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Llenb: npeactaBuTb KIIMHUYECKOE HabNaeHVE MNaLMEHTKM C CMHAPOMOM Nnammepa — BuHcoHa Ha poHe 601e3Hm
BunnebpaHaa.

OcHoOBHbIe nosioXXeHus. MNaunenTka ., 40 neT, nocTynuna B rematosiornyeckoe otaeneHne YenadbuHckom obnact-
HOW KJIMHNYECKOM BOJTbHULbI C XXanobamMu Ha BbIpaXKEHHYIO 00LLYI0 CaboCTb, FONOBOKPYXXEHNE VN OABILLKY NPU MU-
HUMasbHOM PU3NYECKON Harpyske, aucdarnio Nnpy NpornaTbiBaHNM TBEPLAON MULLN, HAPYLLIEHNE MEHCTPYasIbHOro
LMKNa No TMny MeHopparuu. Mo gaHHbIM 1a60paTopHOro 06cnenoBaHNA BbIBIEHbI TMMOXPOMHAsA MUKPOLMTapHas
aHemus Tsxxesnol ctenenn (aputpoumnTsel — 1,31 x 10'2/n, remornobuH — 20 r/n), cHuxkeHne depputnHa go 1,5 Hr/mn,
CbIBOPOTOYHOIO Xene3a oo 2,6 MKMOJb/J, CHUXEHME akTUBHOCTN dakTopa Bunnebpanaa 0o 32,4 %. B cBa3u ¢ xa-
nobamu Ha gucoarvio NpoBeaeHa 33odaroracTponyoaeHOCKONs, Mo AaHHLIM KOTOPOM MPOCBET nNuLeBona B 06-
NaCTN YyCTbs UMPKYNSpHO cyxeH o 0,8-0,9 cm Ha npoTsxkeHun 0,4 cM. Ha OCHOBaHUN KIIMHUKA 1 Pe3ybTaToB A0-
obcnenoBaHvs NaLMeHTKe BbICTaB/EH AMarHo3 6onesHn BunnebpaHaa, BTOPUYHOW Xenes3oneuunuTHOM aHeEMUn
Ha pOoHe rmnepnosMMeHoppen u cuHapoma Mnamvepa — BuHcoHa. Ha ¢poHe cTtauuoHapHOro nevyeHns 6onbHas
OTMEeTUNA 3HAYUTENBbHOE YNy4LleHne 0BLLLEr0 COCTOAHNA 1 perpecc aucdarun. Mo gaHHbIM 06LLLErO aHaNn3a KPOBU
Ha MOMEHT BbINNCKM KOIMYECTBO 3PUTPOLMTOB cocTaBuno 3,9 x 10'2/n, remornobuHa — 86 r/n. MNMaumneHTke gaHbl
pekoMeHZauum No NPOOO/IHKEHUIO NpUYeMa npenapaTtoB Xefie3a, C Lefbio 3aMeCTUTENIbHON Tepannuu Ha3HayveH
VIl dakTop cBepTbiBaHUS KpoBU 1 hakTop BunnebpaHaa BO BpeEMS MEHCTPYaLMIA U ONepaTUBHbLIX BMELLATENbCTB.
3aknoueHue. CuHgpom MNMnammepa — BMHCOHA ABASETCS PEAKUM MPOSIBIEHMEM Xene3oaedULUNTHON aHeMUN,
B CBSI3N C YEM HACTO MOXET YMyCKaTbCsa U3 BUAY MPaKTUKYOLWMMK BpadYamMu. MNpuynHori rmybokoro TkaHeBoro ne-
duumTa Xenesa y Hallewn naumMeHTKy NOCyXuna XpoHn4yeckas kposonoteps Ha poHe 6bone3Hn Bunnebpanaa. Mpo-
BEOEHHbI HaMn 0630p INTEPATYPbl HE BbIABWJT MOXOXUX C/ly4aeB CoYeTaHus cuHapoma Mnammepa — BuHCOHaA
1 6ones3Hn Bunnebpanaa.
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Patient with Dyspnea, Dysphagia and Menorrhagia: Plummer — Vinson

Syndrome Against the Background of von Willebrand Disease

Anna A. Saenko'*, Anastasia |. Dolgushina'?, Olga V. Korobitsyna'?, Elena R. Olevskaya'?, Alina O. Khikhlova'?,
Alla S. Kuznezowa', Vadim V. Genkel', Guzel M. Khusainova'?

