[®) ev-nc-nD

https://doi.org/10.21518/ms2024-359

KnuHnyeckuin cnyyaii / Clinical case

E.l. llo6umoea*, https://orcid.org/0009-0005-2941-1756, lyubimovakozmina@mail.ru

A.A. DxxymaittoB?, https://orcid.org/0009-0007-6649-2182, nayrat23@yandex.ru

A.A. AHToHOBa? *, https://orcid.org/0000-0003-2581-0408, fduecn-2010@mail.ru

0.B. OaBbiaoBa?, https://orcid.org/0000-0001-5616-7342, oksada2009@yandex.ru

M.M. A6aypaxumoBa?, https://orcid.org/0000-0002-4381-7155, p.abdurakhimova@inbox.ru

1 06nacTHas aetckas kKnuHudeckas 6onbHuua uM. H.H. Cunuwesoit; 414011, Poccus, AcTpaxaHs, yi1. Meaukos, 4. 6
2 ACTpaxaHCKUit rocyaapCTBEHHbIM MeaMUMHCKUIA yHUBepcuTeT; 414000, Poccus, ActpaxaHb, yn. bakuHckas, . 121

Pesiome

Mapokcm3ManbHas HoYHas reMornobuHypus y aeTen — 3To NnpuobpeTeHHoe opdaHHOe 3aboneBaHue, MoKa HEAOCTATOYHO U3YYEHHOE.
[uarHoctnyeckme owmnbKM C OTCPOYEHHBIM AMArHO30M NAPOKCM3MaNnbHOM HOYHOM reMOrI0bMHYPUM YaCTO BCTPEYAOTCS BCNEACTBME
pa3HOoO0bpa3uns KIMHUYECKOW KapTUHbI U HEAOCTAaTOYHOM OCBEAOMIEHHOCTM Bpaven 06 3TOM pefnkoMm 3aboneBaHmun. Ha npumepe
K/IMHWUYECKOro Cy4as NalMeHTKM C MapoKCKM3MasbHOM HOYHOM reMornobuHypueit nokasaHbl 0COBEHHOCTH MaHUdECTaLMK U TeYeHUs
3Toro 3abonesaHus. NauneHTka, 14 net, B CBA3M C BbISBAEHHOM aHeMMEN Oblna roCMMTaAM3UMPOBaHA B OHKONOTMYECKOe OTAeNeHne
ObnactHom aeTckom kKnuHMyeckor 6onbHuupbl M. H.H. Cuanwwesoin (ActpaxaHs). [pyn 06cnenoBaHum BbICTaBAEH AMArHO3 «xene3one-
OUUMTHAS aHEMUS TSHKENOM CTeneHn, 0bunbHbIe MeHCTpyaLmMmn nybepTaTHOro nepuoaax. B aHanmse Moun oTMeyeHa MmukporemMaTypus,
NenKkoumnTypus. Mcktoyanmucs cuctemMHble 3aboneBaHns COeAMHNUTENbHOM TKaHKU, OHKONOMMYeCcKas natonorms. BeinonHeHsl uccnenosa-
HUS 1S AMArHOCTUKU ayTOMMMYHHbIX 3aboneBaHuit. 1o Mepe HabnoaeHUs 3a NaLUMEHTKOM AMarHoCTMYeckas v neyebHas KoHLenumm
MEHSANNCb. YUUTBIBAS HAIMUME aHEMMU, yMEPEHHON rMNepOUnnpybruHemMmm, oTpuLaTenbHol npobbl Kymbca u Mukporematypum, 3ano-
[03peHa NapoKCM3MasbHas HoOYHas reMornobuHypus. Mpu nposeaeHnn umMToparoopumMeTpum bbin BoiseaeH MHI-kNoH - onpeaeneH
Ha 3pwuTpoumTax (12,49%), rpaHynouutax (93,7%) n moHouwmtax (91,1%); ADAMTS13 91%, uto no3sonnno NOATBEPAUTL AMArHO3
«MAPOKCM3MaNbHAs HOYHas reMornobuHypus». Knaccuyeckas napokcuM3manbHas HouHas reMornobuHypus B NpakTuke neauaTpa
BCTpeYaeTcs KpaiHe penko, NPUMEHEHUE PYTUHHbBIX METOLOB UCCIEA0BAHMS NMPUBOLMUT K HEMNpaBUIbHOMY IEYEHUID U PA3BUTUIO
ocnoxxHeHuin. CBoeBpeMeHHas crneunduyeckas AMarHocTika U Tepanus naumMeHTKM obecneydnnm nonoxmuTeNbHY AUMHAMUKY KIUHU-
K0-nabopaTopHbIX CUMNTOMOB 3a601eBaHNSA M BNAroNPUATHLIM NPOrHO3 AN 340POBbS.

