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Cnyyain MmyenogmcrniacTmyeckoro
CMHAPOMA Ha GPOHE TAXKENOro rmMnoTMpPeo3a:
onncaHue cnyyas u o63op nutepaTypbl
Myelodysplastic Syndrome on the Background of Severe
Hypothyroidism: Case Report and Literature Review

Pesome

Mwenopncnnactuyecknii cuHapom (MAC) — reTeporeHHas rpynna KnoHasabHbIX 3a6oneBaHuin
CMCTeMbl KPOBW, BO3HUKAKLWMX BCNeACTBME MyTaUWUM reMOnOSTUYECKON CTBOSIOBOW KNETKM U
XapaKTepu3yoLWNXCa LUTOMNEHNEN, Kak pe3ynbTaToM HeadbdeKTMBHOIro reMonoa3a, npr3Hakamu
OMCMMENono33a U BbICOKMM PUCKOM TpaHchopMaumm B oCcTpbIn neliko3. bonee 80% navumeHToB C
MAC - s1o ntogm ctapue 60 net. B uenom B EBpone exerogHo AnarHoCTUpyoT NPUMepPHO 25 TbiC.
HOBbIX CJlyyaeB. YUunTbiBasa HEYKNOHHOE «CTapeHune» HaceneHna EBponbl, nonaratoT, 4To YMCIIOo Na-
uunentoB ¢ MAC 6yneT B 6nvKanive fecATUNETUS MWL BO3pacTaTb. Kpome Toro, mprsHaku mMu-
enoancniasnmm MoryT BbIABAATbCA B KOCTHOM MO3re uiv nepudepunyeckort KpoBU He TOSIbKO Npw
MZAC, Ho n npu gpyrmx 3aboneBaHnAX HEKIIOHANIbHOIO XapakKTepa. MI3BecTHa posib B reMornoase
rOPMOHOB LUNUTOBUAHOW XeJe3bl, YTO He UCKNIoYaeT pa3BUTA AUCMm1enonoasa npu runoTnpeose.
B cTaTbe npuBoaaTca Knaccmdurkaums, KnmHuKka nepsmyHoro MAC 1 KAMHWYECKUI cnyyain pas-
BUTUSA 3a60N1e€BaHMA Ha PpOHE TSXKENOoro rmnoTrpeosa ¢ ocobeHHocTamu TedeHns MAC.
KnioueBble cnioBa: MvenoancniacTuyecknii CUHAPOM, OBHONIMHEHAA ANCINA3NA, TAXKENbIA TMno-
TUpeos.

Abstract

Myelodysplastic syndrome (MDS) is a heterogeneous group of clonal diseases of the blood system
arising from mutation of the hematopoietic stem cell and characterized by cytopenia as a result of
ineffective hematopoiesis, the signs of dysmyelopoiesis, and a high risk of transformation into acute
leukemia. More than 80% of MDS patients are over 60 years old. Approximately 25,000 new cases
are diagnosed annually in Europe. Taking into account the aging of the European population, it is
believed that the number of patients with MDS will only increase in the coming decades. Additionally,
the signs of myelodysplasia can be detected in the bone marrow or peripheral blood, not only
in MDS, but also in other non-clonal diseases. The role of thyroid hormones in hematopoiesis is
known, which does not exclude the development of dysmyelopoiesis in hypothyroidism. The article
presents the classification, the clinic of primary MDS, and the clinical case of the development of
disease on the background of severe hypothyroidism with the features of the course of MDS.
Keywords: myelodysplastic syndrome, single-line dysplasia, severe hypothyroidism.
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CJ'IyLIaI7I mMuenoancnnacTtnyeckoro cmHgpoma
Ha d)OHe TAXENOoro rmnoTnpeosa: onncaHne cnyyaa n 0630p nnTepaTtypbl

B BBEJEHWE

Mwuenogucnnactnyeckun cuHgpom (MAC) — reteporeHHasn rpynna Kno-
HaJibHbIX 3aboneBaHUn cMCTEMbl KPOBW, BO3HMKAOWMNX BCIeACTBUE MyTa-
LUUN reMOMO3TUYECKON CTBONIOBOW KIETKU W XapaKTEPU3YIOLWUXCA LUTO-
neHven Kak pesynibTaToM HedhPeKTMBHOrO reMonos3a, Npu3HakaMmu Auc-
MMWENOMO033a 1 BbICOKMM PUCKOM TpaHChopmauun B ocTpbii nenkos (OJ1)
[1-3]. Nog Aucmumenonos3om nopgpasymeBaloT No6ble KONMYECTBEHHbIE U
KayeCTBEHHble HapylleHWA, KOTopble OnpefensAlnTCcA B reMOno3TUYEeCKnX
KrneTkax 1 KpOBETBOPHON TKaHM KOCTHOro Mo3ra (KM).

B EBpone n CLLIA 3a6oneaemocts MAC B 06Lein NonynAumMm COCTaBnsieT
oKono 4-5 cnyyaes Ha 100 Tbic. HaceneHua B rog. bonee 80% nauneHToB €
MZC - 310 niogm ctapuwe 60 net. B uenom B EBpone exxerogHo anarHoCcTnpy-
10T NPUMEPHO 25 TbIC. HOBbIX C/yYaeB. YUMTbIBaA HEYKOHHOE «CTapeHune»
HaceneHua EBponbl, nonaratot, uto ymcno naumeHtos ¢ MAC 6ynet B 6nu-
Kaviwme fecaTnneTa Nwb Bo3pacTtaTb [1-6].

B 80-90% cnyuaes stnonorua MAC HeunsecTHa. QakTopamu, BO3aein-
CTBUE KOTOPbIX YBeNnunBaeT puck passutua MAC, ABnaioTca: uMToctatuye-
cKaa n/wnn nyyeBas Tepanua, KypeHne, KOHTaKT C OpraHnYeckMmmn Belle-
CTBaMW, MHCEKTULMAAMK, NecTLnaamu.

M3yuerne natoreHesa MAC Ha NPOTAXEHUN HECKONIbKNX AECATKOB NeT
NMO3BOJIMNIO BbIAESIUTb HECKONIbKO 3TanoB Pa3BUTWA 3TWX 3aboneBaHWiA.
Bo3peiicTBue noBpexzamwmx $GakTopoB Ha MIOPUMNOTEHTHbIE FEMOMO3-
TUYECKMEe CTBOJIOBblE KNETKN MPUBOAUT K GOPMUPOBAHUNIO KIOHAIbHOrO
KPOBETBOPEHMA, BKIOYAIOLLEro BCE K/IETOUHbIE TMHUW, PEaKTUBHOE n3Me-
HeHVe CTPOMaNbHOrO MUKPOOKPYXEHMA 1 NMMbaTNUYECKON CUCTEMDI, a TaK-
e K yBenimyeHuio npoandepau 1 anonto3a B KOCTHOM Mo3re. [loaBneHne
HOBbIX MyTaUui CNoco6CTBYeT AaNibHENLIEN KNOHANbHOW 3BOOLUN YXKe
MIMEIOLLLeroca NaToNorMyeckoro KJIoHa, YTo COMPOBOXKAAEeTCA YMEHbLUEHNEM
anonTtosa u TpaHcdopmaumen B O1[2, 7, 8l.

TepMUH «MMenognciNacTUYeCcKUin CUHAPOM» npepnoxeH B 1982 r.
MexayHapopaHoi pabouel rpynnoi uccnegosateneii us ®paxuyuu, CLUA,
Bputanun (FAB-rpynna), kotopasa pa3spabotana knaccudpumkauyuio MAC
[3,9,10]

Mpu Bepudukaumm AnarHosa paHee UCNONb30Banu KnaccuduKkaumo
BO3 c nepecmotpom ot 2008 r. [11], B koTOpyto B 2017 . 6bLIV BHECEHDI CY-
LECTBEHHbIE M3MEHEHMA. B HacToAWeN Knaccuoukaumm UCKIIOYEHO Kto-
yeBoe MOHATUE «pedpakTepHaa aHemusi» (PA) ana Bcex BapuaHtoB MAC.
KntoueBbIM CTano NOHATME «MUENOANCNNACTUYECKU CUHAPOMY. BblgensioT
cnegytowme BapuaHtel MAC: MAC ¢ nuHenHoN (ogHONUHENHON) Ancnna-
3uen; MAC ¢ mynbtunnHenHon aucnnasven; MAC ¢ KonbueBbIMN C1AepO-
6nactamu (MAC ¢ kKonbLEBbIMY craepobnacTamMmm 1 IMHENHON Aucnnasmnen,
MAC c konbueBbIMY cupepobnacTamm U MyIbTUINHEWHOWN Aucnnasuven);
MZAC c usonnpoBaHHOW geneunen GANHHOro nineva 5-n xpomocombl; MAC ¢
n36bITKOM 6nactos; MAC Heknaccuduumpyembiii [12, 13].

