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HacnepcteeHHbIl chpepoumntos (HC) — HacneacTBEHHAA reMonuTMYecKasa aHeMnA, pa3BuBatoLLanca BceacTame gedekra
MeMOpaHbl SpUTPOLUTOB, NMPUBOAALLENO K XapakTepHOMY M3MeHeHUo GopMbl SpUTPoLnTOB (chepouuTbl), KOTopas reTepo-
reHHa Mo CTeneHu TAXKECTU KIMHNYeCKUX NpoABneHni, aedektam membpaHHbIx 6enKkoB 1 TUNYy HacnegoBaHua. TeueHne HC
BapbMpyeT NO KANHNYECKUM NPOABIEHNAM OT 6€CCUMMATOMHOTO 0 TAXENOro C MaCCVBHbBIM FeMOIN30M — FreMOSINTUYECKNM
KpU30M. YMepeHHO BblpaxeHHbll remonu3 npy HC TpyaeH Ana AMarHoCTUKKY, Tak Kak Y NauyeHTOB MOXeT ObITb HOpMasbHbIN
remornobuH 1 cogepxaHve bunpybunHa B CbIBOPOTKE KPOBY B NpeAeniax BO3pacTHON HopMbl. [lnarHocTuka 3aboneBaHus,
0COBGEHHO Y NOXWMAbIX NALMEHTOB, NPeACTaBAET onpeaeneHHble TPYAHOCTY, Tak Kak HC, Kak npaBuno, accoymmpyoT ¢ Mo-
nofbIM BO3pacTOM NaumeHToB. BaxkHaa ponb NpYHAANEXNUT 3HaHUI0 CEMEeNHOro aHamMHe3a U KOMMJIEKCHOMY 06CnejoBaHNIo
nauneHToB, NO3BOASIOWMM UCKIIOUNTD APYre NpUYKHbI remoniu3a. MprBoanTCa KNMHnYeckoe HabnogeHve HC, Bnepsble
AVAarHOCTMPOBAHHOM y NaUMeHTa NOXMIoro Bo3pacTa.
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Hereditary spherocytosis (NS) is hereditary hemolytic anemia due to a defect in the erythrocyte membrane, leading
to a characteristic change in the shape of erythrocytes (spherocytes), which is heterogeneous in terms of the severity of
clinical manifestations, defects in membrane proteins and the type of inheritance. The clinical course of NS varies in severity
from asymptomatic to severe with massive hemolysis. Moderate NS is difficult to diagnose, since patients may have normal
hemoglobin and serum bilirubin levels within the age range. Diagnosis of the disease in elderly patients presents certain
difficulties, since NS, as a rule, is associated with the young age of patients. An important role belongs to the knowledge of
the family history and a comprehensive examination, which makes it possible to exclude other causes of hemolysis. A clinical
observation of NS in an elderly patient is presented.
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[eMosuTHYECKHE aHEMUHU C nperuMynieCTBEHHbIM
paspyllieHreM SPUTPOLUTOB B CeJIe3EHKE XapaKTe-
PU3YHOTCA YKOPOYEeHHEM NPOAOIXKUTEJIbHOCTU XKU3-
HU SPUTPOLUTOB 3a CYET UHTEHCUBHOTO U U30BITOY-
HOT0 MX paspylIeHHs1 B CeJe3EHKE, MPUBOJAIIETO K
3HAYMMOMY IIOBBILIEHUI0 YPOBHS HENPSAMOTO GUJIH-
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pyOUHa B KpoBH. [J1s1 yCTaHOBJIEHUS JUAarHo3a B Mep-
BYI0 04Yepe/ib HE06X0JUMO BBLISIBUTh U MOJTBEPIUTH
HaJIM4yMe reMoJ/iu3a Ha OCHOBAaHUHW KJIMHUYECKUX
NPU3HAKOB, TAKUX KaK »KEeJTYLIHOCTb KOXU U CKJIep
rja3, IOTEMHEHHUE MOYH, refaToCleHOMeraaus, u
JIabopaTOPHBIX MPU3HAKOB IeMoJIu3a (TUIlepOUIUpy-
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KJIIMHNYECKUE CJTYHAU
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KIIMHMYECKOE HABJTIOIEHME HACJIEOCTBEHHOTO...