! South Ural State Medical University, Chelyabinsk, Russian Federation

2 Chelyabinsk Regional Clinical Hospital, Chelyabinsk, Russian Federation

Aim: to present a clinical observation of a patient with Plummer — Vinson syndrome against the background
of von Willebrand disease.

Key points. A 40-years-old woman presented to the hematology department of our hospital with fatigue, dizziness,
dyspnea on exertion and dysphagia to solid food. Laboratory examination showed microcytic and hypochromic ane-
mia (haemoglobin — 2,0 g/dL; red blood cells — 1.31 x 10'?/L), a reduction in serum levels of ferritin to 1.5 ng/mL
and a decrease in the von Willebrand factor activity up to 32.4 %. According to esophagogastroduodenoscopy the lu-
men of the upper esophagus third was circularly narrowed to 8 mm by web formation. Combining these clinical
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symptoms and examinations, we made the diagnosis of von Willebrand disease and Plummer — Vinson syndrome.
Iron supplementation therapy and replacement therapy with von Willebrand factor concentrate were prescribed.
At the time of discharge, the patient noted a significant improvement in her general condition, the number of red
blood cells was 3.9 x 10'2/L, haemoglobin — 8.6 g/L.

Conclusion. Plummer — Vinson syndrome is a rare manifestation of iron deficiency anaemia and therefore can often
be overlooked by physicians. The cause of deep tissue iron deficiency in our patient was chronic blood loss against
the background of von Willebrand disease. Our literature review did not reveal similar cases of concomitant von Will-
ebrand disease with Plummer — Vinson syndrome.
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Bseaenune
Cungpom Ilnammepa — BuHcoHa, Tak:Ke u3BeCT-
HbIll kak cuHapoMm Ilatepcon — bpayn — Kemmm

W cujieporieHnyeckas aucdarus, SBasSeTcs PeiKuM
3a60/IeBaHNEM W TPOSBJISETCS XapaKTEPHON Tpua-
JI0ii cuMIITOMOB: ucdarus, skejae3oneuIUTHAS aHe-
MUSI M TIOSIBJIEHUE COEJIMHUTENbHOTKAHHBIX MeMOpaH
B BepXHeW TpeTU TMHIEBOJA. BrepBble NPOSABICHUS
aucgarum y manueHTK KeHCKOTo ToJ1a Ha (oHe aHe-
mMun ObLn omcanbl Tenpu [lmammepom B 1914 1., 3a-
teM B 1922 r. Tloprep Buncon gononnun HabmoeHust
[Tnammepa, B CBA3U € YeM CHH/IPOM TIOJTYYHJ HA3BAHWE
«cungpom Ilmammepa — Buncona» mam «amucdarns,
cBsI3aHHag ¢ anemmeii» [1]. Hambosee wacto gaHHbINd
CUH/IPOM ACCOIMMPOBAH C COMYTCTBYIOIMIUMEU 3a60.1€e-
BaHUAMHU, KOTOpbIE SABJISAIOTCS TPUYMHON Kese30/ie-
unmTHOI aHeMuM, 0COGEHHO 3a CUET XPOHUYECKOM
KPOBOIIOTEPH WJIN HAPYIIEHHOTO BCACBIBAHUS JKese3a.