[laHHOe yTouHeHVe npeanonaraeT 0CO6eHHOCTN TeueHns 3aboneBaHus,
onpegeneHne TakTUKN Tepannm 1 ee 3GHeKTUBHOCTY, a TakXKe BEPOATHOCTU
TpaHcoopmauum B OJ1. Muenoaucnnactnyeckre CMHAPOMbI, pa3BUBLIMECS
nocne nNpeglecTsyoWwero UMTOCTaTUYeCKoro Ui iy4eBoro Bo3aencreuns,
OTHEeCEeHbI B rpynny MUenonaHbIX Heonaasumn.
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MockonbKy B TepaneBTMYeCcKo NpaKkTuKe Yalle sctpevatotca MAC ¢ guc-
nnasven (6biBlwmne PA), Mbl OCTaHOBMANCH Ha OCBELLEHUM ITUX BapUAHTOB
MJIC. Llenecoo6pa3HocTb BbieneHns ux B knaccuoukaumm MAC onpegens-
€TCA TeM, UTO B pAJE C/TyYaeB He yAaeTcs JOOUTbCA NONOXKNTENBHOIO pesyb-
TaTa NPV NeYeHnn aHeMrM 1 B TO >Ke BPeMs NCKITIoUeHbl Apyrie NpudrHbl ee
pa3BuTMA (ONYXOnK, cMCTeMHble 3a6oNneBaHNA COeANHUTENBHOW TKaHW 1 ApP.).
NmeHHo Takne MAC AsnAtoTca Hanbonee TPyAHbIMU ANA AMarHOCTUKK. na
HUX XapaKTepHbl 1-2-poCTKoBas UMTONeHUs 6e3 yBenuyeHus MnpoLeHTa
6nacTHbIX KNeTOK B nepudepmnyeckoin Kposm (<1%) n KOCTHOM mo3re (<5%),
KOJIbLIEBbIX CUAEPO6IACcTOB M abCOMTHOrO MOHOUMTO3a B nepudepuye-
cKo KpoBw. MNpu ogHonvHenHon gucnnasum B 6onee yem 10% KNeToK OHa
BbIABMAETCA TOMbKO B 1 pocTKe KpoBeTBOpeHusA. Hanbonee yacto y 3Tux na-
LIMeHTOB BedyLUMM cMMnToMOoMm ABnAeTca aHemuA. MIC ¢ konbueBbIMU cnpe-
pobnactamun u ogHoNMHeNHoN ancnnasvei — BapuaHt MAC, ans Kotoporo
XapaKTepHa Yalle HOPMO- WM MakpouuTapHaa aHemus. [JmarHoctuyeckm
3HaUUMbIMW ABNAIOTCA YKa3aHHble Kputepun MAC ¢ gucnnaswvein n obHapy-
XeHue KonbueBbix cuaepobnactos (KC) B KoctHom mo3sre. MAC ¢ KC 1 mynb-
TUNUHenHon aucnnasmven (MAC-KC-M[) — Baprant MAC, oTanvatowmiica ot
npefblAyLero HannumMeM AUCMNasun B KeTKaxX SPUTPOVAHOrO, FrpaHyno-
LUMTApHOTO W/ MerakapuoumutapHoro poctkos 6onee uem B 10%. MAC ¢
MYNbTUNHENHON (MHOXXECTBEHHOW) AMUCMIa3Mell UMeeT XapaKTepUCTUKM
MAC-KC-M[, Ho 6e3 o6Hapy»xeHusA KC B KocTHoM Mo3re [1, 12].

OcHoBHble KnnHnyeckme nposasneHna MAC HecneundryHbl 1 Hanbonee
yacTo obycnoBnieHbl Kak KOMMYECTBEHHbIMW, TakK U KauyeCTBEHHbIMU M3Me-
HEHUAMM CUCTEMbI KPOBETBOPEHNA: LUTONEHNYECKMM CUHAPOMOM (aHemMu-
YeCcKUi, remopparnyecknini CUHAPOM, NeNKONeHUs), UHPEKLMNOHHbIMI OC-
NIOXXHEHMAMU, MHTOKCMKaLMeNn, renaTto-, CryieHOMeranaumei, ayToMMMYHHbIMIA
npossneHnamn [1-5, 8].

Mpu MAC c gucnnasven oTMeYaloTCA HapyLUeHWA SPUTPO-, NeKo-, TPOM-
60LMTON033a; BO3MOXKHbI NIMMGOLUTONEHNA, MOHOLIMTO3, PEAKO MOHOLIUTO-
neHuA. HapyLieHVA spUTPOLMTONO033a, Kak MPaBuIIo, BblpaXkaloTca pedppak-
TEPHOW HOPMOLMTapHOM, HOPMOXPOMHOM aHeMKEeN, OTMeYaloTCA aHN30- 1
MONKNIOLUTO3, NMOsBIEHE HOPMOBIACTOB B KPOBU, Y HEKOTOPbIX GONIbHBIX —
MaKpoOLMTOB, OBa/OLMTOB; YaCTO BbIABMAAETCA peTuKynouutoneHus. B or-
OenbHbIX cnyyasx Habnopaetca ycuneHHoe paspylleHue SPUTPOLUTOB,
BO3MOKEH PeTUKYNoLMTO3. B KOCTHOM MO3re cofep»aHue 351eMeHTOB 3pu-
TpoUMUTONO33a MOXET ObITb NOBbILIEHHBIM (HAMOMUHAA SPUTPONENKO3), HO
3pUTPOLUMTONO33 HeShDEKTUBHDIN, TaK KaK BblpaXKeHa MHTpameaynsapHas
rmbenb SpUTPOULHBIX KIETOK.

B 3puTponosTuueckmx 3snemeHTax OOHapy>KUBaKOT pa3fiMuHble Kaue-
CTBEHHblE aHOMAJINU: CHVXKEHME aKTUBHOCTY HEKOTOPbIX GepMeHTOB, 0CO-
6eHHO NUPYBaTKUHa3bl 1 MIOTaTUOHPEeAYKTa3bl, PAS-NoNoXutenbHyo peakx-
uuio B apuTpOBNacTax, K3MEHEHUS SPUTPOLUTAPHBIX AHTUIEHOB, NOBbILIEe-
Hre ypoBHA peTanbHoro remornobuHa (HbF), npoto- n konponopduprHos.
XapaKTepHbIi NPU3HAK — NOsABIEHVE B KPOBM NMyna 60NbLUMX HEOKpaLLeH-
HbIX (MepoKcMaa3oHeraTUBHbIX) KIEeTOK, MPEBbILLAOLMX MO pa3mMepam JIMm-
dounTbl 3g0pPOoBbLIX Ntofeii. MonaratoT, 4To 3TO LUPKYIMpYyoLwme spuTpobna-
CTbl U (M) MUKPOMEerakapuoLmTbl, KOTOpble NP APYrX LATONEHUAX He
ob6HapyxmBatoT [7].
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LiuTonornyeckan n ructonormyeckasa KapTuHa KOCTHOro Mo3ra no3sonsa-
eT npoBoAnTb AnddepeHLmanbHbIi AnarHo3 n auddpepeHUMpPOBaHHO NOS-
XOAUTb K BbIGOPY TaKTMKM Tepanun [14].

Begywwmmn cumntomammn MAC aBnAloTCcA LUMTONEHMUW, KOTOopble Aua-
FHOCTUPYIOT NPU CTOMKOM CHWKEHUWN FeMaToNorMyecknx nokasaTenen
HUXKe MOPOroBbIX 3HAYeHUN B TeueHune 6onee 4 mecAues: Hb<110 r/n
n/unn abcontoTHoe umcno Hentpodunos <1,8x10/n n/vnn TpombéoOLNTOB
<100x10/n. Bce anarHoctnyeckme npouenypbl HanpasneHbl Ha UCKOYe-
HUe peakTUBHbIX LUTOMEHN UM APYIrUX KNOHaNbHbIX 3a6oneBaHUn Kpo-
BETBOPHOWN CUCTEMDbI.