O61HeMUS B KPOBU U MOBbILIEHHE YPOOUJIMHA B MOYE,
PETHUKYJIOLUTO3 U TUNePIIa3usi KOCTHOTO MO3ra C
pacmupeHreM 3pUTPOUIHOTO POCTKA KPOBETBOpe-
HUS, CBSI3aHHbIEe C KOMIIEHCATOPHOU THIEPIPOAYK-
nuel spurpouuTtos) [1].

[eMoIMTHYECKHEe aHEMUU MOXKHO pa3/iesiuThb Ha
JiBE OCHOBHbIE I'PyNIbl — HacCJe/CTBEeHHbIe (BPOXK-
JEéHHbIE) ¥ MpUobpeTéHHbIE. Bce Hac/ieCTBEHHbIE
reMOJIMTUYECKHE aHEMHUHU MOJIPaA3/IesSII0OTCS Ha
c/leiyIolye TPYIIbl: MeMOPAHOTIATHH SPUTPOIHU-
TOB (06yc/0BJIeHbI lepeKTaMU B CTPYKTYpe MeM-
6paH KJIeTOK — MUKPOCPepoLuTOo3, OBAJOLUTOS,
aKaHTOLMTO3 U T.J.), SH3UMONATUHU (CBsI3aHHBIE C
HEeXBATKOW KAaKOro-1u60 BHYTPUKJIETOUHOTO 3PU-
TpoluUTapHoOro ¢epMeHTa: JePUIUT IJIFOKO3a-6-
docdaTaernporuHassl, NMpyBaTKMHA3bI U T.J.) U
reMOTJIOOMHONATUU (HAapYLIEHUs] CTPYKTYPhI TeMO-
rJ1I06MHA: CepNOBU/IHO-KJIeTOYHAsl aHEMHUs], Tajlacce-
Mus U T.A4.) [2].

HacneactBeHHbIM MUKpOCHEPOIUTO3 BIEPBbIE
6bL1 onucad B 1900 r. HeMelkuM TepaneBToM Ocka-
poM MHHKOBCKHUM, a B OCJEAYIOLEM OoJiee MoJ-
po6HO — GpaHIy3CKUM TepaneBTOM AHaToJieM
[odpdapom. PacnpocTpaHéHHOCTH AAaHHOTO 3a60-
JieBaHUs coctaBisieT 1 caydai Ha 5000 HaceseHus,
HauboJiee 4YacTo BCTpevyaeTcs y xuTeseld CeBepHON
EBpornbl. BpoxaéHnHass MukpocheporuTapHas reMmo-
JINTUYEeCKasl aHeMUsl pe/icTaBJseT cO60i ceMeliHoe
3abo0JieBaHUe, HACJAeAyeMOe MPENMYIECTBEHHO MO
ayTOCOMHO-ZJOMUHAHTHOMY TUIy. B ocHOBe 3a6o0iie-
BaHUs JIEXKUT TeHeTU4ecKui JepekT 6esika MeMbpa-
HbI 3pUTPOLIUTOB, B pe3y/IbTaTe Yero MoBbIIIAeTCs eé
MPOHUIIAEMOCTb /JIs1 HOHOB HAaTPHSI, UYTO IPUBOJUT K
HaGyXaHHUIO 3PUTPOLUTOB, HAPYILIEHHUIO CTIOCOOHOCTH
3PUTPOIUTOB JeHOPMUPOBATHCS, OTIIEIJIEHHUIO Ya-
CTH UX IIOBEPXHOCTH MaKpodaramu cesie3eHKH, YTO
OPUBOAUT K 3HAYUTEJbHOMY YKOPOUYEHHUIO POJ0JI-
YKUTEJbHOCTH KU3HU U U30BITOYHOMY pa3pyLIEHUI0
3peJsIbIX SPUTPOLUTOB. KiMHUYecKash KapTUHA 3TOH
MATOJIOTUH XapaKTepU3yeTCsl MPOsSIBJIEHUSMH T'eMO-
JINTUYECKOT0 CUH/IPOMaA: JKeJITYXOH, CllJIEeHOMeraJsu-
ey, aHeMHeHN.