Bonesnp Busre6panma, BrepBble  OMMCAHHAs
IpukoMm ¢don Bumrebpangzom B 1926 r., B HacrTod-
Iee BpeMsl cUunTaeTcs Hambosee PacHpoCTPaHEHHBIM
HACJIE/ICTBEHHBIM 3a60JIeBaHneM, CBSI3aHHBIM C Ha-
pylieHreM cBepTbiBaeMocTu KpoBu [2]. [lanHoe 3a-
6oJieBaHME BO3HMKAET W3-3a KOJMYECTBEHHOTO He-
JIOCTaTKa W/ WM KadyecTBeHHbIX JedeKToB ¢aKkTopa
(on Busiebpanga — cl0KHOTO 6eTKa TIa3Mbl ¢ MHO-
JKeCTBOM (DYHKIIMI, KOTOPbIE B I1IEJOM CHOCOOCTBYIOT
(opmupoBanuio TpoMmba, TPHUKPEIIAS TPOMOOIUTDHI
K ydacTKaM IIOBPEK/ICHUS COCY/I0B, a TaKKe CBSI3bIBa-
scb ¢ daxropoMm VIII, nocraBisgs ero K yyacTkaM To-
BpeskJeHns cocynoB. Iloatomy 6ose3unp Busie6pania
XapaKTepU3yeTcs HapyNIeHUSIMHI KaK COCYAMCTO-TPOM-
OGOIUTAPHOTO, TAaK W KOAryJSIIMOHHOTO 3BEHbEB TeMO-
craza. [emopparnueckuii CHHIPOM, aCCOTTMUPOBAHHDIH
¢ 6ose3Hbi0 Buite6panzia, MpUBOANT K XPOHUYECKON
KPOBOTIOTEpE 1, KaK CJEJCTBHE, K Kemae30eUuIinTHoi
anemun. ITo mandbiM L. Srivaths et al. [3], y 60 %
MAIMEHTOB CO CHIDKEHHOH aKTUBHOCTBbIO (hakTopa
on Bunebpanma permcrpupyercs kese3oeUITHT-
Hasg anemud. HecMoTpg Ha 2TO, MPOBeNEHHBIN HaMu
aHaJIN3 JINTEPATYPbl He BBISIBUJI 3aPETNCTPUPOBAHHBIX
cayvaeB cungpoma [lnammepa — BuncoHa y 60JIbHBIX
6osre3nblo Briine6panza.

Kinnuyeckoe HaGogenne

[Tammentka I1., 40 7ner, mocrynuia B TeMaToOJIOTH-
yeckoe orzaesienne YengOnHCKonl 06JaCTHON KIANHUYE-
CKOIl GOJTBHUIIBI € 3Kas00aMK Ha BBIPAKEHHYIO OOIIYTO
€1ab0CTh, TOJOBOKPYJKEHUE ¥ OBIINIKY IIPU MUHU-
MaJbHOH (puamueckoit Harpyske, aucdarmio 1npu mpo-
rJTaTBIBAHUE TBEPAOH THINN, CHIDKEHHE Macchl TeJia
Ha 15 Kr 3a 3 roja, yyaiieHHoe cep/iiieOneHne 1 nym
B ymax. V3 anamHe3a m3BecTHO, yTO OoJiee 20 jer
HAa3a/l TAIMEeHTKE YCTAHOBJEH [MATHO3 <KeJe30/ie-
dbunuTHAasg aHeMus», OJHAKO B TeYeHHUE ITOCJETIHIX
ISATH JIET OHAa He KOHTPOJMpOBAJa MoKasarean o0lie-
ro aHA/IN3a KPOBU U HE MOJIyYaia MeINKAMEHTO3HYIO
Tepamuio npenapatamu jkesesa. Ilpu gerasbHoMm c6o-
pe kano6 6oJibHAs OTMETUJIA, YTO B TEYeHUe TOCJTe/l-
HUX JIBYX JIET TI€PUOJMYECKU CTAJO BO3HUKATH OIILY-
MeHNe TPENSTCTBUS TPW TPOXOXKIEHUN TTHIEBOTO
KOMKa He ypOBHE BepXHeil TpeTH IMHUINEBO/a, O/IHAKO
JIAaHHBIN CUMIITOM He TporpeccupoBasi. B TeueHue He-
JIeJIM 10 TocTHTaan3aiuu OGojibHasi OTMETHJIa Hapac-
TAIONYI0 OOMIYI0 cJa60CTb, YCHJIEHUE OJIBIIIKU, TOJIO-
BOKPY’KEHUE, B CBS3U C YeM CAMOCTOSITEJIbHO CJlajia
o0mIHil aHajn3 KPOBH, MO Pe3yJIbTaTaM KOTOPOrO KO-
JINYECTBO SPUTPOIUTOB coctasmio 1,31 x 102/, re-
Morjo6uHa — 20 r/u, tpombouuros — 630 x 10°/1,
geiikoruros — 3,95 x 10°/n. IlanmeHnTtka caMoCTOS-
TeJHbHO 00paTUIACh B IIPUEMHbIN TOKOH Uenss6uHckoi
001aCTHON KJIMHUYECKON OOJBHUI[BI 1M OblIa TOCIH-
TATM3MPOBAHA B OTJEJIEHNE TeMATOJOTHH C JAWarHo-
30M: :Kese30/epUlnTHAS AHEMUST TSKEJOW CTENeHMU.
N3 anamuesa n3BectHO, uTo ¢ 13 sileT y manmeHTKn oT-
MeyaeTcst HapylieHne MEHCTPYATbHOTO IIUKJIA 10 TUITY
Meropparuu. Co coB GONbHON y MaTtepn 1 6aGyIIKu
10 MATEPUHCKOW JMHUU TaKKe C IOJPOCTKOBOIO BO3-
pacta MeHOpparuu. [Ipm ompoce MaHHBIX 3a ATMMEH-
TapHbBIN JedUIKT KXene3a He ObLIO BBISIBIEHO.

