALMOHHOMY BbIABIIEHNIO
BCEX 00Pa30BaHWUI WU HABECTU Ha MbICSIb O MHOXECTBEH-
HOM nopakeHuu. Tak, oTpuLaTenbHble U ANCKOPAAHTHbIE
pe3ynbTaTbl BU3Yanv3upyOLWMX METOAOB UMEKT BbICOKYIO
NPOrHOCTUYECKYIO LIEHHOCTb B OTHOLLEHMMW NOANTaHAYNApP-
Hoi dopmbl 3ab6oneBaHus [10]. UIHTpaonepaLMoHHbI MOHW-
TopuHr MTT B 20-45% cnyyaeB He No3BonsAeT 06HaPYX UTb
MHOECTBEHHbIE OMyXONy M [aTb OOBEKTUBHYIO OLEHKY
pagvKanbHOCTU Xupypruyeckoro neveHus [11]. Boiasnen-
HOe Ha npegonepauiOHHOM 3Tane Nopa}eHne HeCKONbKMX
OLLK aBnAeTCcA NOKa3aHUEM K iBYCTOPOHHEN PEBM3UU LLEN.
HekoTopbie xupypr B KauecTBe Mapkepa runepdyHKLmm
ncnonb3sytoT pasmepbl OLLPK, yTo ocHOBaHO Ha ycrewHon
HOpManusaummn napameTpPoB U HA3KOW YacToTe pPeLunanBos,
OOCTUTHYTBIX NPU yAaneHUn BCeX BU3YasibHO YBESIMYEHHbIX
Xenes3 Bo Bpems onepauuu [12]. MonaratoT, ecnu gnarHo3
MNIMT He BbI3blBae€T COMHEHMWI, NepcuUcTUpyloLllee unn pe-
unameMpymolee TeyeHne 6oniee BEPOATHO CBA3AHO C IW-
nepnnasuamu OLLPK [2]. B Hawem npumepe paclimpeHHas
TonMyeckasa AMarHoCTUKa NOo3BONUIa Ha JooNnepaLiOHHOM
3Tane onpenenuTb NOKanM3aLmio NaToaornyeckmx obpaso-
BaHWI, OQHAKO TPYAHOAOCTYNHOCTb PACMONOXKeHMNA OQHOTO
u3 Hux (6n1M3Koe npuneraHne KPYyrHbIX apTepuil) npensT-
CTBOBaJIa pagvKaibHOMY JfleuyeHuto 3aboneBaHus.

MomMrmo MHOXecTBeHHOro nopaxeHua OLLXK, ans nauyu-
eHTKM C. GblfIM XapaKTepHbl KpyrHble pa3Mepbl 06pa3oBa-
HUM (0o 4-6 cm cneBa, Ao 1,6 cm cnpasa B HaNbOMbLIEM 13-
MEPEHWN) U TSXKECTb TeueHns 3aboneBaHus (pedppakTepHas
K KOHCEepBaTMBHOW Tepanuu runepkanbuuemMuns, BblparkeH-
Hoe nosblweHne MNTT, MHOXeCTBEHHble KOCTHO-BUCLepanb-
Hble OC/TOXXHEHWA), YTO He WCKMYaNo 3/10KayeCTBEHHbIN
XapaKktep natonoruw. [pegonepaumoHHas AMarHOCTMKa
KapumHom OLLXK 3aTpyaHeHa 13-3a oTCyTCTBUA cneymduye-
CKUX KITMHUYECKMX U TaBOPaTOPHbIX MAaPKEPOB, 33 UCKIIIO-
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KNUHUYECKIMI CNYYAW