YpoBeHb runep6UINpyouHEMHUH Y 60JIbHBIX cde-
POLIMTO30M 3aBUCHUT OT TSKECTH 3a60JIeBaHUS U
nepuo/ia uccieioBaHus 60bHOr0. BHe reMouTHYe-
CKUX KPU30B Co/ieprKaHue CBO6OJHOTO UM HENPSIMO-
ro 6GUIMPYOGUHA MOXKET KOJIEO6ATHCS OT HOPMaJsIbHbIX
uudp 10 57 - 76 MMoJib/J1, a B IepUO/J, KpU3a OHO
CUJIbHO NOBbILIAeTcs U gocturaeT ypoHs 200 - 300
MMOJIb/JI. CTeneHb runepouJInpyoHMHEMHUH CBSI3aHA
He TOJIbKO C MHTEHCUBHOCTBIO PACIa/ia SPUTPOLIU-
TOB, HO U CO CKOPOCTbhIO 06pa3oBaHust 6UIMpy6OHUHa-
JUTJIOKYPOHH/JA U3 CBO6OJHOro 6UanpyOrHa B
Nne4yéHOUHbIX KjeTkax. [Ipy HopMasbHOM QYHKIIMO-
Ha/IbHOM COCTOSIHUU II€YEeHU U CPAaBHUTEJILHO He-
60JIBLIIOM YBEJUYEHUHN PaCHaa 3pUTPOLUTOB CO-
Jlep>kaHue 6UIMpPy6rHaA ¥ 60JIbHBIX CHEPOLIMTO30M
BHe KpH3a MOXeT ObITh HOPMaJIbHbIM. ECTECTBEHHO,
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YTO YPOBEHb U THUI OUIMPYOHUHA U3MEHSIOTCS MpU
0CJI0)KHEHUHU cheponrTo3a 06TYypaLHOHHOM KeJl-
TYXOH, CBI3aHHOM C KeJTYHOKAMEHHOU 60JIe3HbIO,
KOTOpasi pa3BUBAETCs BCJIECTBUE U30bITKA OUIUPY-
OWHa, YBEJIMUMBAIOIIEr0 B3KOCTD Xesruu. [Ipu aTom
HauyMHaeT NpeBaJupoBaTh GpaKlius CBI3aHHOIO
(mpsiMmoro) 6uanpyO6UHA HaJ, HENPSAMBIM (HecBsI3aH-
HbIM). B 3THX ciyyasx comepikaHue GUIUPyOUHA
MOBBILIAETCS MHOT/A 10 TUTaHTCKUX udp. Kak nmpa-
BUJIO, B MOYe Y 60JIbHBIX CPEPOLUTO30M OGUINPYOUH
He 06HAPY>KHUBAETCS, HO TPU OOTYpalUH KETIHBIX
NyTel KOHKpeMeHTaMU ObIBaeT GUJINPYOHUHYPHUS.
Cofiep:kaHue ypoOUJIMHA B MOYe, KaK U IPU JPYyTrux
bopMax reMOJMTUUECKONH aHEMUH, MOXKET ObITh MO-
BbIlIeHHbIM. OJTHAKO V psiZia 60JIbHBIX peakius Ha
YPOOUJIMH MOXET OKa3aTbCsl OTPULATEJIbHOM, TaK
KaK ero cojiep>kaHre B MOYe 3aBUCUT B IIEPBYIO Oye-
peab OT PYHKIIMOHATIBHOTO COCTOSIHUSA eyeHu. Hop-
MaJibHasl eYyeHb B COCTOSIHUN 0CBOOOJUTH MJIa3My
OT 3HAYUTEJbHOI'0 KOJIMYeCTBa ypobuarHa [3].