[Ipu oO6bekTUBHOM OCMOTpe 0O0llee COCTOSTHUE
cpejiHell CTeneHu TSKECTH, WHAEKC MacChl Teja Co-
craua 18 kr/M2. BuauMmble causucrble OJeHble,
OTMeuYeHa CyXOCTb KOMKHBIX TOKPOBOB. IIpu orieH-
Ke BUTATbHBIX (DYHKIMIT 3aUKCUPOBAHO yyallleHue
YaCcTOTBI JIBIXaTEJbHBIX JBUKEeHU 10 20 B MHUHYTY,
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YaCTOTBI CEP/IEYHBIX COKpalleHuil 10 94 ynapos B Mu-
HYTy, CHCTOJWYECKOE apTepHalbHOE J[aBJE€HUE CO-
crapwio 110 MM pT. cT., AUACTOJUYECKOE apTepu-
asbHOe faBiaeHne — 70 MM pr. cr. DUNKATHHBIN
OCMOTD OpraHOB MHIIEBAPUTEIBHOI U MOUYENOoJIOBOI
CHCTEM He BBISIBUJI 3HAUMMbBIX OTKJOHeHWH. Ilo man-
HBIM J1a60PaTOPHOTO 06C/Ie/[OBAHUSI OTMEYEHO CHIIKe-
uue deppurnna 10 1,5 Hr/MiI, CBIBOPOTOYHOTO JKe-
Jesa 710 2,6 MKMOJIb/JI, MOBBIIIEHUE HPUTPOIMOITHHA
10 750 MEx/MJ1, HOpMasibHbIe YPOBHU BUTAMIHA B,
u oseBoil KUCJIOTHI, a TakKe 3a(pUKCHPOBAHO CHU-
sKeHne akTuBHocTH (hakropa BumteGparaa mo 32,4 %.
[lo maHHBIM 3E€KTpPOKAPAMOrpAdUI 3aPErHCTPUPOBA-
Ha CHHYCOBAs TaXWKap/us ¢ 9aCTOTOW Cep/eYHBIX CO-
kpamennit 94 ynapa B Munyty. Ilo gaHHbIM yabTpa-
3BYKOBOTO HCCJIEOBAHUS OPTaHOB GPIONTHON TTOJIOCTI
3adukcupoBaHbl yMepeHHble Auddy3HbIe N3MEHEHNS
nmedeHn. B mepBbIil eHb rocrmTaan3aiii naneHTKe
MPOM3BE/IEHO TepeuBaHIe IPUTPOIUTAPHOI MacChl,
Ha3HAYEHBI MTPEMapaThl JKeae3a MPOTenH CYKIMHIIATA.

Ha srane crammoHapHOro JiedeHusl B CBS3U C JKa-
Jo6amu Ha Jucdaruio TalmeHTKe TpoBefeHa 330(da-
rOTaCTPOYOJIEHOCKOIN, M0 JaHHBIM KOTOPOil Ipo-
CBET TIHIIEBOA B OOJACTU YCTbS IUPKYJSIPHO CY)KeH
1o 0,8 cM 3a cyeT 06pa3oBaHUsT COEMHUTETbHOTKAHHOI
MeMOpaHbl ¥ He MPOXOANM /st sHpocKoma (puc. 1).

[To maHHBIM PEHTTEHOCKOIMU IHUIEBOAA 1 JKeJIy/-
Ka OIpe/essieTcsl CTOIKoe Cy)KeHWe BepXHell TpeTn
nuimtesoja Ha yposHe C,, 103BOHKa 10 6 MM Ha Ipo-
TSDKEHUU 7 MM, KOHTPACcT Ha 3TOM YPOBHE He 3ajep-
JKUBAeTCsl, KOHTYPBI IHUIEBOJA HA YPOBHE CY>KEHUs
verkne, HepoBHbie (prc. 2). [To pesysibrataM MyJIbTH-
CIIMPAJIBHOI KOMITHIOTEPHON TOMOAHTHOTpadun Msir-
KX TKAHEN Ter MPU3HAKOB 00BEMHOTO 00Pa30BaHIs
He BbISIBJIEHO.