Kniouesble cnosa: napokcu3MarsibHas HoYHas reMornobuHypus, peakoe 3abonesaHue, opdaHHoe 3abonesaHune, MaHudecTaums,
Tpom603, NoAPOCTOK
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Abstract

Paroxysmal nocturnal hemoglobinuria in children is an acquired orphan disease that has not yet been sufficiently studied.
Diagnostic errors with delayed diagnosis of paroxysmal nocturnal hemoglobinuria are common, due to the diversity of the
clinical picture and insufficient awareness of doctors about this rare disease. Using the example of a clinical case of a patient
with paroxysmal nocturnal hemoglobinuria to show the features of the manifestation and course of this disease. A 14-year-old
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patient, due to anemia, was hospitalized in the oncology department of the Regional Children’s Clinical Hospital named after
N.N. Silishcheva (Astrakhan). During the examination, the diagnosis was made: severe iron deficiency anemia. Copious men-
struation of the puberty period. Microhematuria and leukocyturia were noted in the urine analysis. Systemic connective tissue
diseases and oncological pathology were excluded. Studies have been performed to diagnose autoimmune diseases. Survey
results. As the patient was monitored, the diagnostic and therapeutic concepts changed. Given the presence of anemia, moder-
ate hyperbilirubinemia, negative Coombs test and microhematuria, paroxysmal nocturnal hemoglobinuria is suspected. During
cytofluorometry, an APG clone was detected - determined on erythrocytes (12.49%), granulocytes (93.7%) and monocytes
(91.1%); ADAMTS13 91%, which confirmed the diagnosis of Paroxysmal nocturnal hemoglobinuria. Classical paroxysmal noc-
turnal hemoglobinuria in the practice of a pediatrician is extremely rare, the use of routine research methods leads to improper
treatment and the development of complications. Timely specific diagnostics and therapy provided positive dynamics of clinical
and laboratory symptoms of the disease and a favorable prognosis for health.

Keywords: paroxysmal nocturnal hemoglobinuria, rare disease, orphan disease, manifestation, thrombosis, teenager
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BBELOEHME

MNapokcnamanbHasg HouyHas remornobunypwms (MHMN - 310
ynbTpapeakoe npuobpeTeHHOe KnoHanbHoe 3aboneBaHue
Ha YpOBHE CTBOJIOBOM reMOMo3TUYECKOM KNeTKU, B OCHOBE
KOTOPOrO NIEXMUT cOMaTUYeckas MyTaums reHa dochatnamnm-
HO3MTONMMKaHa knacca PIG-A, npuBoaawas K HEKOHTpOIU-
pyeMoi aKTMBaLMKU CUCTEMbI KOMMIEMEHTA M 0O6pa30BaHUI0
MeMbpaHOoaTaKyoLLero KOMMnAeKca, KOTopblli Bbi3biBAeT re-
MOSIM3 3pUTPOLMTOB, 0Bpa30BaHMe NPOKOArYNSHTHbIX MEM-
H6paHHbIX MUKPOYACTUL, M aKTMBaLMIO TpombouuTos [1-4].
JT0 0COBEHHO YACTO CIYYAETCs B HOYHbIE YAChl U NMPUBOAUT
K 130bITOYHOMY pa3pyLUeHU0 TPOMBOLMTOB, KOTAa NPOMUCXO-
[T aKTMBaLMS NPOKOArynsHToOB 1 caBur pH B KMcayto cTopo-
Hy [5-8]. KnuHnyeckn 310 ConpoBOXAAETCA XPOHUYECKON re-
MOJIMTUYECKOM aHEMMEN, MEPEMEXAIOLLENCS MU NOCTOSHHOM
remMornobuHypuen u reMocuaepuHypuen, rmnonnasmei Kocr-
HOro MO3ra, IBJIeHMsAMM TPOMB03a, NOYEYHOW HEAOCTAaTOUHO-
CTW W NNEerOYHOW rMNepTeH3nn 13-3a HEKOHTPOIMPYEMOM aK-
TMBALMM CUCTEMbI KOMMNeMeHTa [9-12].

Y 4acTh NauUMEHTOB MACCMBHAs HOYHAs reMornobuHypus
BOBCE OTCyTCTBYET. [PoMB03MBONNYECKME OCNOXKHEHNS BO3HM-
KatoT MpuMepHO y 39% NaumMeHTOB M ABNAKOTCS Hanbonee pac-
NpOCTpaHeHHOM NpuunHom cMeptu B 40-67% cyyaes [13, 14].
BeHO3HbIM TpOM6B03 BCTpeyaeTcs yalle, YeM apTepUanbHbIN.
Tpomboobpa3oBaHMe MOXET 3aTparnBaTb BHYTPUOPIOLWHbIE
1 LepebpanbHble BEHbI, 0AHAKO TPOMBO3 NeYeHOUHbIX BEH §B-
nseTcs Hanbonee pacnpocTpaHeHHbIM BapuaHToMm npu TMHI
Tpomb603 rnyboKmx BeH, erovHast aMbonms n TpomMb0o3 KOXM
TaKxKe OTHOCMTENbHO PacnpoCTpaHeHrsl 2, 3,12, 15].