BbIpaxkeHHOCTh aHEMUYECKOTO CUHAPOMA MOXKET
OBbITh Pa3JIMYHOMN; YaCTO HAGJIIOAAETCS YyMEepEHHOe
CHW)KeHHE reMOTJIO6HHA B KpoBH. [Ipy KJIMHUYECKH
KOMIIEHCUPOBAaHHOM I'eM0JIM3€e aKTHBHOM Tepanuu
06bIYHO He TpebyeTcs. B ciyyae TKEI0T0 TeyeHHUs
3¢ deKTHUBHA CIJIEHIKTOMHUSA. JJIUTENBHO IPOTEKalo-
IIUH TeMOJIM3 MPUBOJUT K 1ePUIUTY BUTAMHHOB,
y4acTBYHIOLIUX B 9PUTPOINO33€, B IEPBYIO OUEPE/b
¢dosaToB; Ha3HaYaeTCcs 3aMeCTUTeJIbHAs Tepanus
npenapaTtaMu $poJiMeBON KUCJIOTHI, a IPU pHU3HaKax
AebunuTa BuTaMUHa B, JKesie3a - MaHoKo6asaMUH
Y MpenapaThl XeJie3a [1].

[IpuBOUM CO6CTBEHHOE KJIMHUYECKOEe HAaOJI0IeHHE.

[TayueHT B., 64 roja, o6paTuiics K reMaToJory
KJIMHUKHA POCTOBCKOro rocy/lapcCTBEHHOIO MeJIU-
IIMHCKOTro yHUBepcuTeTa 8 dpeBpass 2021 r. mo peko-
MeH/allM{ XUPYProB, Y KOTOPBIX HabJII0AAIICS € AUa-
rHo3oM «KesyHOKaMeHHasi 60J1e3Hb, XPOHUYECKUH
KaJIbKYJIE3HBIN XOJIEIUCTUT, OCJI0KHEHHBIN X0J1e/]0-
X0JIMTHA30M, MEXaHUYECKON KeJNTYX0H, BTOPUYHBIM
CMeIllaHHBIM relnaTUTOM». BoJIbHOMY TJIaHHUPOBA-
JIOCh BBIIIOJIHEHUE X0JIeLIUCTIKTOMUMU.

Ha MoMeHT ocMOTpa nanueHT NpeAbsaBIsLI Kajlo-
OBl Ha IepUOJUYecKre 6OJIM B IPaBOM Moapedepbe
Y 3MUTACTPATBHON 06JIaCTH, XKEJITYIIHOCTb KOXHU U
BUJAMMBIX CJTU3UCTHIX. CO CJIOB 60JILHOTO, 320011 B
KoHIle siHBapst 2021 r., Kor/ia nosiBUJIKUCh Kalo0bl Ha
TOLIHOTY, PBOTY, BbIpa)KeHHbIN 60/1eBOM CHHJPOM B
npaBoM Hojpebepbe U NMOAN0KEYHOU 06/1aCTH.

[lo pe3y/sipTaTaM MarHUTHO-PE30HAHCHON TOMO-
rpaduu (MPT) 6promHo# nmosoctu (ot 27.01.2021),
MMeJIM MECTO >KeJITYHOKaMeHHast 60J1e3Hb, XpOHHUYe-
CKUH Ka/IbKyJIE3HBIN X0JIELIUCTUT B CTaiUU 060CTpe-
HUs1; HayaJIbHble NIPOSIBJIEHU S OUIMapHOU TUIlepTeH-
3uu; MP-nipu3HaKku JONOJHUTEIBHOTO BKIYEHUS
B JUCTA/IbHBIX OTJesaX XoJae/0xa; Auddy3Hble U3-
MeHeHHUsI TapeHXUMbl IeYeHH; eJUHUYHbIe 06Pa30-
BaHUA B lleyeHU (Heo6xoguMo AuddepeHMpoBaTh
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KUCTBI U TeMaHI'MOMBI); CIJIEHOMerasius (pasMepsl
He yKa3aHbl). [1o JaHHBIM yJIBTPA3BYKOBOI'O UCCIE10-
BaHus (Y3U) ot 3.02.2021, pasMepsnl cesie3éHKHU CO-
ctaBud 155 x 50 MM. YpoBeHb 06111ero 6UanupyorHa
B kpoBH oT 28.01.2021 r. (3a 10 gHel 0 KOHCY/IbTa-
LMY FEMATOJIOra) coCTaBUI 242,9 MKMOJIb/JI.