Mpw3Hakn Mrenogucnnasnum MoryT BbiABNATbCA B KM nnu nepudepuue-
CKOW KpoBU He Tonbko npu MAC, Ho u npu Apyrux 3aboneBaHnAX HeKno-
HaJIbHOrO XapaKTepa, B YacTHOCTW npwu B12-/donat-nednumtHbix aHeMuaXx,
BMPYCHbIX MHGEKUMAX N MHPEKLMOHHbIX 3a6oneBaHNAX, MeANKaMEHTO3HON
WAV APYrov TOKCMYECKOW Harpyske opraHv3ma, napaHeoniactTnyeckom pe-
aKLMu, ayToMMMyHHbIX 3aboneBaHusax; aepuuute meau, uto Tpebyet andde-
peHumnanbHom AnarHocTunkm [15].

MporHoctuueckue GpakTopbl MOXKHO Pa3fennTb Ha Te, KOTopble KacatoT-
CA XapaKTepUCTNK CaMOoro NaLneHTa, 1 Te, KOTopble onpefenAoTca ocobeH-
HOCTAMM KOHKpeTHoro BapvaHta MAC [16].

W3 nutepaTypHbIX AaHHbIX N3BECTHA POSib FOPMOHOB LMTOBUAHON Xe-
nesbl B 3pUTponos3e. [opMoHbI WuToBUaHOWM »enesbl (LK) ctumynupyiot
3pUTPOMO33, OKasblBaA AENCTBUE KaK NPAMO, Tak U onocpefosaHHo. [pu
HopManbHoN ¢yHKUMKM LXK npocnexnBaeTca yeTkaa B3aMMOCBA3b MeXay
SPUTPOLIUTAPHbBIM UHAEKCOM 1 YPOBHEM TUPEOUAHBIX rOpMOHOB [17-19].

Mo paHHbIM BO3 (2008) 1 pAaga aBTOpOB, NpU CYyOKIMHNYECKOM 1 MaHW-
decTHOM rmnoTpeose YacToTa aHeMUMIA Bbille, YeM B o6LLel nonynauum, 1
COCTaBNAET COOTBETCTBEHHO 26,6 1 73,2% npoTtus 24,8%. 3TO faeT OCHOBa-
HWe cYnTaTb HaNMuMe rnnoTMpeo3a GakTopom prcka aHemui [19, 20].

B HacToALwWEee Bpema ycTaHOBNEHO, UYTO AepULNT TUPEOUAHBIX TOPMOHOB
NPUBOANT K KAYeCTBEHHOMY N KOJIMYECTBEHHOMY HapYLLUEHMIO SpMUTPONo33a
[21-23].

Bo3moXHO pa3BuTne pasHbIX BUAOB aHEMUW, BKIIIOYAA ee HopMoLumTap-
Hble, MUKPO- U MaKpouuTapHble BapuaHTbl. [10 HEKOTOPbIM AaHHbIM, NpU
CHVXeHuM dyHKumn LK, B TOM uncne MnHumanbHoMm, npeobnagaet HOpPMo-
1 MakpouuTapHasa aHemus [1, 2, 24].

Heobxogmmo 3T HapylieHua remonossa aAnddepeHUNpoBaTb MeXAY
cobol, a Take C aHemMuel XPOHMYeCcKnx 3abonesaHuii, xenesoaeduumnT-
HbIM COCTOAHMEM. YunTbiBaA MHOrOGaKTOPHOCTb 3HAUYMMOCTW ANIA remMo-
nos3a ropMoHoB LK 1 ee BAvAHKWE Ha OpraHn3mM B LIENOM, He UCKITI0UYEHO,
YTO Y OAHOrO NaLmeHTa MOryT cOYeTaTbCA HECKONbKO NaToreHe30B aHeMun
OIHOBPEMEHHO, YTO HEO6XOAMMO NPUMHUMaTb BO BHMMaHWe npu Ha3Have-
HUW ageKkBaTHOW Tepanum [25].

MoaTomy npefcTaBnAeT NPaKTUYECKUA MHTepeC n3yyeHne oCcobeHHo-
cTten TeyeHnsa MAC Ha GoHe AEKOMMNEHCUPOBAHHOIO FMNOTMpPeo3a. MprBo-
MM COOCTBEHHDBIV KIIMHNYECKUIA ClyYai.

B LIEJIb NCCNEQOBAHWA

Ha npumepe knuHnyeckoro cnyyasa nposectn auddepeHumanbHyo an-
arHOCTUKY 1 onpeaeneHne TakTUKK neveHmns n BegeHna naymerTta ¢ MAC ¢
opHonNuHerHon ancnnasuen (PA) Ha poHe TAXKENOro MMNOTUPEO3a.

366 "Hematology. Transfusiology. Eastern Europe", 2021, volume 7, N2 3

v A K copepxaHuio



BpauebHada npakTuka

B MATEPWAJ1bl W METOLbI

MockonbKy naumeHTKa Habniopanacb y rematosniora Ao nepecmoTpa
knaccudukaymumn MAC 2017 r., TepMmmHonorua B GOpMynMpoBKe AnarHosa
npeactasneHa no knaccudmkaumm BO3 2008 r.

B KNUHUYECKNI CNTYYAN

BonbHas C., 1972 r. p., uusanug Il rpynnsl (Mo runoTrpeosy), pabotaio-
Lan, BNepBble rocnmMTann3npoBaHa Ha remaToNiorMyecKylo KoKy B aBrycre
2001 r. no noBoAy aHeMUN HEACHOTO reHesa.

»Kanobbl npn NocTynneHnn: B TeueHne NocnefHnX MecaLeB, U B 0COOeH-
HOCTU 2 Hepenb, 6ecnoKoAT Nporpeccrpyiolasn 60nb B 0651acTh cepaua Ko-
JIIOLLEr0 XapaKTepa, OAbILLIKa, rofloBHasi 60Jib, FONOBOKPYXeHre, clabocTb
B pyKax, 396KOCTb, OHEMEHME NanbLeB PYK U CTOM, CYAOPOru NanbLeB pykK,
COHJIMBOCTb, OTEYHOCTb NNLA, PYK, CH/XKEHME NaMATK, 3anopbl, HapyLIeHne
MEHCTPYyanbHOro umkna, nabunbHoctb Afl, obwas cnaboctb, 605b B nosc-
HWYHOM OTAEene NO3BOHOYHMKA C Mppajvaunen B NeBylo AroauLy 1 Hory
Mo 3afHel NOBEPXHOCTY, UYBCTBO TAXKECTY B MPaBOM nogpebepbe 1 anura-
CTpUN, Pa3aparkUTENbHOCTb.

M3 aHaMHe3a U3BeCcTHO, UTo 6oneeT rmnotTupeosom ¢ 11 net. Haxogutca
Ha 3aMeCcTUTeNbHOM Tepannn L-TUPOKCMHOM MHOIMe rofdbl C NOCTENEHHbIM
yBenunyeHmem Ao3bl. C 1994 r. oTMevaeTca yxyglleHne cocToaHuA 6onb-
HOWM — HapacTasn COHSIMBOCTb, OTEYHbI CUHAPOM, NOABUINCL 3A6KOCTb
PYK, HapyLleHne MeHCTPYanibHOrO LUK, rONIOBOKpY»KeHue. Toraa »e npum
o6cnefoBaHMK Gbia BbifBIEHA aHEMUS, MO NMOBOJY YEro flieunnach y Tepa-
neBTa NpernapaTtamu xenesa v BUTaMUHOM B, C NONOXKUTENIbHBIM, HO He-
cTolikum addekTom. ExxerogHo 2-3 pasa neunnacb B yCNoBUAX SHOOKPU-
HONOTNYeCKOro OTAeNeHUA CTaLoHapa.