IOuarHoctuka MHI goctaTouHo cnoxkHa, 0bbI4vHO 3aboneBa-
HWe AMarHoCTMpyeTcs Yepes 2-3 rofa oT NepBbIX KIMHUYECKMX
NpOosBNEHWNIA. BHYTPMCOCYANCTLIN reMONM3 Pa3HOW CTENEHU Bbl-
paX€HHOCTU, TPOMOO3bI, OpPraHHble HapyLLEHWUS 1 KOCTHOMO3rO-
Basi HELOCTAaTOYHOCTb CO3AA0T AMHAMMUYECKM U3MEHSHOLLMIACS
YHUKanNbHbIA KIMHWUYeCKunid npoduib Kaxaoro nauvenTa [4, 10].

B HacToswee BpeMs OCHOBHbIM, PaHHUM U LOCTOBEp-
HbIM METOAO0M AMarHocTuku MNMHI 9BngeTcs npoToyHas um-
TOMETPUS C MOHOKNTOHANbHbIMKU aHTUTeNnamMu K GPI-9kopHbIM
npotenHaM (GPI-AP). 3ToT MeToA NO3BONSET BbISBMTL 3 TMNA
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3pPUTPOLUTOB — C HOPMaJbHbIM, YACTUYHBIM WK MONHBIM OT-
cytctBueM 3kcnpeccumn GPI-AP Ha noBepxHoCTM kneTok. Ham-
6onee MHPOPMATUBHBIM CYMTAIOT onpeneneHne geduunta
GPI-AP Ha nerkouuTax, a UMeHHO rpaHynoumMTax, Tak Kak gons
QHOMabHbIX FPaHY/IOUMTOB TOYHEE OTPAXKAET pa3Mep KIoHa
[MHI-KNeToK M He 3aBMCUT OT TPaHCPY3MIN SPUTPOLIUTHOM Mac-
Cbl ¥ MACCMBHOTIO reMonun3a aedekTHbIX 3pUTPOLMTOB, MPUBO-
[AWMX K 3aHUKEHHOWM OLleHKe pa3sMepoB KnoHa [14, 16].

Tem He MeHee ocBedOMAEHHOCTb Bpayer o MNHI ocTaeT-
€S HelOCTAaTOUYHOM, YTO 0BYCNOBAMBAET BbICOKYH YaCTOTY AM-
arHOCTMYECKMX OWMOOK M TepaneBTMYeCKoW TakTUKK, B 0CO-
6EHHOCTU 3TO KACAETCSH YHUKANbHbIX KIMHUYECKMX CUTYaLUN,
K KOTOpbIM O0THOCKTCS [THI B AETCKOM M NOAPOCTKOBOM BO3-
pacte [4]. MpuMeyaTenbHo, YTO KNaCCMYeckas reMonmTmye-
ckas dopMa 3aboneBaHus pasBuBaeTcs B Nt06OM Bo3pacTe,
MWK NPUXOAMUTCSA Ha TpeTbe — YeTBEPTOe LeCATUNETUE XKM3-
HW, B PaBHOM cTeneHu 60NET XXEHLWMHBI U MY>XUYMHBI. [103TO-
My MaHudecTauma y aetei u NoLpOCTKOB ABNSAETCS HEOOblY-
HOM Ans fnaHHoro 3abonesanua [5,7].

MHI MoxeT BbITb Kak CaMOCTOsITeNIbHbIM 3aboNieBaHMEM,
TaK 1 accounmnpoBaHHbIM C APYrMMK NaToONOrMYECKNUMHK CO-
CTOSIHUSIMU, XapaKTepPU3YHLWMMMUCI KOCTHOMO3roBOW Healo-
CTAaTOYHOCTbLO, B NEPBYIO 0Yepedb — C anaacTMyeckon aHe-
muei. MNMHI - 3aboneBaHMe C NONMOPraHHbIM MOPAXEHUEM,
KOTOpOe HYXAaeTcs B MYNbTUAMCUMNAMHAPHOM MOAXOAE.
HenpaBunbHasg TpakTOBKa KAMHMKO-1abOPaTOPHbIX AAHHbIX
NPUBOAMT K HEAAEKBATHOMY NTIEYEHMIO, 3HAYUTENIBHOM OTCPOY-
Ke B NMOCTAHOBKE AMArHO3a, yBENMYEHMUIO YUCIA OCSTIOKHEHWI
W MHBaNMAM3aUMKM naumeHToB [3, 4, 6]. CtaHpapTHaa Tepa-
nus reMoan3a C NPUMEHEHMEM TTIOKOKOPTUKOMIHbIX FOPMO-
HOB, MIMMYHOAEMPECCAHTOB, CMIEHIKTOMUMU, PONMEBON KUC-
7I0Tbl M BMTaMuHa B,, 30€Cb OKa3biBAETCA He 3hdeKTUBHa.
HeapgekBaTHOE nevyeHne MOXET CNYXWUTb AOMNONHUTENbHbBIM
(hakTopOoM, NpOBOLMPYHOLWMM TPOMBO3 U NPUCOEANHEHNE UH-
(DEKLMOHHBIX OCIOXKHEHMI. TONbKO BEPHO MNOCTABNEHHbIN AM-
arHo3 no3BosiMT 060CHOBaTb Ha3HAYeHMEe COBPEMEHHOM Ma-
TOreHeTUYeCcKow Tepanuu npenapaTom akyamnsymab [17-20].