04.02.2021 nanyeHTy 6blJ1a BBINOJHEHA 3H/I0-
CKOIMYecKasl TacTPOAYOJeHOCKOIIUS, peTporpaiHas
MaHKpeaToXoJaHTHorpadusi, SHJO0CKONUYECKas Ma-
MUJIJIOTOMUS, TUTOIKCTpaknusa. Ha ¢one npoBenén-
HOTO BMelllaTeJIbCTBAa CAMOYYBCTBHE NallUeHTa YIyd-
IIMJIOCh: YMEHbBIIWINUCh 60JIM B IPaBOM Nojpebepbe,
IOJIHOCTBIO perpeccupoBad TOLHOTA U pBoTa. O-
HaKo, 110 JIaHHBIM JIa60pPaTOPHBIX OKa3aTeJel oT
5.02.2021, yMeHbIIEHHST TUIIEPOUIUPYOUHEMUU He
661710 3apUKCUPOBAHO; 001U GUINPYOUH COCTABUII
246 MKMOJIb/JI, IPEUMYIIIECTBEHHO 3a CUET HEMNps-
Mo# ppakuuu (226 MKMOJIb/ ).

[lo faHHBIM 061IeTO aHa/IK3a KpoBH OT 5.02.2021
I., OTMeyYaJlacb aHEMUSI JIETKOU CTENeHU TIKEeCTH
(remoryio6uH 96 r/j, 3pUTPOLUTHI 2,66 x 10'%/1),
oCTa/IbHble NT0Ka3aTe/ 1 0011ero aHajau3a KpoBU CO-
OTBETCTBOBA/IM HOPMAJIbHBIM 3HAUYEHUSAM: JIEHKOIIH-
Thbl 4,25 x 10°/.1, nevikonuTapHast GopMyJsia — HOPMa,
CO3 — 3 MM/4ac, TpoMGoruThl — 180 x 10°/1.

[Ipu onpoce nanueHTa reMaToJ0rOM YjaJ0Ch Bbl-
SICHUTD, YTO KEJITYIIHOCTb KOXXU U CJU3UCTBIX OH
otMevaeT nocaeaHue 30 jieT. Takas ke KJIMHUYECKast
KapTHHA, CO CJI0B 6OJILHOTO, ObLJIA ¥ €r0 MaTepPH U
poaHoro 6para. [Ipy u3yyeHuu MeJULIMHCKOHN J10-
KyMeHTaluu (M0 JaHHbIM 00OLIero aHajausa KpoBH B
JMHAMHKe 3a N0oC/Ae[JHHe HECKOJIbKO JIET) epUoAu-
yeCcK1 GUKCUPOBAIACh aHEMUS JIETKOW CTeleHH; Mo
JIAHHBIM GUOXMMHYECKOTO HUCCJIe/JOBAHUS B TEUEHUE
MOCJIeTHUX JIeT - TIOBBIIIEHHEe YPOBHS GUINPYyOHHA
o 100 - 200 MKMOJIb/J1 TPEUMYLIECTBEHHO 3a CYET
HenpsiMO ¢pakLUU. YPOBEHb PETHUKYJIOLUTOB He
OTpejiesisiyICs; 32 KOHCYJIbTalMel reMaToJiora Maru-
€HT He 06palasics.

[Ipy 06 bEKTUBHOM OCMOTpe oOpalaju Ha ceds
BHUMaHHe UHTEHCUBHAsI UKTEPUYHOCTD KOXHU U CJTH-
3UCTBIX 060J104€K; yMepeHHas ClJieHoMeraaus (+3 cM
HUXKe pebepHOU Ayru); MOJOKUTEbHbIE MY3bIPHbIE
cumnToMbl (OpTHepa, Mepdu); cumntoM l]éTkuHa-
BaitoMm6epra —- oTpunaTeJbHbIN. B ocTasibHOM coMa-
TUYECKUH CTATyC —— 6e3 3HaYMMOM NaTOJIOTUU.

YuuTeiBasi AaHHbIE JJAG0PATOPHON TUATHOCTUKHU
(aHeMus, ruNepOoUANPYOUHEMHUS), JAHHbIE 0ObEK-
TUBHOTO OCMOTpPa (MKTEpPUYHOCTb KOXKHbIX IOKPOBOB
Y BUJIUMBIX CJIM3UCTBIX, CILJIEHOMETasns), 6blJ 10o-
CTaBJIeH MpeiBapUTENbHBIN AUarHo3 «eMosnTHde-
CKasi aHeMHUA».