yeHMeM cJlyyaeB C MepBOHayanbHbIM BbIABNEHNEM OTAa-
NEHHbIX MeTacTa3oB WX NOABJIEHNEM OXPUMJIOCTUN ronoca
B pes3y/ibTaTe MHBA3NBHOIO POCTa OMyXOuM C NOopaXeHnem
roptaHHoro Hepsa [13]. epcnekTMBHbIM, HO TPYAHOLO-
CTYMHbIM METOAOM AIBNIAETCA onpeesieHne MyTaLuin B reHe
CDC73, koTopble NpUCYTCTBYIOT Yy 60nee Yyem 75% 60nbHbIX
CO 3/10KaueCTBEHHbIMU 06pa3oBaHUAMU. Cebilwe 30% TaKumx
NnayneHToB UMEIT repMMHaTUBHY MyTauuio CDC73 ¢ Bbl-
cokmum puckom passutua MITIT ¢ onyxonbto yentoctn [14].
lncTonornyecknn guarHos KapumHombl OLLPK Takke npeg-
cTaBnAeT cobol cnoxHylo 3agavy, ocobeHHO B cnyyasx no-
BpexaeHna Karncynbl obpasoBanua OLLXK, n, kpome Toro,
3aBVICUT OT OMbiTa Bpaya-mopdosora [15]. 3nokayecTBeHHas
naToniorMa vaile yCTaHaBNMBAETCA PETPOCNEKTMBHO Mpu
BO3HUKHOBEHUW peLranBa NepBUYHON ONYXOKW U NOAB-
neHnn metacTasos. [pegonepayroHHbIN AMArHo3 KapLHO-
Mbl OLLK, oCHOBaHHbI/ Ha COYETaHMM KIUHUKO-abopaTop-
HbIX OCOBEHHOCTEN 1 MHTPAoNEePALIMOHHOW KapTUHE, B pAfe
CcnyyaeB MO3BONAET MPOBECTU pafMKanbHOe Xupypruye-
ckoe nevenue [13, 15]. AHaNOrMYHO Hallemy, HefaBHO ObIIO
onybMKoBaHO onrcaHne NOXUIoN NauneHTKU ¢ 6oNbWNM
nanbnvpyembim obpa3oBaHnem OLLK (5,0%2,5%2,5 cwm),
Nofo3pUTeNibHbIM B OTHOLIEHWNN 3/T0KaYeCTBEHHOro nopa-
XeHus. Y KeHWUHbl Habnoganach 3HaYMMas runepkanb-
umemmnsa (Kanbumini MOHU3NPOBAHHBLIN 1,45 MMonb/n) npu
nosbiweHun IMTT go 1629 nr/mn, ogHako Npu NaToMop-
donornyeckom KnCCNefoBaHUM MOATBEPXKAEHA afeHOMa
OLLUX [16]. B cBOlO 0oYepenb, AMNOHCKUMU ChelmanncTamm
NPOAEMOHCTPUPOBAH YHUKaNbHbIN cnyyan Taxenoro MNIMIT
(kanbum KpoBu coctaBun 14,8 mr/gn, nnm 3,69 mmonb/n,
a NI — 1039 nr/mMn) C MHOXeCTBEHHbIM MOPAXXEHUEM
OLLXK, npu kKoTOpOM OfHO 13 06pa3oBaHMIA NPeaCcTaBANo
coboi kapunHomy [17].

Y nauMeHTOB C BblpaXeHHbIMY KOCTHbIMY OCIIOMHEHNAMMN
MIMT B nocneonepaurOHHOM Mepuofe, Kak npaswusio, Ha-
6nogaeTcsa rmnokanbumemMus, TpebyoLlasn CBOEBPEMEHHOMO
Ha3HaueHUs NpenapaToB KaNbLus 1M aKTUBHOro metabonu-
Ta BuTamuHa D [7]. Tak Ha3biBaeMbIl «CUHAPOM FONIOAHbIX
KOCTel» Y Halen nauueHTKn ¢ ¢prnbpo3HO-KUCTO3HbIM OCTe-
utom Ha ¢oHe andoysHoro cHuxeHna MIK conpoBoxpan-
CA CHVXKEHMEM KOHLEHTpaUMM CbIBOPOTOYHOrO KasbLuA
o 1,67 Mmonb/n BCNeacTBUE €ro yCUeHHOro nornoLeHns
KOCTHOWM TKaHbO U OCCANTMAMU Ha MPOTAKEHUU ANUTENb-
HOro BpemeHu. HecmoTpsA Ha 37O, yepes rog nocne xmpyp-
rMYeckoro neyeHus y naumeHTkn C. OTMeuyeHa 3Hauumas
nonoXuTenbHasa anHamuka MIK B oceBbIx oTaenax ckenera.
Mo gaHHbIM Pas3fNYHbIX UCTOUYHMKOB, NpupocT MIK 3a nep-
Bble 1-4 roga mnocne ycnewHowm napaTMpeougsKToMnn co-
cTaBnAeT otT 6 fo 84% [18]. MNpoaoNXKnTENbHOCTL KOHCEpP-
BaTVBHOW Tepanuu npenapaTamy Kanbuua u BuTamuHa D
onpefenAaeTca KIMHUYECKON CMMMNTOMATUKON W TAXECTblo
NMopakeHUsi CKesleTa 1 YacTo gocturaet 12 mec un 6onee [19].
C yyeTOM HepaguKanbHO MPOBEAEHHOr0 XUPYPruyeckoro
NeyeHus 1 NOATBEPKAEHHOro HanuymA OCTaTOYHOWN TKaHU
ageHombl OUPK Hawa nauueHTKa yepes rof npekpatuna
npremM KapboHaTa Kanbuusa v anbdakanbumuaona u npogon-
XaeT neyeHve Konekanbundeponom nog AUHAMUYECKUM
HabnogeHeM 3HOOKPUHONOra. Takme naumeHTbl HyXXJaloT-
cA B perynsipHoM nabopaTtopHom (He pexe 1 pa3a B 3-6 mec)
N UHCTPYMeHTasnlbHOM (He pexe 1 pa3a B 6-12 mMec) KOHTpO-
ne CoCToAHUA opraHoB-mulleHeln (Y3UM nouek, onpegene-
Hne CKO, peHTreHOBCKas AEHCUTOMETPMA OCEBbIX OTAENIOB
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CKeneTa U JlyyeBoW KOCTM) C LieSiblo CBOEBPEMEHHOIO BbIfIB-
NEHUA NMOKA3aHU K MOBTOPHOMY XUPYPrYE€CKOMY JTIEYEHMUIO.