B cBSi3u € 3TMM NpeacTaBnseT UHTEPEC KIMHUYECKUIA Cy-
yaw naumeHTkn M. ¢ anartosom IMHI, ocnoxHeHHo TpoM60-
30M NyBOKMX BEH.
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KIMHUYECKUIA CNYYANA

PebeHok, 14 neT, npu NOCTYNNEHUM NPenbsaBAANa XKano-
6bl Ha cNabocCTb, roNoBHbIE HOK, TONOBOKPYXEHUE, KENTYLL-
HOCTb CKnep.

N3 aHaMHe3a n3BeCTHO, 4To pebeHok poauncs ot 1-i 6epe-
MEHHOCTH, 1-X CPOYHbIX POAOB Ha 38-11 Heaene C Maccol Tena
2500 r, pnvHoi 45 cm. Pocna v pa3BmBanacb COOTBETCTBEHHO
BO3pacTy. BakuMHMPOBaHa COOTBETCTBEHHO HALMOHANBbHOMY
KaneHaapto nNpuBMBOK. MNepeHeceHHble 3aboneBaHMs: OCTpble
pecnupaTtopHble MHdEKLMKM, BETPSHas ocna. HacnencrseHHOCTb
OTArOLLEHa MO UWeMMYeckor bonesHu cepaua no JMHUK oTLa.
Annepruyeckme peakumu He BbISIBNEHDI.

Bnepebie B ceHTab6pe 2022 . npu aMcnaHcepusaumm B 0b-
weM aHanunze kposu (OAK) 6bin0 BbISIBNEHO CHUMXKEHUE Te-
MornobuHa. HanpaBneHa Ha 06cnenoBaHue U eYeHne B OH-
KONorMyeckoe OTAeNeHue, No pesynbratam obcnenoBaHms
BbICTABNEH AMArHO3 «KenesofeduLUTHAZ aHEMUS THKENOM
cTeneHu, 0bunbHble MEHCTpyauum nybepTaTHOro nepuoaay.
locne NpoBefeHHOro fleyeHns AeBoyvka Obina BbiNMCcaHa
non ambynatopHoe HabnogeHue remaTtonora, oCMaTpmBa-
naco B Hosbpe 2022 r., aHTMAHEMMYECKYIO Tepanuio C AHBa-
psa 2023 r. He npuHUMana, kouTponb OAK He nmpoBogmncs.
Co cnoB pebeHka, NnepnofMYeckM 0TMEYannch 3NU30apl Ca-
60CTH, BANOCTU, MOABNEHME MOYM KPACHO-KOPUYHEBOTO LiBETa
6e3 an3ypun. Kontponb obero aHanusa mouun (OAM) He npo-
Boamncs. B mae 2023 r. oTMeyanoch NoBblWeHME TeMnepaTy-
pbl 0o 38-39 °C.TocnutanusnposaHa B O6nacTHyto nHbekum-
OHHYI0 KNMHKUYecKyto 6onbHMLY MM. A.M. Huyoru (AcTpaxaHb),
roe npu nccnenoBaHum OAK BbISIBIEHO 3HAYMUTENbHOE CHU-
eHune remornobuHa - go 42 r/n, B BUOXMMMUYECKOM aHaNm-
3e KpoBM runepbunupybuHemmus 49,3 MkMonb/n, Henpsamas
dpakums 46,7 MKMONb/N, NOBbILIEHWE YPOBHS acnapraTamu-
HoTpaHcdepasbl (ACT) no 333 En/n. B OAM ot 05.05.2023 .
nevikountypmsa oo 28-30 B none 3peHus, eauHUYHbIE 3pU-
TpouuTbl. OcmMoTpeHa rematonorom 05.05.2023 r., peko-
MEeHA0BAHO NpOBeAEeHMe 3aMecTUTeNlbHOM Tepanuu. Pebe-
HoK nepeBefeH B OTaeneHue aHeCTe3MonorMun, peaHmmaumm
M UHTEHCUBHOM Tepanuu N22 O6nacTHOM AETCKOM KAWMHM-
yeckor 6onbHMUbI. [pn KOHTpONbHOM mnccneaoBaHum OAK
o7 05.05.2023 r. aHemusa po 42 r/n, B GBUOXMMUYECKOM aHa-
nu3e KpoBu rmnepbununpybuHemus oo 38,8 mkmons/n. Mc-
CnefoBaHa KpOBb HA aHTUIPUTPOLMTAPHbIE aHTUTeNa, nNps-
MOW aHTUINOBYNMHOBbLIN TECT — pe3ynbTaT OTPULATENbHBbIN.
Mocne KOHCyNbTaLMKM remMatonora NpoBeAeHa 3aMecTuTeb-
Has Tepanus 3pUTPOLMTApHONM B3BeCblo B 06beme 789,0 mn.
B koHTponbHoM OAK ot 06.05.2023 r. remornobuH 87 r/n,
B OMOXMMUYECKOM aHann3e KpOBM MOBbILEHWE 3HAYEHUS
KpeatnHuHa fo 131 MkMonb/n, MOYEeBUHBI — A0 9,56 MMonb/N.
B OAM o1 06.05.2023 r. nerikoumntypus no 10-12-12 8 none
3peHus, Mukporematypus — 0o 10-11-11 B none 3peHus, n3-
MEHEHHbIE 3PUTPOLMTLI — A0 3-4-5 B none 3peHus, LUAnH-
opbl — 1-0-1 B none 3peHus.