[Ipu oo6cejoBaHUHN GbLJIO BbISIBJEHO MOBBIIIIE-
HUE KOJIMYEeCTBa PETUKYJIOLUTOB A0 68%o0; coxpa-
HSAIOLIAsICS aHEMUS JIEFKOU cTeneHU (reMOoIJIo6HH
101 r/x1, aputporuthl 2,84x10%/1); aHU30LUTO3; TI0-
BBIlIEHWE YPOBHS JiakTataerugporerass! (JI/AI) mo
541 En/n; coxpaHsiromasics TunepouInpyoruHeMus
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(170,5 MKMoOJIb/J1), IPEUMYIIIECTBEHHO 3a CYET He-
npsiMoil ppakiuu. [lo JaHHBIM 06111eT0 KJIMHUYECKO-
ro aHa/IM3a MOYH - [[BET TEMHO-SIHTAPHbIH, yBeIHude-
HO cojiepxkaHue ypobusauHoreHa (>8 mr/100 ma) u
6unupy6urHa (2,0 mr/100 mu).

COBOKYMHOCTBD BblllIeNepeyUCAeHHbIX JaHHbIX
HNOJATBepK/jaJia npe/noaraeMblil JUuarHo3 reMoJiu-
TUYECKON aHeMHHU. YUUThIBas ceMeWHbI aHaMHe3,
OBLIO BbICKA3aHO MPEeAINOJIoKeHHe 0 HaCae[CTBEH-
HOU reMOJIMTUYECKON aHEMUU.

JlJisT UCKJII0OUeHUsT ayTOUMMYHHOU reMOoJINThYe-
CKOM aHeMUHU BbINOJIHEHA NpsMas npoba Kym6bca,
aBykpaTHo (10.02 u 19.02.2021), Tak Kak BCTpe-
JaeTcs JIOXKHOOTPHULATENbHBINA pe3y/bTaT Mpob Ha
BbICOTE TeMoJin3a. [IpsiMas npo6a Kym6ca 6b1s1a oT-
pUuLaTeIbHOM.

YuuTbhiBasg HaJu4due y mnanueHTta Kymo6ce-
HeraTUBHOU reMOJINTUYECKON aHEMUY, IOBbILLIEHUE
ypoBHs JIAT, a5 UCKIOUYeHUs TapOKCU3MaJIbHOU
HOYHOU remoryio6uHypuu (ITHI) 66110 BBITTOJIHEHO
HUMMYHO}EHOTHUIIMPOBAHUE KJIETOK Nepudepude-
CKOM KpoBM Ha Hasuuue kioHa [IHI. B pesyabraTe
YKa3aHHOT'0 UMMYHOJIOTUYECKOT0 HUCC/Ie/JOBAHUSA
CpeAy 3pUTPOLUTOB U JIEHKOLUTOB (IPaHy/JIOLUTOB
¥ MoHOUMTOB) KJ10H [THI He BbIsiBJIEH.

CornacHo PesepanbHbIM KJIMHUYECKUM pe-
KOMEH/AAIUSIM [0 JIUAarHOCTHUKE U JIEYeHHUIO Ha-
C/IeICTBEHHOTO cheporuTo3al, IMarHoCTUIECKUMHU
kpuTepusaMu HC SBJASIOTCA KIMHUYECKHE TaHHbIE
(aHeMus, KeJTyxa U CIJIeHOMeTrasusl) U IPU3HaKU
reMoJiu3a (nmoBbllieHUe 6UaMpyouHa, JIA u peTu-
KYyJIOLLMTO3) IPU HAJIUYHUU CeMeHHOTro aHaMHe3a.
Ha ocHOBaHMU JaHHBIX CEMEHHOTO aHAMHE3a, Jia-
60paTOPHBIX U UHCTPYMEHTAIbHBIX UCCIeJ0BaHUMI
(aHeMus, xeNTyXa, CrJIeHOMeraJus, PpETUKYJ/IOIUTO3,
noBbiieHue JI/IIY) 6611 chopMyIMpOBaH MpeAIoao-
»KUTeJNbHbIN quarHos — «HaciencTBeHHast remMoJiu-
TUYeCKasi aHeMUsI C BHYTPUKJIETOYHBIM MEXaHU3MOM
reMoJiM3a — Hac/leCTBEHHbIH MUKPOCHEPOLIUTO3.