[laHHble 06bEKTVBHOIro 0OCMOTpa

CocTosHMe Npu NOCTYNIEHUN CpefHen cTeneHn Taxectu. Poct 155 cm,
Macca Tena 86 Kr, 36bITok Beca 31 Kr. [1acTo3HOCTb Nnua, pyK. KoxxHble no-
KpOBbl 6riefiHble C MeNnTyLWHbIM OTTEHKOM, YMEPEHHbIN LuaHo3 ry6. LWu-
TOBMAHAA enesa ymeHblUeHa B pa3mepax, NioTHoBaTa. Jlumdoysnbl He
nanbnupytotca. femopparnin HeT. [epKyTOPHO Haf NEerkumy SIeroYHbIn
3BYK, AblxaHue Be3uKynApHoe. ToHbl cepAua NpuriyweHbl, bpaankapaus.
Al 170/100-100/60, YCC 60 ya./MuH. A3bIk C oTrneyaTkamu 3y6oB. Knesot
MAFKUA, NpW Nanbnauym YyBCTBUTENbHbIN B SNMracTpun 1 NpaBom nogpe-
6epbe. lNeueHb BbICTYNaeT n3-nof Kpasa pebepHoi ayru Ha 4 cM, cenesex-
Ka — Ha 2 cm. CTyn CO CKNOHHOCTbIO K 3anopam.

Pe3ynbraTbl 1a60paTOPHbIX 1 UHCTPYMEHTAJIbHbIX METOA0B unccie-
AoBaHMN

Mwuenorpamma 13.02.01: 6nacTHble Knetku 2,4%, HenTpodunbl: Npomun-
enouyutbl 0,4%, muenouuntbl 11,0%, metammnenountbl 12,0%, nanoykoagep-
Hble 17,0%, cermeHToAepHble 14,6%, 303nHOGUIbI 1,6%, 6azodubl 0,8%,
numountbl 9,6%, MoHOLUTDI 3,0%, NnasmounTbl 1,4%, sputpobnacTsl 1,8%,
npoHopmouuTbl 1,2%, 6a30dunbHble HopMoLmTbl 1,2%, TOANXPOMaTOPUIIb-
Hble HopMouuTbl 5,4%, okcudubHble HopmouunTbl 15,6%. MerakaprouuTbl
2/500 kneTok, nemkoumnTbl/apuTpoumnTbl 3:1 (HOpMa), NHAEKC Co3peBaHuA
HenTpodunoe 0,74 (Hopma), UHAEKC co3peBaHuA 3dputpobnactos 0,83
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Cﬂyl‘lalh mMuenoancnnacTtnyeckoro cmHgpoma
Ha d)OHe TAXKENIOro rmnoTnpeosa: onmncaHne ciy4vyaa n 0630p nnTepaTtypbl

(HopMma), MpM3HaKM AUCMNa3uM 3EMEHTOB KpacHoro psaga. Vimeer mecto
OMOJIOXeHVe aaep B 27% HOPMOLNTOB 6e3 BbipaXKeHHOI meranobnacrong-
HOCTU; KPYMHble KNEeTKN BCTPeYanuch pefiko, yalle cerka ysenunueHsl. nc-
nnasus rpaHynoLMTOB Bblpaxanacb B CHUMXEHMMW 3ePHUCTOCTM, NPU3HAKOB
ee He3penocTy, yMeHbLUeHNM KOMYecTBa CErMeHTOB B AApe Knetok. Auc-
nnasusa MerakapmoLMTapHOro pocTka He Habnoganaco.

Peakuma Ha nepokcmpasy B HelTpodunax CHUXeHa, BCTpeyatoTca ne-
pOoKCMAa30HeraTuBHbIE KNEeTKM, MPEBbIWAOWE N0 pa3mepam IMMeoLuTbl
(puc. 1), uto xapaktepHo gna MAC ¢ gucnnaswuen [1, 2, 71.

AHanus KpoBw npw nocTynneHunn: sputpoumntsl 2,2 T/n, Hb 60 r/n, LN
0,81, nenkoumnTbl 3,2 I/n, HeNTpodunbl: NanoykoagepHble 6%, cerMeHTos-
AepHble 48%, numdouunTtbl 35%, MoHounTbl 9%, CO3 29 MM/Y, PeTUKYNOLNTbI
0,2%, TpombouuTbl 220 /N, aHN30UMTO3, NONKUSIOLUTO3.

Mpw Bbinucke: aputpouuTsl 3,0 T/n, Hb 87 r/n, UM 0,87, neikoumnTsbl 4,9
I'/n, HenTpodmnbl: nanoukoagepHble 4%, cermeHToAAepHble 46%, numdoun-
Tbl 34%, MoHoUUTbl 10%, CO3 34 mMm/y, peTrkynoumtbl 0,5%, TpombounTbl
188 I'/n, aHN30UUTO3, MONKUIIOLNTO3.

Broxummnyeckre aHann3bl KPOBU: CbIBOPOTOUHOE Xesie30 3,98 MKMonb/1,
depputuH 10 Hr/mn, MO 350 ME/mn, ButamnH B,, 135 nmonb/n, dponvesas
Kucnota 10 HMonb/n. YPOBEHb MHOKO3bl, MOYEYHbIN, TeYEHOUYHbIA KOMMEeK-
Cbl B HOpMe, XonecTepyH 6,12 MMonb/N, KanbLuii KpoBu 2,05 Mmonb/n (Huxe
HOPMbI).

lopMoHbI WmToBUAHOWM Xenesbl: TTI 6onee 150 (Hopma 0,3-4,0) MKME/mn,
T4 0,79 (Hopma 62-141) Hmonb/n, AT k TMO 174,0 EQ/mn, napaTropmoH
17,1 nr/mn.

3KT: cmHycoBas 6paavkapamns; anddysHble M3MeHeHUA MroKapaa.

3xoKrI: punatauua nonoctein JIM, runeprpodua mnokapga JIK, HegocTa-
TouHoCTb MK 1 cT.

Y3U LLPK: npy3Haky rynonnasmm WUTOBUAHOW Xenesbl, KNCTbl GONNnKy-
NAPHOWN NeBON [ONN, TMpeouanTa.

¥Y3W opraHos OBIT: renato-, cnneHomeranums.

KnvuHuyeckuin anarHos: MrenogmcniacTuieckuin CUHAPoMm, pedpakTep-
Has aHeMUA TAXKENOW CTeneHu, Mporpeccrpyiollee TeueHune, xenesogedu-
LUUTHOE cocTosAHMe. [MNOTNPeo3 ayTOMMMYHHbIN, Taxenasa ¢dopma, cTagus

Puc. 1. HeokpalueHHble (nepoKcuaasoHeraTMBHbIE) KNETKU, NPeBbilaloue no pasmepam numeoumnTbl.
CHUWKeHMe peaKLM Ha NepoKcnaasy B HelTpodunax

Fig. 1. Unstained (peroxid. gative) cells that are larger than lymphocytes. Decreased response to peroxidase in neutrophils
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BpauebHas npakTuka

MeAMKaMEHTO3HON cybKoMneHcaumm Ha ¢oHe XPOHMYECKOro ayTOMMMYH-
Horo Tupeouguta. O6meHHas Kapgunomuonatus, CH A, Il OK. O6meHHbIN
renato3. CnHgpom PelHo. BTopuuHblil runonapatupeos, nerkas ¢opma. Xp.
racTpuT C CEKPETOPHOWN HEAOCTAaTOUYHOCTbIO. XP. XONEUUCTUT B CT. PEMUCCUN.
PacnpocTpaHeHHbIn 0CTEOXOHAPO03 € 6051eBbIM CUHAPOMOM. OXnpeHune Il cT.

MpoBeneHo neyeHue: L-TnpokcnH 350 MKr, pubOKCUH, NupaLleTam, BY-
TamuH B, copbudep, deppym nek, ButammuH B,,, NaHKpeaTuH, HePOBUTaH,
MUZOKanMm, AuKnobepsn, CMMBacTaTWH, Lenebpekc. bbina BbinvcaHa ¢ KNnHW-
KO-reMaToNormyecknMm ynyudeHnem.