[ns panbHelwero HabnoaeHs M obcnenoBaHus pebe-
HOK NepeBefeH B OHKONOrM4ecKoe OTAeNEeHNE Ha remMaTono-
rMYecKkmne KOWKM.

[aHHble 0b6bekTMBHOro cratyca. CocTosHune cpea-
Hel cTteneHun Tsxkectn. CamMOUYyBCTBME YMEPEHHO CTpajaeT.

Temnepatypa Ha cy6debpunbHbIx 3HaYeHnsax. Banosara. KoH-
TakTHas. COH v anneTuT coxpaHeHbl. AHTpOMOMeTpUYecKue
nokasartenu: poct 155 cMm, Macca Tena 47 Kr, MHAEKC MacChl
Tena 19,6 kr/M2. Mu3nyeckoe pasBUTUE CpPeaHEE, FAPMOHMY-
Hoe. KoxHble MOKPOBbI YNCTble, BNAXHble, yMepeHHo bnefn-
Hble, cybukTepuyHble. Buonmblie cnusuctole ynctole, bnea-
Ho-po30Bble. OTekoB HeT. [ToAKOoXHas XMPOBas KieTyaTka
pa3BuWTa paBHOMEPHO. B nerkux AbixaHwe Be3WKYNsSpHOE,
NpOBOAMTCA MO BCEM MOAAM, XPUMOB HeT. YacToTa AbiXa-
TeNbHbIX ABMxeHun 20 B MuH, Sp0O, 98%. ToHbl cepaua ac-
Hble, pUTM MpaBU/bHbIA. YacToTa CcepLeyHbIX COKpalLeHMi
86 yo/MuH, apTepuanbHoe gasnenue 110/70 mm pT. cT. KusoT
MArkui, 6esbonesHeHHbIN. [leyeHb He yBennyeHa, ceneseHka
He nanbnupyeTcs. [lokonayneaHme no nosicHuue 6esbones-
HEeHHO cnpaBa W cneBa. LLlnToBnaHag xenesa He yBennye-
Ha, y3noBble 06pa3oBaHMs He onpenensTcs, be3bonesHeH-
Ha. [TonoBble opraHbl CHOPMUPOBAHBI NO XEHCKOMY TUMY,
npasunbHO. Moyeuncnyckanne cBobogHoe, besbonesHeHHoe.
CMMNTOM MOKONAaYMBaHMs OTpULLATENbHbIM CNpaBa U CeBa.
Cryn perynsapHbii, 0pOPMNEHHbINA.

C08.05.2023 r. oTMeuatoTcs xanobbl Ha 6onb B MecTe CTo-
aHUS nepudepnyeckoro BeHosHoro katetepa (MBK), oteu-
HocTb B 0bnactu ctosHus MBK cnpaea. MBK ypaneH, B Teve-
HWe CYTOK OTMeYanoch NoBblleHMe TeMnepaTypsl go 39 °C,
BblpaXeHHas runepemus B obnactu ctosHus MNBK. Beinon-
HEHO yNbTpa3ByKoBoe uccnenoBaHme (Y3M) ¢ gynnekcHbiM
CKaHMPOBAHMEM COCYA0B BEPXHEW KOHEYHOCTU: Y3-npu3Ha-
K TpombodnebmTa NOBEPXHOCTHOM BEHbI MPaBOro naeya
(TpOoMBOTMYECKME MACChl HA MPOTHKEHUM HE MeHee 3,2 CM
6e3 npusHakoB Gnotauuu). KOHCynbTMpOBaHa COCYAUCTbIM
XMPYProMm, iaHbl peKOMEeHAALMMN N0 MECTHOMY NIeYeHUIO re-
napuyHCOAEPXaLLMMU NpenapaTaMu, HeCcTeponaHble NPOTUBO-
BOCMaNuUTe/bHbIE NpenapaTsbl Mo NokasaHuaM. Ha doHe Tepa-
MUK OTMEYanach NONOXKMTENbHASA AMHAMMKA.