Ha ocuoBanum ganHbix >xajno0, aHaMaesa 3a00-
JieBaHUsI, OOBEKTHBHOTO CTAaTyca W [eTaJbHOrO Jia-
60pPaTOPHOTO ¥ WHCTPYMEHTATHHOTO 0O6CIeIOBAHMS
yCTaHOBJIEH auarHo3 Gosieann Buine6panna, Bropud-
HOI sKeme30epUINTHON aHEeMHUU TSKeJOi CTermeHn
Ha (oHe TUneprnoTMMeHOPPer, OCI0KHEHHON CHH/PO-
mMoM ILrammepa — Bumcona (coeuHUTEIBHOTKAHHAS
MeMOpaHa BepxHell TpeTn mnuiieBofa). llanuentke
JIAHBI PEKOMEH/IAINH M0 TPOJOJIKEHUIO MpueMa Ipe-
[apaToB JKeje3a, C Iebl0 3aMEeCTUTENbHON Teparun
HagHaueH VIII ¢axTop cBepThIBaHUS KPOBU B J03€
500 ME wu ¢akrop Bumne6panga B mosze 1200 ME
BO BpeMsI MEHCTPYAIIUil U OTIEPATUBHBIX BMETIATEIbCTB.
Ha done crammonapHoro JiedyeHust MalneHTka OTMETH-
Jia 3HAUHUTEbHOE YJIydlieHne oOIero COCTOSIHUS U pe-
rpecc aucdaruu. [lo ganupiM obiero aHannsza KpoBu
Ha MOMEHT BBITTUCKU KOJUYECTBO HPUTPOIUTOB COCTA-
Busto 3,9 x 102/71, remorsio6una — 86 /71 1 TPOMGO-
muroB — 163 x 10°/71. B redenune roga HaOMIOICHUS
3a MAIEeHTKO! HeKeIaTebHBIX SIBJEHUN 1 TOG0YHBIX
addexToB Tepammu He 3adurcupoBano. Ilo pesysib-
TaTaM IOBTOPHOII 330darockonuu yepe3 1 roxa moce
TOCTIUTAJIN3ANNN B BEPXHEN TpPeTH THUIIEBO/Aa BU3ya-
JINBUPYETCST TOHKAas MPO3pavyHasi LUPKYJSIpHAs MeM-
OpaHa, KOTOpas He CY:KaeT MPOCBET MUIIEBO/IA.

Pucynox 1. Pesyibrarel 330(haroracTpomyoieHo-
ckormun TanueHTkn (MUPKyJISIPHOE CYKEHNE MPOCBETa
muieBoga B obsactu yerbst 10 0,8 oM 3a cuer o6paszoBa-
HUS COE/IMHUTETbHOTKAHHOM MeMOpaHbl)

Figure 1. Results of the patient’s esophagogas-
troduodenoscopy (circular narrowing of the lumen
of the esophagus in the area of the mouth up to 0.8 cm
due to the formation of a connective tissue membrane)

Pucynox 2. PesynbraTbl PeHTT€HOCKOINN TINTIEBO-
na nammentkn (cTofikoe Cy>KeHHe BepXHeil TpeTu muie-
Boga na ypose C,, TMo3BOHKa /10 6 MM Ha ITPOTSKEHIH
7 MM)

Figure 2. Results of X-ray examination of the pa-
tient’s esophagus (persistent narrowing of the upper
third of the esophagus at the level of the C, vertebra
up to 6 mm, over a length of 7 mm)
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Oocy:xaenue