B nocnepyiolem naureHTKa perynapHo HECKOJbKO pa3 B rogy nony4a-
Nla CTaUMoHapHoe feyeHre U NOCTOAHHOEe aMbynaTopHOe Mo NoBoAY Fumno-
TMpeosa 1 aHemuu. NokasaTtenn KpacHON KPOBY 1 YPOBEeHb rOpMoHOB LLIXK
6blIM HeCTabuNbHBIMU U BCerga 3a npepenamy pedepeHTHbIX 3HAUYEHUN.
B 1abn. 1 u Ha pwc. 2 npefcTaBieHbl aHanM3bl Neprupepryeckort Kposaw,
B Tabs1. 2 — BMOXMUYECKME aHaNM3bl KPOBM MO roflaM B nepuog Habnoge-
HWA Y remaTtosfiora 1 Npv HeOJHOKPATHOM JIeYeHUN B SHAOKPUHOMNOrnYe-
CKOM OTAeNeHNN.

Ta6bnuuya 1
MokasaTtenu nepudepunyeckoi KpoBI B AUHAMMKE NO rogam

Table 1
Peripheral blood indicators in dynamics by years

s . 2 | #
: 0z . ; E % B K i % s B
£ | 8§ |E,/E |2 | 3|3 (& |E|E 8 |§ | 2
i € 355 ¢ £ = : § §5 & 3 3%
as £ z¥ © z < 1z v & 3 To © =
u £ ¢ bS8 E5 3 S 2 = £ I E% 35S m
2 A2 & 3¢ 22 82 & S 8¢ & = &F &2 §
08.08.2006 | 2,2 60 082 32 - - - - - - - - 29
22.08.2006 3 87 087 49 - - 4 46 34 10 - - 34
12.02.2008 | 3,2 95 0,9 5 2 - 8 50 28 11 0,8 288 10
26.02.2008 | 3,2 98 092 68 1 - 2 60 33 4 0,3 224 26
29.04.2008 | 3,2 85 0,8 4,8 - - - - - - - 10
13.05.2008 4,1 87 064 46 - - 8 54 30 8 0,2 340 14
08.08.2008 3 78 0,9 3,6 8 - 3 54 31 10 11 270 10
20.08.2008 3,8 118 092 7.8 2 - 16 61 14 3 1,1 1938 12
26.09.2008 2,5 75 0,9 4,8 - - - - - - - - 10
10.10.2008 2,7 78 087 4,6 - - 8 54 30 8 0,2 340 14
05.03.2009 24 68 0,86 8,6 - 1 12 57 23 7 0,5 225 7
12.03.2009 2,6 75 0,88 6,2 3 1 11 43 33 9 0,8 156,8 6
05.05.2009 2,6 74 0,9 4,8 6 - 9 45 24 16 1,3 208 17
13.05.2009 |3 92 0,9 6,2 3 1 11 43 33 9 0,8 158,6 |6
27.08.2009 24 84 092 41 1 - 11 48 33 7 - - 12
04.09.2009 34 100 088 4,2 - - - - - - - - 10
14.04.2010 3,4 97 086 6,6 4 4 7 43 33 9 - 316,2 22
20.04.2010 3,1 93 091 |54 5 1 10 37 42 5 - 30
13.08.2010 3,2 85 0,8 52 1 - 12 47 31 9 - 272 11
21.08.2019 4,7 100 0,7 6,7 - - - - - - - 229 16
21.05.2020 3,9 102 0,8 3,7 - - - - - - - - 6
01.09.2020 2,5 89 1,1 4,6 - - - - - - 198 4
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Reticulocytes levels

Hemoglobin levels

Ha d)OHe TAXKENIOro rmnoTnpeosa: onmncaHne ciy4vyaa n 0630p nnTepaTtypbl

CJ'IyLIaVI mMuenoancnnacTtnyeckoro cmHgpoma
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Time line

Tpombouutsl, r/n
"Hematology. Transfusiology. Eastern Europe'

Habnioganucb 3nn3oAbl HE3HAUNTENIbHOTO MOBLIWEHWUA YPOBHA 06-
wero 6unupybuHa Ao 22,5 MKMOnb/n C npeobnafaHneM Hernpsmoro

MokasaTenn ¢GeppoKMHETUKN B AMHAMUKE: CbIBOPOTOYHOE KeNe3o B
(13,5 mkmonb/n).

npegenax 5-6 MKMOJIb/J1, N304 MaKCMasbHON BeIMYMHbI 6bin B 2009 T, —

15,0 MKMoOnb/n; peppunTrH Bcerga 6bin meHee 5,0 Hr/mi.

Puc. 2. MokasaTtenu remorpaMmmbli o rogam B AUHaMMNKe
370

Fig. 2. Hemogram indicators by years in dynamics



BpauebHas npakTnka

Ta6bnuua 2
Buoxumunyeckine aHanusbl KPOBU B AUHaAMUKE MO rogam
Table 2
Biochemical blood tests by years
MokasaTennb Jarta 3HauyeHne
13.02.08 5,05 mmonb/n
T4 cBoboaHbIN
10.09.08 0,5 mmonb/n
AHTtuTena Kk TMO 10.09.08 226 mmonb/n
Tr 13.02.08 13,51 mmonb/n
10.09.08 6,25 mmonb/n
[nioko3a 26.02.08 3,95 mmonb/n
26.02.08 4,3 Mmonb/n
13.05.08 5,84 mmonb/n
04.09.09 15 mmonb/n
13.08.10 5,4 mmonb/n
CbIBOPOTOUHOE Xene3o
07.02.11 5,4 mmonb/n
08.05.12 9,7 Mmonb/n
14.04.13 4,93 mmonb/n
11.08.14 5,85 mmonb/n
OXCC 11.08.14 62,93 mmonb/n
Catypauwma TpaHcdheppuHa 11.08.14 9,3 Mmonb/n
26.02.08 12,3 mmonb/n
20.08.08 10,5 Mmonb/n
10.09.08 12,5 mmonb/n
13.05.09 22,5 mmonb/n
04.09.09 11 mmonb/n
20.04.10 12,5 mmonb/n
06w 6UNMpyoUH 13.08.10 12,5 Mmonb/n
07.02.11 12,5 mmonb/n
01.11.11 10,5 mmonb/n
08.05.12 17,5 mmonb/n
14.04.13 13 Mmonb/n
11.08.14 12,5 mmonb/n
29.03.16 12,5 mmonb/n
Mpamoit 6unnpy6mH 13.05.09 9 Mmonb/n
Henpsamoit 6unupy6uH 13.05.09 13,5 mmonb/n
10.09.08 0,5 MKmonb/n
13.05.09 1 MKMonb/n
04.09.09 0,24 MKMmonb/n
20.04.10 0,25 MKmonb/n
AT 13.08.10 0,3 MKmOsb/N
07.02.11 0,2 MKMOnb/n
01.11.11 0,8 MKMonb/n
14.04.13 0,4 MKMonb/n
11.08.14 0,2 MKMOsb/N
29.03.16 0,2 MKMOnb/n
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Cnyqalh muenogucnnacTnyeckoro CMHapoma

Ha GOHe TAXKENOro rMMNoTNPEeO3a: OnvcaHue ciydas u 0630p nuTepatypbl

MpogomkeHve Tabnuubl 2

Moka3saTtennb Jarta 3HauyeHne
10.09.08 5EQ
13.05.09 12EQ
04.09.09 8,6EN
13.08.10 3EQ
20.04.10 11EQ

TvmonoBas npoba 07.02.11 3EQ
01.11.11 4,5EQ
08.05.12 2EQ
11.08.14 6EQ
14.04.13 S5EQ
29.03.16 35E0

- 14.04.13 0,3 MKKaTt/n
11.08.14 0,17 mKKat/n
14.04.13 1200 EA/n

LLlenouHas docdatasa
29.03.16 985 EQl/n
10.09.08 94 MKMONb/N
13.05.09 90 MKmoOnb/n
04.09.09 84 MKmonb/n
20.04.10 93 MKMOnb/n
13.08.10 89 MKMonb/n

KpeaTnHuH 07.02.11 83 MKmonb/n
01.11.11 92 MKMOnb/n
08.05.12 75 MKMOnb/n
11.08.14 97 MKmonb/n
14.04.13 85 MKmonb/n
29.03.16 101 mkmonb/n
26.02.08 5.3 mmonb/n
20.08.08 4,85 mmonb/n
10.09.08 4,6 MMmonb/n
13.05.09 4,7 mmonb/n
04.09.09 4,8 Mmonb/n
20.04.10 6,3 Mmonb/n