3AKNIOYEHUE

Cnopapuueckuin MIMT ¢ nonurnaHaynAapHbIM Nopake-
HUEM Yy L MOJSIOAOrO BO3pacTa BCTPEYaeTCA pefKko, uTo
TpebyeT NpoBefeHUs paclPeHHOrO 1aboPaTOPHO-UHCTPY-
MEHTaNIbHOro 06CNeA0BaHMSA, B TOM U/C/Ie CKPUHUHIA APYTX
BO3MOXHbIX KOMMOHEHTOB HacneAcTBeHHbIX M3H-cuHapo-
MOB. KpynHble ageHombl OLLK MmoryT ummntupoBaTb KapLHO-
Mbl MO TsKecTn TeyeHua MNIMTIT 1 goonepauroHHbIM Mopdo-
NOTMYECKM XapaKTepucTrkam obpasosaHuii. MonHoueHHas
npegonepayoHHan ToNnYeckasa AMarHOCTMKa C MPYMEHeHM-
€M HECKOJIbKMX BU3yanu3npylowmx MeTofoB CnocobcTByeT
NPOBeAeHNIO PAAMKANIbHOrO XMPYPrnyeckoro fevyeHns, oa-
HaKO MepcMcTUpyloLLee TeYeHre Y peuuamBbl 3a6oneBaHuUs
HepenKku. Takne naumeHTbl HYXXJAlTCA B JaNbHeNLeM TLua-
TeNIbHOM ANHAMNYECKOM KOHTpOJ1e cneunanuctamm C uenbto
CBOEBPEMEHHOrO BbIABNEHWA NOKa3aHW K MOBTOPHOMY XM-
pypruyeckomy fievyeHunto anda ynyulleHnsa KavyecTsa 1 yBenu-
YeHUA NPOJOIIKUTENIbHOCTU »KU3HN.
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AONOJIHUTENIbHAA UHOOPMALINA

UcTouHukun ¢puHaHcnpoBaHus. ViccnegosaHue nposegeHo npu ¢u-
HaHCOBOWN nopnepx ke MwuHnCTepcTBa 3apaBooxpaHeHmsa Poccuiickon
Depepauuy B pamkax BbIMOSHEHVA rOCY[apCTBEHHOrO 3afaHua «Ontu-
MM3aLmMA POCCUICKOro 3M1eKTPOHHOrO peecTpa NaLMeHTOB C NePBUYHBIM
runepnapatupeosom» Ne HNWOKTP 121030100032-7.

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

Yyactue aBTOpoB. EpemkiiHa A.K. — aHanm3 KAMHUYECKMX 1 nnTepaTtyp-
HbIX JaHHbIX, HanN1CcaHVe N pefakTpoBaHue cTatby; brubnk E.E. — nonyue-
HVie, aHanM3 1 HTepnpeTauua KIMHNYECKNX AaHHbIX, Hanm1caHne 1 pefakTu-
poBaHue cTatby; KHA3eBa O.A. — HanucaHue CTaTby, aHanM3 MTepaTypHbIX
AaHHbIX; MoKpbiweBa H.I. — aHanms KnMHWYecKrx AaHHbIX, peAakTnpoBaHme
CTaTbW. Bce aBTOpbI 0A06PUAN dMHaNbHYIO BepCuto CTaTby nepeq nybnuka-
e, BbIpasuimn cornacue HeCTy OTBETCTBEHHOCTb 3a BCe acneKTbl paboTb,
rofpasymeBaloLLyto Hafexallee n3yyeHne u pelleHrie BONpoCcoB, CBA3aH-
HbIX C TOYHOCTbIO UM AOBPOCOBECTHOCTBIO NM0OOI YacTu PaboTbl.

Cornacue naumeHTa. MNayneHT JO6POBO/BHO NoAnMcan UHPOPMUPO-
BaHHOE corflacue Ha nybnmKaLuio NepcoHanbHON MegULMHCKON MHpopMa-
Ly B 06e31MYeHHON dopme B AAHHOM >KypHare.
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