B kayecTBe MOATBEPKAAIOIUX TECTOB U3 LOCTYII-
HBIX B KJIMHUKEe ObLJIO HCIOJIb30BAHO OMpe/ie/IeHre
OCMOTHYECKOW pe3UCTEHTOCTH 3PUTPOLUTOB U 3pU-
TpoyuToMeTpusi. OcMoTHYeCKasi pe3UCTEHTHOCTh
3PUTPOLMTOB COCTAaBUJIA: MUHUMasbHasA — 0.46%
NaCl (HopmasibHble 3HaYeHUs 0,48 - 0,46); MaKkcH-
masbHasg — 0.3% NacCl (0,34 - 0,32). CorsiacHO KJH-
HUYECKUM pekoMeHJanusaM, s HC B THIHUYHBIX
C/lyyasx XapaKTepHa CHM)KeHHasl 0CMOTHYecKas pe-
3UCTEHTHOCTb 3PUTPOLUTOB; ofaHaKo B 10 - 20% Mo-
»KET BCTPeYaThCsl HOpMaJibHAsl OCMOTHYECKas pe3u-
CTEHTHOCTb, U 3TO He uckito4daeT auar1o3 HC. Kpome
TOr0, OCMOTHUYECKAsI PE3UCTEHTHOCTb MOXET ObITh
HOPMaJIbHOW MPU COYETAHHUU C AePHUIUTOM XKeJie3a,
06TYypalMOHHOM >KeJTYXOU, NPU YBeJUYeHUN KOJIU-
4yecTBa PETUKYJIOLUTOB. YUHUTBIBAs, UTO y MallMeHTa
Ha0JII0/Ja/TMCh YKa3aHHbIe SIBJIE€HUS], I0JTYIeHHbIN

1 PymsaHueB A.Il., MacuyaH A.A. ®eaepanbHbie KIMHUYECKME PEKOMEHAALMM MO SUArHOCTUKE U
NIeYeHMIo HacNeACTBEHHOTO chepoLmTo3a. [INeKTpoHHbIN pecypc] http://nodgo.org
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KJIIMHNYECKUE CJTYHAU

E.A. Bypuesa, J1.B. Crexxo, [.1O. Harophas, 10.B. llatoxun
KIIMHMYECKOE HABJTIOIEHME HACJIEOCTBEHHOTO...

pe3y/IbTaT HOpMaJbHOM OCMOTHUYECKOU PE3UCTEHT-
HOCTH He UCKJIodas AuarHo3 HC.

Bosiee nHGOPMATHBHON B JAHHOM CJIy4ae OKa3a-
JIaCh 3PUTPOLUTOMETPUSI: CPEHUH UAMETP IPUTPO-
UTOB cocTaBuJ 7,02 MKM (B HOpMe cOCTaBJIsieT OT 7,6
MKM), a uHJiekc chepuyHoctu — 3,05 (B HopMe GoJiee
3,5). CHWXeHMe 3TUX MOKa3aTeJseH, COTJIaCHO KJIWHU-
YeCKUM peKOMeH/alusM, MoATBepkgaeT guarno3 HC.

CnenuduryecKor MeJUKaMEHTO3HOU Tepanuu
JUIsl TaHHOM MaTOJIOTUU He CyllecTByeT. bosibHOMY
OBLIM MPOBEJIEHBI: Ie3UHTOKCUKAIMOHHAS TePaIus;
BHYTpHBeHHbIe HHPY3UU LIMaHKObGAIaMKHa U TpUeM
dosreBoi KUCIOTHI (5 MI' B CYTKH); KOPPEKIUs CO-
INyTCTBYIOLIEN MaTO0TUU (10 MOBOAY 060CTpeHUs
XPOHUYECKOT0 XOJIEIMCTUTA 110 COIJIACOBAHUIO C XU-
pypraMmu 6bl1d Ha3Ha4YeHbl aHTUOUOTUKU U CIIAa3MO-
JINTUKH).