MoueBuHa 13.08.10 4,7 mmonb/n
07.02.11 3,9 Mmonb/n
01.11.11 5,3 Mmonb/n
08.05.12 2,6 Mmonb/n
14.04.13 4,3 mmonb/n
11.08.14 4,6 Mmonb/n
29.03.16 6 MMOnb/n
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OKOHuaHve Tabnunubl 2

MokasaTennb Jarta 3HauyeHune
20.08.08 2,27 mmonb/n
10.09.08 2,18 mmonb/n
13.05.09 2,22 mmonb/n
04.09.09 2,23 mmonb/n
20.04.10 2,96 mmonb/n
A3OT MOYCBMHAI 13.08.10 2,22 mmonb/n
07.02.11 1,85 mmonb/n
01.11.11 2,49 mmonb/n
08.05.12 1,2 mmonb/n
14.04.13 2 Mmonb/n
11.08.14 2 Mmonb/n
29.03.16 2,8 mmonb/n
26.02.08 2.9 mmonb/n
Kanbuwnin kposu 10.09.08 2.05 mmonb/n
11.08.14 2,12 mmonb/n
10.09.08 4.49 mmonb/n
13.05.09 3,25 mmonb/n
04.09.09 3,72 mmonb/n
20.04.10 7,51 mmonb/n
13.08.10 5,84 mmonb/n
XonectepuH 07.02.11 4,12 mmonb/n
01.11.11 10,2 mmonb/n
08.05.12 5,8 Mmonb/n
14.04.13 4,96 mmonb/n
11.08.14 4,49 mmonb/n
29.03.16 4,57 mmonb/n
10.09.08 1,3 mmonb/n
04.09.09 0,85 mmonb/n
20.04.10 2,2 mmonb/n
13.08.10 1,8 Mmonb/n
07.02.11 1,72 mmonb/n
TpurnuLepue 01.11.11 0,8 mmonb/n
08.05.12 1,18 mmonb/n
14.04.13 0,5 mmonb/n
11.08.14 1 mmonb/n
29.03.16 0,55 mmonb/n
04.09.09 4,1 Mmmonb/n
[nioko3a 20.04.10 9,9 Mmonb/n
14.04.13 18,6 mmonb/n
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CJ'IyLIaI7I mMuenoancnnacTtnyeckoro cmHgpoma
Ha d)OHe TAXENOoro rmnoTnpeosa: onncaHne cnyyaa n 0630p nnTepaTtypbl

M3HayanbHO B aHanu3e KpoBM Obina  rvnepxonectepuHemus
(6,12 mmonb/n, B nocnegywouwem o 2009 r. ypoBeHb ero 6Obin MeHee
4,5 mmonb/n, Tpurnuuepugbl meHee 1,3 mmonb/n). B 2010 r. cogepx*aHue xo-
nectepuHa NoBbICUIOCb 40 7,51 MMonb/n, TpUrnuuepunaos — 4o 2,2 MMonb/n,
6b1710 BbIABNIEHO MOBbILLIEHWE YPOBHSA MH0KO3bl KpoBU A0 9,9 Mmonb/n. K Bbi-
LweycTaHOBNEHHOMY 6bln fo6aBneH AMarHo3: meTabonnyecknii CUHAPOM.
Yepes ro sHOOKPMHOMOrOM BbICTaBiEH AMArHoO3: caxapHbiil anabet 2-ro
TUMNa cybKOMMNEHCUPOBaHHbLIN. B Tepanuio fo6aBneHbl caxapocHKatowye
npenapatbl. C 2012 r. HayaTa MHCyNUHOTepanuA. TeyeHne rmnoTnpeosa
6b1510 Cy6- 1 JeKOMMEHCMPOBaHHbBIM.

CoxpaHsancs BTOPUYHbIN runonapatnpeos: B 2019 r. napaTropMoH 6bin
82,2 nr/mn (Hopma 15-65 nr/mn). MeHblue HOpMbl HbIO copepKaHne Bu-
TammHa D - 11,8 Hr/mn (Hopma 6onee 30 Hr/mn), Habnoganacb rMnoKasnb-
umemms.

Mporpeccuposana ceppeyHasa natonorua. B 2019 r. ycraHosneH gna-
rHo3: VIBC: andoy3Hbin kapaunocknepos, HMK II, HTK Il. [unepTtoHnyeckas
6onesHb lll cT,, 2 cT,, runepteHsmBHoe cepaue, CH IIA, [l OK.

Mo paHHbIM Y3[l, nepuognyeckn No rogam BbiABAAETCA yMepeHHasn
cnneHomeranusa, nocnegHun pas -8 2019 .

B PE3YJIbTATbl N OBCYXXAEHUE

Mo nutepaTypHbIM AaHHbIM, ngnonatnyecknt MAC ¢ gncnnasnen yae
BCTpeyvaeTca y B3pocsbix cTapLue 60 neT [2-6]. B Hawem cnyyae naymeHTKa
6blna monoxe 30 net. Begywmm B TeyeHre aHeMUYeCKOro cMHAPOMa 6bi
MIC ogHONMHENHbIN, KOTOPbIV A0 NepecMoTpPa Knaccudmkauum TpaktoBas-
€A Kak pedpakTepHaa aHemus (6e3 Hannuma 6nacTHbix Knetok B MK v ysenu-
yeHua nx B KM, 6e3 KonbLeBbIX cnaepo6nacTos). 1A NauneHToB C Heoue-
HEHHbIM B CUJTy TEXHUYECKUX MPUYMH KapuUoTUMOM Npu Bbibope TepaneBTu-
YeCKOro pexrimMa pekoMeHAyeTcs NPUHMMaTb BO BHYMaHUe Mopdonorunye-
ckuin BapuaHT MAC no knaccndmrkaumm BO3, konnuyecTBo 611acTHbIX KNETOK
B KM 1 guHamunky nx nameHeHus, KnetouHoctb KM 1 TaxecTb umutonexunn [2].
Mo oueHouHbIM KpuTepuam B Hawem ciiyvae MC cooTBeTCTBOBA HU3KOMY
pUCKy TpaHcOopMaummn B OCTPbIN NIENKO3 C BbPKMBaeMoCTbio bonee 9 net
[2, 26]. MpopomKMTENBHOCTL 3ab0NeBaHNA Y NALMEHTKN anuTtenbHas — 20 net
1 6osiee No HacTosLlee BpeMs.

OcobeHHOCTbI0O MOPGONOrMN KNETOK B KOCTHOM MO3re B HalleMm ciiyyae
6b1510, B 0TIMUMe OoT ugmonatnyeckoro MAC, oTcyTcTBUE 3pUTPOKapUoLm-
TOB I'MraHTCKMX Pa3MepOB, He3penbix A4ep B BUAE NOYKOBAHUA, TPUINCTHU-
KOB, OCTaTKOB Aflep B SpUTpoLUTaX, rnepcermeHTaunm Hentpoounos. Anc-
nnasus rpaHynounTOB Bblpa)kanacb, HAOOOPOT, B yMEHbLUIEHUN KONIMYECTBa
CErMeHTOB B Afpe KNeToK. AHeEMUSA NPenMyLLIECTBEHHO Oblia FMMOXPOMHON,
OTCYTCTBOBaNM Agpocofep Kalyme npefecTBeHHKN SpUTPOLIUTOB, Bbipa-
MeHHble MPU3HaKM MeranobnacTongHOCTH KNeToK.

M3 paHHbIX NuTepaTypbl, Takue remMaTonornyeckne ocobeHHoCTH CBs-
3aHbl C HeJOCTAaTOYHOCTbIO FOPMOHOB WMTOBUAHOM »enesbl (LLXK). B yacT-
HOCTK, aBTOpaMy MNOJYEPKMBAETCA, YTO remaToniormyeckme CABUTM Npu
CyOKOMMNEHCMPOBaHHOM MMMOTMPEO3e He MPOCTO MEIOT CTOMKMI XapaKTep,
HO 1 ycyry6naTca B cJlyyae ANNTeNIbHOrO COXpaHeHNa TMPeoVAHON Hefjo-
cTaTo4yHOCTU. HeraTvBHaA AMHaMKKa noKasaTesnel remorpaMmmbl 1 obmeHa
»enesa npu 3TOM BbIpaXkaeTcA B MPOrpeccrMpytowieM yMeHbLUEHWN 3aMacoB
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Xenesa B opraHv3me v yBefidyeHUn fonam anL ¢ MUKPO- 1 HOPMOLIMTapHOMN
aHemwuen [17].