B o6wem aHanuze kposu 07.05.2023 r. coxpaHsanach aHe-
MUS CpefHeln cTeneHu Tsaxectn (remornobun 88 r/n), pe-
TMKynoumTos Ao 51%o, neiikonenus oo 3,6 x 10%/n. B 6uo-
XMMMUYeCcKoM aHanmse kposu ot 10.05.2023 r. ymepeHHas
rmnepbunupyburemms oo 23,7 MKMOAb/N, NOBbILLEHWE YPOB-
He cBoboaHoro remornobuHa no 250%o0 u naktataernapore-
Ha3bl (/AN po 1640 En/n, HM3KUI YpOBEHb CbIBOPOTOYHOMO
xenesa 3,1 MKMonb/n, HOpManbHble Nokasatenun GeppuTu-
Ha 42,24 nr/mn. C yyeToM aHaMHe3a 3aboneBaHus, ocobeH-
HOCTEN TeYEHUS TeEMOIMTUYECKOM aHEMUM C OTPULLATENbHOM
npoboi Kymbca 1 xapakTepHbIMW U3MEHEHUSMU B BUOXU-
MWYECKOM aHanu3e KpoBW, pa3BMTMEM TpomMbO3a MOBEpX-
HOCTHbIX BEH ObINI0 BbICKA3aHO NPeLnonoXkeHUe 0 Pa3BUTUK
y nauneHTku MHI. buomatepuan (kpoBb) HanpaeneH B nabo-
paTopuio MMMYHODEHOTUMMPOBaHUS HaunoHaNnbHOro Meau-
LIMHCKOrO MCCNe0BaTENbCKOTO LeHTpa EeTCKOM remMaTonoruu,
OHKOMOTUK 1 MMMyHonorun (HMULL ATON) umenn Omutpus
PoraueBa ons npoBeAeHns NPOTOYHOM LMTODNYOMETPUM.

B pesynbraTe nccneposanms (12.05.2023 r.) 6bin BbiSB-
neH MHI-knoH - onpeneneH Ha sputpouunTtax (12,49%), rpa-
HynoumTax (93,7%) n moHoumTax (91,1%); ong uckYeHus
TPOMBOTUYECKOM MUKPOAHIMOMNATUKN UCCNEA0BAH YPOBEHb
ADAMTS13 o1 12.05.2023 . - 91%. Taknum 06pazoM, AmMarHos
MHT 6bln NOLTBEPXKAEH.
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[Ons ncknoveHms annacTMyeckon aHemuun Bbina npo-
BeleHa KOCTHOMO3roBas nyHKuua. B Muenorpamme
o1 17.05.2023 r. nyHKTAT AOCTATOYHOM KNneToyHocTu. Kpo-
BETBOPEHME HOpMOBNacTMyeckoe. IpUTPOPOULHBIA POCTOK
B TOuke 1 pasgpaxeH NperMyLLeCcTBEHHO 3a CYET 3penblX
dopm HopMmobnacTos. MHaekc Nle/3p -1,4. [paHynouutap-
Hbli pOCTOK NpeacTaBineH BCEMM CTagMaMu Mopdonornye-
ckon amnddeperHumposku. HabnogaeTtca 3aaepxka Bbi3pe-
BAHMS KNETOK Ha YPOBHE ManoyKosLepHbIX HEUTPODUIOB.
MerakapmouunT He 0BHapyXeH.

[py LUMTOreHeTMYECKOM MCCIef0BaHMM KOCTHOMO MO3ra Me-
TozoM FISH MoHocomun/neneumnn 7 He obHapyxeHo. MNpu onpe-
[LEeNeHUn ANIMHbI TeIOMEep METOA0M NMPOTOYHOM LMTODAYyOpU-
METPWM OTHOCKTENbHAs AnHa Tenomep 7,0% (Hopma 8,2-16,2).
Tect ¢ aManokcmMbyTaHOM oTpuUaTENbHbINA. COOTBETCTBEHHO, AaH-
HbIX 06 anNnacTM4eckor aHeMmnK He 0BHApPYXXEHO.

[No pe3ynsratam TenemMeanUMHCKOW KoHcynbtaumm ¢ HMULL
OIoU umenun Omutpus Porayesa ot 19.05.2023r. c y4eToM noa-
TBEPXKIEHHOM KNaccMyeckorn reMonutmuieckorn dopmsl MHI pe-
6eHKy Ha3zHayeHa cneupnduyeckas Tepanms sKynn3yMabom.

Mocne BbINMCKM U3 CTALMOHApa B Te4yeHne mMecsiua pebe-
HOK Habntopancs y ydactkoBoro negmatpa. OTMevanuch xa-
Nnobbl Ha ronoBHYO 60nb, B AanbHeNLWeM ycunmeLLMecs (Lo
8-9 6annos no BM3yanbHo-aHanorosown wkane (BALL)). KoH-
CyNbTMPOBaHa HeBpPONnorom B ntoHe 2023 r., Toraa e npose-
[leHa MarHMTHO-pe3oHaHcHas Tomorpadus (MPT) ronosHoro
Mo3ra 6e3 koHTpacTHoro ycunerus (KY), AaHHbIX O HaAMymm
M3MEHEHW 04aroBoro n anddy3HOro xapaktepa B BelLeCcTBe
roJIOBHOr0 Mo3ra He BbisiBNeHO. B Hayane uiong 2023 r. nos-
BUNTUCb Xanobbl Ha ABOEHME B rnasax, kocornasme. PebeHok
6b11 MOBTOPHO rOCNMUTANU3MPOBAH B CTaLMOHaPp.