Ha mpuMepe BBIIEOMUCAHHOTO — KJUHIYECKOTO
cy4asl Ipe/CTaB/seTCcsl BO3MOKHOCTD IIPOBe/EeHUS
g depeHImansbHOTO MArHo3a M0 HECKOJbKUM Tepa-
HeBTUYECKUM CHH/POMaM: I'MIIOKCHYECKHii, cujepolie-
HUYEeCKNH, TeMOpparndeckuii 1 TaKOMY IOJTHITHOJO-
TMYHOMY cUMIITOMY Kak jucdarus. IIpu nocrymnienun
B CTAIMOHAP MPeoOJATAIONMMUA B KINHUYECKOH CHUM-
NTOMATHKE Halleil HalueHTKH ObLIN CujeponeHnye-
CKUN W TUMOKCUYECKUH CUHAPOMBI, TPUINHON KOTO-
ppIx crana okeqnesofedunutHas anemus. CorjacHo
COBPEMEHHDBIM MPE/ICTABICHUSAM, K OCHOBHBIM MeXa-
HU3MaM, IPUBOJAIINM K Kese30/epUInTHON aHeMuH,
OTHOCATCS KPOBOTIOTEPS, HApYIIeHNEe BCACBIBAHUS >Ke-
Jie3a, TOBBIIIEHHAs MOTPEOHOCTD B JKeJie3e M HeloCTa-
TOYHOE eTo TocTyIuieHne ¢ nuiiei. [Ipeo6ramaommm
MEXaHU3MOM B HalleM KJNHUYECKOM CJydyae sBJIs-
Jlachb KPOBOTIOTePsl. YUWTbHIBAsT JJTUTEJbHBI aHaMHe3
MEHOPparuil Ipu OTCYTCTBUM THHEKOJOTHYECKUX 3a-
6oJieBaHWIT W JAPYTUX TIPUYHH Kesae30/eUInTHONR
aHeMUH, TalMeHTKe TIPOBEJIEHO J1006Ce/[0BaHNe C Iie-
JIBIO UCKJIIOUEHUST TeMOPPArniecKux IraTe3os, Mo pe-
3yJbTaTaM KOTOPOro ObLI0 3adUKCHPOBAHO CHIKE-
Hue ypoBHs ¢daxropa Bunne6panga. CTOUT OTMETHTD,
yTo HamboJiee PACHPOCTPAHEHHBIMU KJIMHUYECKUMU
nposiBiienusMu - Gosiesnn  BusieGpanjga  SBJISIOTCS
HOCOBbIE KPOBOTEYEHMS, KPOBOTEYEHUS II0CJEe 3IKC-
TpakIum 3y60B, SKXUMO3BI Ha KOXKe, KPOBOTOYMBOCTD
JleceH, 4pe3MepHas IoCTTpaBMaTHyecKas WM IocJe-
orepaiionHas KposoroTepsi. CorJacHO JUTepaTyp-
HBIM JIaHHDBIM, IOJTBEP>KIEHHEM KOTOPbIX SBJISETCS
MIPUBEJIEHHDIN KJIWHWYECKW CJydai, s SKeHIMH
HanboJiee YacCTbIM, a MHOTJAA M €JINHCTBEHHBIM KJIU-
HIUYECKUM TPOSBJIEHNEM, B OCOOEHHOCTH TPU TEPBOM
ture 6ose3nn Busrebpania, sSIBJSIOTCS MEHOPpArumu.
Yacrora Gosie3an Busmebpanja y maueHToK ¢ MEHOP-
parusimu Kosiebiercst ot 6,6 10 20 %, 1o pesysbraram
Pa3INYHbIX uccyaeqoBaHuil [4—6].

Ha done remorpancdysuit u Qepporepanuu
y MalMeHTKN 3HAYUMO PErpeccupoBajia CUMITOMATHU-
Ka aHeMHM, OJHAKO COXPAHMJKCH >KaJo6bl Ha JHC-
¢aruo. Ha mepBoM artame mnpu mposeleHun aud-
depeHInaIbHOrO JMarHosa IUIIEBOAHON aucdarun
HeOoOXO0/IUMO MCKJIOUUTh MEXaHUYEeCKUe PUIUHBIL: 06-
Typalus HUIEeBo/a HHOPO/AHDBIM TEJOM, CyXKeHHe ero
mpocBeTa B MCXOo/le BocmaseHus, ¢hubdpos3a Wil oIy-
XO0JIEBOTO TIOPaKeHUs M CJaBJIeHue IHIIeBO/a U3BHE.
[TepBocTenenubiM 1 Hanboee NHHOPMATUBHBIM METO-
JIOM JIMarHOCTHKU B JAHHOI KJIMHUYECKOH cuTyanun
SBJISETCSI TPOBEJEHUE HHOCKOIMUYECKOTO HCCIE0-
BaHMA IHUIEBOJA M, IIPU HEOOXOAUMOCTH, PEHTTEHO-
CKOIMH  TIHIIEBOZA.  I30(]aroracTpoiyo/leHOCKOTHS
103BOJIMJIA  3a(PUKCUPOBATh TOHKYIO COEUHUTE/Ib-
HOTKaHHYI0 MeMOpaHy B BepXHeH TpeTH THIIEeBOIA,
YTO B COBOKYIIHOCTH C HaJW4yMeM aHeMuum u riy6o-
KOU CHIEPONECHUH TMO3BOJUJIO MOATBEPIUTH CUHIPOM
[Tnammepa — Buncona. CToUT OTMETHTD, YTO THCTOJIO-
rIYecKoe MccaeoBane GUONTATOB MHIEBOA HE MMe-
€T JMArHOCTUYECKOTO 3HAYEHUS /I NOATBEPKACHUS