B cTpyKType 3TMonaToreHeTNYeCcKX GakTopoB aHeMUM NPY rMNoTUPEeo-
3€ 3HaUUTeSIbHOE MECTO 3aHUMAIOT AePULIMT XKenesa 1 Hanuumne ayTonMmyH-
HOW TMpeounaHow natonoruu [18, 271.

Mpwn no6om BapuaHte MAC ypoBeHb remornobuHa Huxe 90 r/n anAa
MY>K4MH 1 80 r/n Ana XeHLWWH ABNAETCA He3aBNCMMbIM GakTOPOM NPOrHO-
3a, CBA3aHHbIM C BbICOKMM PUCKOM daTasibHbIX CEPAEYHO-COCYANCTbIX OC-
NOXHeHWN. HKakol KOHKPETHbIN ypOBEHb reMOrfiobriHa He MOXeT ObiTb
peKoMeHAoBaH B KayecTBe MOPOroBOro 1 onpegenAiwowero nokasaHna K
TpaHcohy3MoHHOW noaaepxke. PelweHne cnegyeT NpYHUMaTh Ha OCHOBaHUN
UMeloLLNXCA Y MaumeHTa CUMNTOMOB 1 CONyTCTBYoLMX 3aboneBaHunii [28]. B
HallueMm cnyyae npv NOCTYMIeHWN B CTaLMOHap Y NauMeHTKN 6biin Bbipaxe-
Hbl TMMOKCYECKIe Xaslobbl CO CTOPOHbI OPraHOB AblXaHWA 1 cepaLla B BUae
OfbILLKK, 3arpyAnHHbIX 6onein, uto BMecTe ¢ Hb 60 r/n Tpe6oBano TpaHc-
by3mmn DoHOPCKMX 3pUTpoLmMToB. PaccmaTpuBancs BONpoC O HasHayeHun
KOPTMKOCTEPOMLOB C y4eTOM 3MM3040B reMosn3a (NoBbllleHne HeNPAMOro
6unupybuHa C He3HauUTeNIbHOM HECTOMKOW ChiieHOMeranuen, peTukyno-
uuTosom), Bctpeyatoweroca npy MAC [2-5]. OgHako No pennrno3HbIM Co-
06paxeHVAM NaLMEHTKA KaTeropnyeckn oTkasanacb OT reMoTpaHchy3uni n
npuema KOpTUKOCTEPOMAOB.

B uenom aHemua Npm rMNOTMpPeo3e yalle BCero BO3HMKAET M3-3a YMEHb-
LWeHMA BbIpabOTKM 3pUTPONO3THHA NoYKamMu, AedrLmTa xenesa, bonneson
KMCOTbI, BUTaMKHa B, UTO 06yCNOBAEHO NOpaXKeHNeM OpraHoOB Xenynoy-
HO-KMLIEeYHOro TpakTa [2, 24].

Mpenapatbl enesa B TabneTpoBaHHbIX Gopmax v BUTaMuH B, na-
LMeHTKa nonyyana HeCKoNbKo npeawecTByowmux net go passutuna MAC
C nonoxwuTtenbHbIM 3ddeKkToM. B oTnmume ot TNMYHOrO ANA nanonatuye-
ckoro MC noBbILWEHNA CbIBOPOTOYHOIO pePPUTUHA C HEOHXOANMOCTLIO
B pAfde cyiyyaeB NpoBefeHUsA XenaTopHoW Tepanuu Ha ¢oHe Headdek-
TUBHOrO reMono3s3a 1 reMoTpaHcdy3unii [29], B Halem ciyyae, Ha060poT,
beppuTvH 1 catypauma TpaHchepprHa (OTHOLIEHME CbIBOPOTOYHOIO
Xenesa u BennunHbl OMKCC) 661 cHUKeHbl. Ha ¢oHe mmetowenca CH
6bIN0 NMOKa3aHO BBeAEHME MapeHTepasbHbIX NpenapaToB Xese3a. Takas
Tepanua NpoBoANNIach NPU HapacTaHUM MMNOKCUKN U CHUXeHUK Hb Huke
80 r/n 2-3 pas3a B rof ¢ NoNoXnUTenbHbIM 3ddeKTOM B COYETaHUN C KOp-
pekuuner rmnotTupeosa 1 npueMom Anypetnkos. C Apyroi CTOPOHbI, B
nuTepaType paccMaTpuBaeTca BANAHME xenezoaePuunTHON aHeMum Ha
byHkupmio LK.

MexaHu3m BnuaHUsA xenesa Ha LXK no cux nop HeaceH [30]. XKene3ope-
duunTHaA aHeMMA MoXeT HapylwaTb MeTabonuam LXK rn3-3a noHxeHHoro
TpaHcnopTa Kuciopoaa [31]; MOXeT N3MeHUTbCA KOHTPOSb LeHTPanbHOMN
HepBHOW cucTembl Haf meTabonmamom LK [32]; BO3MOXKHO HapylueHue
CBA3bIBaHUA ALEPHOro TPUNOATUPOHMHA. B pe3ynbrate CHMXKaeTca CbiBO-
poyYHaa KOHLUEHTpauusa TMPOKCMHA U TPUAOATMPOHMHA, YMEHbLIAETCA ne-
pudepryeckoe npeBpalleHVe OJHOro B APYroe, CHUXaeTcs MeTabonusm
NnocnefHero N MoXeT YBeNIMUMBATbCA KONMYECTBO LMPKYMpylowero Tmpe-
OTPOMHOro ropMoHa runodusa [33]. C 3Tol TOUKM 3peHnA Tepanua npena-
paTamu xesnesa y Hallel nauMeHTKN, BO3MOXKHO, akTMBM3poBana GyHKLMIo
LU npu runotupeose.
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B TO e BpemAa Ha3HaueHMWe Xenesa nNpu CyOGKOMMEHCUPOBAHHOM -
notnpeose obecrneumBaeT HebGOJMbILON TepaneBTUYECKUA 3PPeKT, KOoTo-
pblll, OAHAKO, MOXET ObITb MOTEHUMPOBAH MPU NPUCOEAUHEHNN TUPEOUA-
HbIX rOpMOHOB [20].

MNauunentam ¢ MAC 13 rpynnbl HU3KOrO PUCKa NPY SHAOrEHHOM 3PUTPO-
nosTrHe <500 ME/mn 1 remorno6uHe <100 r/n pekomeHayeTcA NpoBefeHne
Tepanuy 3pUTPOMNO33-CTUMYNMPYIOWMMU NpenapaTtamy 3pUTPONo3TrHa B
LienAx noBblleHWA NoKasaTesiell reMorfobuHa, CHUKEHUA 3aBUCUMOCTY OT
TpaHcdy3mMii LOHOPCKNX SpUTPOLUTOB [34].

B Haliem cnyyae CHUKEHUE YPOBHA SPUTPONO3TNHA B KPOBY NaLMEHTKN
6b110 06yCcNOBNEHO U cHMKeHUeM dyHKUMK LK, Tak Kak, No gaHHbIM nuTe-
paTypbl, FOPMOHbI LYNTOBUAHON »esie3bl aKTUBUPYIOT CUHTE3 SPUTPONO3TU-
Ha 1 CTUMYNIMPYIOT NponudepaLnio SpUTPONO3TUH-YYBCTBUTENbHbIX KNETOK
(ocobeHHO ropmoH T4) [35]. MaureHTKa perynspHo nojydyana npenaparbl
spuTponoaTnHa (PekopmoH, feMakc, INo6MOKPUH 1 ap.) B Ao3ax 2-4 MJIH
E[l n/k 2-3 pa3a B Hegento, UTO 3HAUYNTENIbHO MeHbLUe peKoMeHAyeMbiX, No
coumanbHbIM MPUYMHAM.

Mo paHHbIM NuTepatypbl, npyu MAC, ¢ yueTom Nokasatenen SHAOreHHOro
2MMO, yacTtoTa OTBETA HAa MOHOTEPAnMIO SPUTPONO3TUHaMKM C 2 Ao3aMn AO-
HOPCKMX 3PUTPOLUTOB 1 NPY KPaCHOM POCTKe B Muenorpamme 6onee 10%
cocTaBnAeT okono 60% [36].