B knnMHuueckoM aHanuse kposu ot 06.07.2023 r. 3ape-
rMCTPUPOBAHA MMNOXPOMHANA aHEMUS CpedHeln CTeMeHu Ta-
eCTU C peTUKYNoUMTO30M, TPOMBOUMUTONEHNS (3pUTPOLM-
Tbl 3,1 x 10%%/n, reMorno6uH 76 r/n, peTMKynounTbl 57 %o,
TpoMboumTbl 95 x 10%/n, neikoumntbl 4,2 x 10°/n, nanoyko-
anepHble 5%, cermeHTosaepHole 51%, numdoumntel 38%, Mo-
HOUMTBI 6%, CKOPOCTb 0ceaaHuns sputpoumtos (CO3) 60 MM/,
aHU30LUMTO3 +, TUNOXPOMUS ++).

B 6buoxmmmueckom aHanmze kposu ot 06.07.2023 r. BbisiBne-
Ha yMepeHHas runepbunmpybuHemus, nosbiwexune JIAN C-pe-
aktneHoro 6enka (CPB): 6bunnpybuH obwmin 34,1 mkmonb/n,
6unmpybuH npamoit 5,4 mMkmone/n, rnoko3a 5,16 mmons/n,
anaHWHamMuHoTpaHcdpepasa 21,1 En/n, ACT 63,4 En/n, wenou-
Has docdaTaza 151 En/n, obwmin 6enok 8,1 r/n, KpeaTMHUH
43 3 MKMOJb/N, MOYeBUHA 4,02 MMOSb/N, CBODOHbIN rEMOM0-
6uH 250%., NATI 1018 Ea/n, CPB 247,4 Mr/mn.

B obwem aHanmse mMoum ot 06.07.2023 r.: LBET XKENTbIl,
NpO3paYHOCTb NOJIHAs, OTHoCUTeNbHas nnoTHocTb 1,020, pH 7,0,
6enok 0,15 r/n, ypobunuHoreH 66 MMosb/N, FOKO3a, KETOHbI
oTpuuaTenbHble, neikounTbl 8-9-10 B none 3peHus, Cm3b ++.

Koarynorpamma ot 06.07.2023 r.: npoTpoMbuHoe BpeMs
13,0 cek, npoTpOMOMHOBBINA MHAeKC 112%, MexxayHapoLHoe Hop-
Manm30BaHHoe oTHoweHwue 0,87, pubpuHoreH 5,25 r/n, akTneupo-
BaHHOEe YacTMyHoe TpombonnactnHosoe Bpems (AYTB) 27,8 cek.

AHanms KpoBM Ha BUPYC MMMYHOOEPULMTA YeNOBEKa, BUPYC
SnwrenHa — bapp, uMToMeranoBupyc, BUpyC NpoCToro repne-
Ca, MapKepbl BUPYCHbIX renaTuToB — Pe3ynbraT OTpULLATeNbHBbIN.
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Y3W opraHos 6ptowHon nonoctu (OBI) ¢ gonneporpa-
duein cocynos neyenun ot 06.07.2023 r.: B obnactu crteona
BOPOTHOM BEHbl M KapMaHa Pekca NouMpyrTcs rmnepaxo-
reHHble Maccol obwum pasmepom 6,2 x 1,3 cM (Mpm3HaKu
TpoMb03a BOPOTHOM BEHbI), OTMEYAOTC pPEaKTUBHbIE MU3Me-
HEHUS MeYeHu, NOLKENYLOYHON xenesbl, Aucxonus. Mo aax-
HbIM Y3U noyek ot 06.07.2023 1. naTONOMMM He BbISB/IEHO.

OcmoTpeHa BpayoM-odTanbmonorom ot 07.08.2023 r.: 3a-
CTOMHbIE ANCKM 3pUTENbHBIX HEPBOB 060MX rnas. CxopduLee-
€S COAPYXeCTBEHHOE anbTepHUpYtoLLee Kocornasme. Mmonus
cnabowi cteneHn obowmx rnas.

MPT ronogHoro mo3ra ¢ KY ot 10.07.2023 r.: MP-npu3sHa-
Kn TpomMb03a CarnTTanbHOro CUHyca cnesa (ao 22-27 mm).
Annasus neBon 3agHen coeguHuTenbHOM aptepuun. Nwe-
MWYECKOro MOPaxXeHus, reMmopparnini u1 obpasoBaHuUi Belle-
CTBa rO/IOBHOIO MO3ra He BbISIBNEHO. IKTOMMMU Ceporo Belle-
CTBa W NPU3HAKOB KOPTUKANBHOM OMCMNA3MKU He BbISBNEHO.
JlnkBopoauHaMmka B HOpMe.