cungpoma IlmamMmepa — DBuHCcoOHa, OgHAKO MOMKET
ObITh HEOOXOJAMMO [IJISI UCKJIOUEHUST JAPYTUX HPUUNH
MUIEBOHON Auc@arud, TakuX Kak 503MHOMUIbHDII
a3odarut, MHQPEKIMOHHbIE 230DaruThl M HEOTLIACTHU-
4YeCKUe MPOIECCHI.

TouHBIX JaHHBIX O PACIPOCTPAHEHHOCTH CUH/PO-
ma [lmamMepa — BuHcoHa HeT, OJHAKO B HACTOSIIEE
BPEMSI OTMEYaeTCsl TEHJEHIINS K CHUXKEHUIO YaCTOTbI
JIAaHHOTO 3a00JIeBaHKSI B PAa3BUTHIX CTpaHax, 4To, Be-
POSITHO, CBSI3aHO CO CHUIKEHHEM PacCIPOCTPAHEHHOCTH
JKeme30/eDUIUTHON aHeMUM, yJIydIleHueM HYTPHUTUB-
HOTO CTaTyca M JIOCTYITHOCTBIO MEUIUHCKON TTOMOIIH.
[To paHHBIM COOOIIEHWH KAMHWUYECKUX CJIydaeB, CHUH-
npom Ilnammepa — BuHcoHa 3a4acTyio acCoUMpOBaH
C HAJIMYHMEM Y TAIIMEHTOB COMYTCTBYIONIEN TATOJIOTHH,
KOTOpasi BHOCHT CBO¥l BKJIQJI B Pa3BHUTHE KeJe30/e-
¢ururnoit anemun. Cunazgpom [Lnammepa — BuHcona
3aUKCUPOBaH y MaIlMeHToB ¢ 6Gosie3nbio Kpona, Ko-
JIOPEKTAIBHBIM pakoM, nupu xaedurmre VII dakro-
pa CBepTbIBaHMS, aMWIoOW03e¢ ¥ Ieaunakuu [7—12].
Hecmotpst Ha BblIenpuBe/ieHHbIe JAHHbIE, TIIATEb-
HBI aHa/M3 MOUCKOBOIT cucreMbl Pubmed ne 3aduk-
CUPOBAJ KIMHUYECKUX cJydaeB cuHapoMa [Lmammepa
— Buncona y naimentoB ¢ 6osesubio Busiebpana.