Y Hawen nauneHTKN 3pUTPONIHbIN POCTOK O6bin 6onee 10%, n, xoTa
neyeHue 3MO 6bII0 3HAUUTENBHO HIUXKE PeKoMeHAyeMbIX [03, Habnopan-
CA NONOXMNTESNbHbIV 1 6onee CTONKNIN 3PPeKT, MO CPaBHEHMIO C Tepanuen
npenapaTtamy xene3sa v BuTamuHa B, , 6e3 30 (Hb nosbiwanca go 100 r/n).
OueBngHo, passutne MAC c ogHONNHENHOM Arcnnasnen Ha poHe runoTu-
peo3a npegnosnaraeT Ha3HaveHue MO c yueTom 3aBUCMOCTU CUHTE3a MO-
cnegHero oT ropmoHoB LK. 3ameueHo, UTo, HECMOTpPS Ha TO UTO Ha poHe
3aMeCTUTeNIbHOV FOPMOHANbHOM Tepanun Npu rMnoTMpeose MeeT MecTo
CTUMYNALMNA SPUTPOMNO33a 3a CYET HapacTaHWA NPOAYKLUUN SPUTPONO3TK-
Ha, remaToJiormyeckne CABUI Nocsie AOCTUXKEHMA 3yTMPeo3a He YCTpaHa-
totca [18].

B onpepeneHHoM cTeneHn OT YPOBHA TUPEOUAHbIX FOPMOHOB 3aBUCUT U
yrneBofHbl 06MeH. CHUXeHre GYHKLMU LWIMTOBUAHON XKene3bl MOXeT Ciy-
XKWUTb NPEANOCHITKON ANA Pa3BUTUA caxapHoro anabeta (C) [37]. Y Hawen
nauneHTKN K CUMNTOMaTHKe rmrnoTpeosa N aHEMUYECKOro CMHAPOMa npu-
COeIVHUICA CaxapHbIi ArnabeT 2-ro TMna NHCYNMHO3aBUCMBbIIA.

CunHgpom PelnHo y Hee pa3Bunca JO BbiABNEHNA NOCTIeAHEro. 3TO MOXKeT
ObITb KOCBEHHbIM YKa3aHMEM Ha BOBJIEUEHME B MATOIOrMYECKMI npoLecc
MAC coeguHuTenbHON TKaHW, pa3BuTve sBReHWli ¢ubposa cocyamncTon
CTeHKM ¢ oyaroBocTbio B KM. OT TpenaHobroncum naumeHTKa oTkasanachb.
B nutepatype nmetotca aaHHble o cnyyasax ¢mbposa npu MAC (PA), uto mo-
XKET ObITb OHOW M3 MPUYNH YTHETEHWA SpUTPOo33a [2].

Mpun CJ HepedKo pa3BMBAETCA aHEMMWS XPOHMYECKMX 3aboneBaHuUi
(AX3) 6e3 cocTosHuA xene3opedurumnta Ha GoHe HedbponaTy, cepaeyHOn
HeoCTaTOYHOCTU. B nuTepaType umetoTca faHHble O MOBbILLEHUN UIN HOP-
MaJIbHOM YPOBHE TPaHCMOPTHOrO Xene3a CbIBOPOTKM NPy MANONATUYECKOM
MAC c opHonuHeliHow aucnnasuen (PA). JaHHble usyyeHua Tecta ¢ 59Fe
YKa3bIBalOT Ha CHWXKEHHYI0 YTUM3aunio U N36bITOYHOE HaKoMeHWe ero B
opraHax v TKaHax [7].
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BpauebHasa npakTuka

B Hawem cnyyae Ha GOHe YacTbiX BOCManuUTesIbHbIX MPOLECCOB, CBA3aH-
Hbix ¢ C[l, Takoi naToreHe3 pa3BUTUA aHemunm Obin 6onee BeposaTeH. OgHako,
B OTNnume ot naunonatuyeckoro MAC, Habnoganca cTonkuin xxenesopedu-
LMT C HeobXOAMMOCTbIO YaCTOro Ha3HauyeHWA npenapaTtoB Xenesa. [aTo-
reHeTMyeckme 0CobEHHOCTM COCTOAHNA TMNOTMpPeo3a U obMeHa xenesa, o
KOTOPbIX FOBOPUNOCH Bblwe [17, 30-32], okazanncb 6onee 3HaYNMbIMU B U3-
MeHeHM N3BeCTHbIX NatoreHe3os AX3 1 nepsuryHbix MAC.

Mo nuTepaTypHbIM JaHHbIM, ANUTENBHOCTb Ga3bl remogenpeccun (6e3
TpaHcpopmaumm B OJ1) npu ngnonatnyeckom MAC konebneTca ot HECKOSb-
Kux Hepenb go 20 net n 6onee ¢ nepriofamu 61arononyyHoro TeyeHus
(3-5 ner) [7].

Y Hawel nauneHTK Nepuog reMmoaenpeccum MPOrHOCTUYECKM C HU3KM
pUCcKom TpaHcPopMaLmMy B OCTPbIV IEMKEMUYECKIMI NPOLIeCcC MPOAOKaeT-
cA 6onee 20 net. OfHAKO KaueCTBO XKM3HU YXYALUNIOCh B CBA3MN C Pa3BUTUEM
OCJIO’KHEHWI CO CTOPOHbI CEPAEYHO-COCYANCTOW, NMLLIEBAPUTENbHON, KOCT-
HO-CYCTaBHOW CUCTEM, CBA3aHHbIX C AEKOMNEHCUPOBAHHbBIM MMMOTUPEO30M,
CaxapHbIM AnabeTom, YTO YBEANUMIIO PUCK CMEPTU.

B nutepatype obpalleHo BHMMaHWe Ha KOMOPOMAHbIE COCTOAHNA Y Ma-
umeHtoB ¢ MAC 13 rpynnbl HU3KOrO PUCKa, KOTOPble BAMAIOT Ha MPOrHO3,
HernoCpeACTBEHHO YBEIMUMBAA PUCK CMEPTU, He CBA3aHHOM C TpaHcpopma-
uvein B OJ1. Mo3atomy TpebyeTca yueT GpakTopoB, 0OYCNOBNEHHBIX KaK 3a60-
NieBaHueM, Tak 1 CaMUM NALMEHTOM, YTO 3HAUUTENbHO yNyyLllaeT MPOrHoCTy-
YecKyto 3HaUMOCTb MOAeNen pasBuTUA 1 ncxopa 3abonesaHua, 0CO6eHHO
B rpynnax nauyueHtos ¢ MAC Huskoro pucka [37].

B 3AK/TKOYEHNE

MaToreHe3 muenogncnNnacTMYeCcKoro CMHAPOMA, B YaCTHOCTM BapuaHT
OLHOJIMHENHON JUCMIa3umn Ha GOHe TXKENIoro rmrnoTMpeosa, He ABAAETCA
€[VUHCTBEHHbIM B Pa3BUTUN CTOMKON pedpaKkTepHOMN aHeMnn 1 TpebyeT, no-
MUMO Mopdonormyeckmx nccnefoBaHuin, MHOromnnaHoBoro obcnefoBaHus
byHKUMOHanbHOW akTBHOCTU LXK, cocToaHmMA xene3oHachlweHus, ypoB-
Heli BuTammuHa B, Gonvesoit KNCNoTbl, BANAKOLWMX HA reMono33. YuuTbiBas
HepepaKkoe nNpucoeauHeHve caxapHoro guabeta npu 3abonesaHuax WK c
JOMONHUTENbHBIMI NaTOreHETUYECKMMN MeXaHU3MamMm PasBUTUA aHEMUU,
HeobOXOAUMO B TaKMX Clyyasx KOHTPONMPOBaTb NOKa3aTenu yrneBoAHOro 1
nnuaHoro obMeHa AnA CBoeBpeMEHHON X KOpPeKLUN.

MNMocTaBneHHble Bonpockl coveTaHma MAC v runotMpeosa A0 KOHLUA He
n3yyeHbl 1 TPeOYIOT AaNbHENLLNX NCCef0BAHWNIA.
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