Ha poHe npoBeIEHHON MeJJMUKaMEHTO3HOU Te-
panuy COCTOSIHUE MallMueHTa 3HAaUUTEeJNbHO YIYYIIN-
JIOCh: MPAKTUYECKHU MOJHOCThIO perpeccupoBaJa
UKTEPUYHOCTb KOXKH U CJIM3UCTBIX; MO JAHHBIM JIa-
6opaTopHbIx nmokazatesied ot 1.03.2021, 66110 J10-
CTUTHYTO CHH>KEHHe YPOBHSA 6uaupy6buHa Ao 31,9
MkMoJib /i, JIAT — po 240 Ex/n; B o61ieM aHasiu3e
KpPOBM ypOBEHb I'eMOIJI06MHA NOoBbIcUJICH A0 115
r/J1, 3pUTPOLUTOB — 710 3,66 x 102/, a comepkaHue
PETUKYJIOLUTOB CHU3UJIOCH 10 5%o0, YTO B COBOKYII-
HOCTH CBUJIETEJbCTBOBAJIO O 3HAUUTETHLHOM YMEHb-
[IeHUH UHTEHCUBHOCTH IeMOJIN3a.

[lo faHHBIM ceMelHOr0 aHaMHe3a, JJabopaTop-
HbIX U UHCTPYMEHTAJIbHbIX UCC/IeJOBaHUN (aHEMUS,
YKeJITyXa, CllJIeHOMerasiks) Ha MOMEeHT 0oOpalleHus,
pe3y/nbTaToB J0006C/aeJ0BaHUS (PETUKY/IOLUTO3, TU-
nepouINpPyOUHEMHS, MUKPOLIUTO3 MO JJAHHBIM 3pHU-
TPOLUTOMETPHHU) BbICTABJIEH KJIMHUYECKUH AUArHO3
«HacnecTBeHHas reMoJIMTUYECKast aHEMUS], HACIe/l-
CTBEHHBIN MUKPOCHEPOIUTO3, IETKasi CTENEHb TsKe-
ctu». [laniieHT ObLI BBIIUCAH B Y[OBJIETBOPUTENIBHOM
COCTOSIHMY; B MOCJEAYIOILEeM XUPypramMu eMy 6blia
BbINIOJTHEHA 9H/A0CKOMUYECKAS XOIEIIUCTIKTOMMUS.

[IpyuMeyaTesbHBIM B IaHHOM CJIy4yae sIBJSeTCs
NO3/|HsSl JUArHOCTHKA HACAeCTBEHHON NMaTOoJ0THU
y 9Toro nmanueHTa. /luarHos MUKpocheponuTapHoi
reMOJIUTHYECKON aHEMUH He ObLI PACIO3HAaH y ero Ma-
Tepu U 6parta. Co cJI0B 60JILHOTO, yKa3aHHbIE €ro po/-
CTBEHHUKHU yMEPJIU OT KeJTyxu (MaTb B Bo3pacTe 52
JieT, 6paT — B Bo3pacte 42 Jiet). [lo AaHHBIM JIMTepa-
TYpHl, B 60/bIUHCTBe cay4aeB HC guarHocTupyeTcs B
JIETCKOM U MOAPOCTKOBOM BO3pACTe, 0JHAKO yMEPEHHO
BbIPQXKEeHHBbIN CHepoLUTO3 TPYAEH /1Jisl JUATHOCTUKH,
Y IUarHo3 MOXKeT ObITh YCTAHOBJIEH U BO B3POC/JIOM
BO3pacTe, Jjaxe Ha CeilbMOM-/IeBATOM JleCATUIETUN
»Ku3HH, moToMy uTo HC He Bcerga paccMaTpuUBaeTcs
KaK IpUYMHa 06pa30BaHuUsl KAMHEH B XKeJTYHOM Iy3bIpe
U criieHoMeranud. [lo MmHeHuto A.U. Bopo6beBa, Bo Bcex
CJIyYasiX XKeJITYXY C yBeJTMYeHHeM Pa3MepoB cele3EHKU
Heo6X0JMMO TLIATeIbHOE 06c/1eJloBaHHe 60JIbHOTIO He-
3aBUCUMO OT COZlep>KaHus reMOIIO6MHA B KpOBH [3].
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