ITaTorenes cungpoma Ilmammepa — BwuHcoHa
He /10 KoHna wuadyueH. llpemsaraembie HpuUYMHHbBIE
MEXaHU3Mbl ~BKJIOYAOT Kejae30/euuTHyo  aHe-
MUIO, HepaloHAJbHOE MUTAaHUE, TEeHETHYECKYIO
MPeIPACIIOIOKEHHOCTD, AyTOUMMYHHOE BOCHAJEHNE,
a Takke geduIUT NUPUAOKCHHA U pubodraBuHa.
[Ipeanonaraior, 4to TMOSBJIEHHE COEIUHUTETHHOTKAH-
HBIX MeMOpaH B BEpXHEN TPeTH IHIINEeBOJIa CBSI3aHO
CO CHIDKEHWEM aKTUBHOCTH JKEIe303aBUCHUMBIX OKIC-
JINTETbHBIX (PEPMEHTOB, 4YTO TPUBOAUT K MOCTEIeH-
HOI JUCTPO(UN MBI TJIOTKH, aTpOdUH TOKPHIBAIO-
el ¥X CAU3UCTON OGOJIOUKU U TOSIBJICHII0 MeMOpaH
[13]. Dra rumnoresa KOCBEHHO MOATBEPIK/IAETCST Obl-
CTPBIM perpeccoM jucdaruy y TareHToB ¢ CUH/IPO-
mMoM [lmammepa — BwmHcona, mosydaoonmx Tepannio
npernapartamu skejesa [1], ogHako oHa He 0ObSICHSIET,
moyeMy COeIMHUTETHbHOTKAHHbIE MeMOPAaHbI JIOKAJIN-
3yI0TCS B BEPXHEH TpeTu NMuieBoja. ITH N3MEeHEeHUs
CJAU3UCTON 060/I04KM B 06JIacTu THIEBO/IA 3a Tep-
CTHEBWIHBIM XPSIIOM BO3HUKAIOT, BEPOSITHO, B CBS-
3u ¢ 6oJiee BBICOKUM PHUCKOM TIOBPEX/IEHUS TBEPbIM
60JTIOCOM BEPXHETO OT/le]a MUIIEBOJA U HEYIauHbIM
TonorpauyecKM PaCIIOTIOKEHIEM: CIepeJi U C3a/1
pacrojiaralotcst KoctHole ajeMenTsl [ 13].

AnbTepHATUBHBIM  OO0bsicHeHHeM (hOPMUPOBAHUS
MeMOpaH SIBJISIETCSI BO3MOJKHOE CYIIECTBOBAHUE Y He-
KOTOPBIX MAIUEHTOB 3KTOINUU CJAUUCTON O0GOJIOUKU
JKeJIyJIKAa B BEPXHUI OT/eJ MUINEeBOJA, CEKPeIus
KHUCJIOThI U3 KOTOPOU BbI3bIBAET MECTHOE BOCIIAJIeHUE
n QgopmupoBanue cTpuKTypbl. OJHAKO 3Ta TUIIOTE3a
He 00bACHSET OTCYTCTBHE MeMOpaH B HU)KHEM OT/eJie
MUIIEBO/IA, IIPU TOM, YTO CJAU3UCTAs 000JI0UKaA HIKHEI
TPETH MUIEBOJIa Yallle U WHTEHCUBHEE I0/IBEPraeTcs
BoszeiicTBuO cosiaHoil kucuaorbl [14]. KocBenHbiM
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TIO/ITBEPK/IEHNEM ayTOUMMYHHOTO TeHe3a JJaHHOTO 3a-
6oJIeBaHUST  SIBJISIETCSI  4acTOe COYeTaHue CUHAPOMA
[Inammepa — DBunHcoHa u Apyroil ayToMMMYyHHOI ma-
ToJIorun, B TOM uucie cungpoma lllerpena, peBmaron-
Horo aprpura u neqmakuu [15, 16]. B nerom nanbosee
BEPOSITHO, 4TO (POPMUPOBAHKE COEAMHUTETLHOTKAHHDBIX
MeMOpaH uMeeT MyJIbTU(AKTOPHYIO TIPUPOY, U BOIPOC
Kakoil (haKToOp WTpaeT IJIABHYIO POJIb B MAaToreHe3e JIaH-
HOTO COCTOSTHUSI OCTA€TCS OTKPBITHIM.

WNHuTepec k TakoMy pesikoMy 3a60JI€BaHNIO, KaK CHH-
npom Ilmammepa — BuHcoHa, Takke CBSI3aH C €ro
BBICOKMM TIOTEHI[MAIOM K Majmramsarun. Hambosee
CUJIbHAST CBsI3b ObLa yCTAHOBJIEHA MEXKIY CHHIPO-
MoMm Ilmammepa — BuHcOHA U pas3BUTHEM TLIOCKO-
KJeTouHOro paka nuiieBoja [17]. Tepamust cunapoma
[Tnammepa — BuHCOHa B TIepBYIO OuYepe/lb HaIpaB-
JIeHAa Ha yCTPAaHEeHUe MPUYMHBbI aHEMWU, BOCIOJHEHUE
TKaHeBOTO JeduIMTa >Kejae3a W TNPUMEHEHWe 3SH/0-
CKOIMYECKUX METOM0B JeUeHUs. IHIOCKOIMUYECKNe
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