MynbTucnupanbHas komnbtoTepHas Tomorpadus (MCKT)
OBIM ¢ KY ot 12.07.2023 r.: B BeHO3HOW ¢da3e B npo-
CBEeTe BOPOTHOW BeHbl HAa YpOBHe HGudypkaumu Ha npa-
BYIO W JIeBYIO BETBb ONpPeAeNseTcs rmMnofeHCHas CTPyKTy-
pa, nnoTHoCTb +45 en. H, HenpaBunbHOM hOpMbI, pazMepom
13 x 23 x 30 MM, C pacnpOCTpaHEHMEM HA BETBU: CrpaBa Mno-
nepeyHbli pasmMep 7 MM, NPOTSKEHHOCTb 28 MM, cieBa no-
nepeyHbin pasmep 7,8 MM, npotskeHHocTb 20 MM. OTMeua-
€TCS LeHTpanbHOe PacrofioXeHWe CTPYKTYpbl CO CTEHO30M
npoceeTa BeHbl cBbllwe 90% (OXHbI NPOCBET BOPOTHOM
BEHbI 10 24,3 MM, UCTUHHBIA — 00 1,7 MM).

C yyetoM paHHbix MPT ronosHoro mosra 1 MCKT OBIT,
roBopsmx o TpomMbo3e CarnTTanbHOro CMHyca W BOPOT-
HOM BEHbl, @ TAKXKE KIMHMYECKOW KapTUHbI HayaTa aH-
TUKOAryngHTHas Tepanus: renapuH HaTpus M3 pacyeta
18 ME/Kr/4 BHYTPMBEHHO CTPYWMHO B TeyeHue 24 4 C OfHO-
KpaTHbIM DOMIOCHBIM BBELEHWEM renapuHa HaTpus U3 pac-
yeta 30 ME/kr c mocnepywuwen Koppekunen CyTo4YHOM
£03bl 8o 20 ME/Kr/4 BHYTPMBEHHO CTPYMHO B TeyeHue 24 4
(no pesynbratam MCKT OBl ¢ KY) noa, exxefHEBHbIM KOHTPO-
nem OAK (ypoBeHb TpoMbOULMTOB) U Koarynorpammbl (AYTB).

[pMHUMasa BO BHUMaHMe TSKenoe TedyeHne 3aboneBaHms
(BbIpAXXEHHbIA XPOHUYECKMI BHYTPUCOCYAUCTLIN FrEMONN3,
AHEMUYECKUI CUHAPOM), HaZIMUME COCYAMUCTBIX OCIIOXKHEHWMIA
M BbICOKOTO PUCKa Pa3BUTUS XMU3HEYTPOXKAILMX COCTOS-
HWI1, HayaTa cneunduyeckas Tepanus 3kynu3ymabom B gose
600 mr 1 pa3 B Hegento nepsble 4 Hen., 900 Mr Ha 5-11 Hepe-
ne, B panbHenwem - no 900 mr kaxable 2 Hepa.

Ha ¢oHe aHTMKOarynsaHTHOM Tepanuu KIMHUYECKn oTMe-
4yanacb NONOXMTENbHAA AMHAMUKA B BUAE CHUXEHUS UHTEH-
CMBHOCTM ronoBHOM 6onu (0o 2-3 6annos no BALL), ymeHb-
WweHus gunnonuu. Yepes 2 Hea. OT HaYana aHTMKOAryasHTHOM
Tepanuu Ha KOHTPOJNbHbLIX UCCNEN0BAHUIX OTMEYaeTcs no-
noxutenbHaa anHamuka. 1o gaHHbIM MPT ronoBHoro mos-
ra ¢ KY ot 24.07.2023 r. UMeeTCs yMEHbLUEHWE MPOTAKEH-
HOCTM TpoMbo3a (c 22-27 po 12-14 mm). MCKT OBI1 ¢ KY
oT 26.07.2023 r.: TpoMb03 BOPOTHOW BEHbI C pacnpocTpaHe-
HMEM Ha MpaByto M NEBYID BETBU, B AMHAMUKE HE3HAUMTENb-
HbIl M3nc Tpomba (B MpoCBeTE BOPOTHOM BEHbI TMMOAEHC-
Haa cTpykTypa 8,8 x 11,8 x 21,2 mm (MCKT ot 12.07.2023 r.:



13 x 23 x 30 MM), 3KCLLeHTPMUYHOE paCcnoNOXeHUe CTPYKTYpbI,
6nuKe K nepenHe-NeBON CTEHKE, CO CTEHO30M NPOCBETA CBbI-
we 33% (sm3yanmsaumsa ot 12.07.2023 r.: cteHo3 cBbiwe 90%).

C y4eToOM NONOXUTENbHOM AMHAMMKM MO AAHHLIM BM3Ya-
NIN33LMK, KTMHUYECKOM KapTUHbI, pEKOMEHAAUMI COCYAMCTO-
ro XMpypra v KaMHM4Yeckoro dapmakonora nposefeHa porta-
LMS @aHTUKOAryNSHTHOM Tepanuu, a UMEHHO 3aMeHa renapuHa
Ha puBapokcabaH B fo3e 15 mr 1 pa3 B geHb.

Ha doHe npoBoaMMoN Tepanum LOCTUIHYTA NONOXMUTENb-
Hasg KnuHMyeckaa u nabopaTopHas AMHAMMKA: NOBbICUACS
YpOBEHb reMornobuHa, HopMannsoBanock cogepxkanue JIAL

B knnHuuyeckom aHanuse kposu ot 03.08.2023 r.: 3puTpo-
umTbl 3,4 x 10'%/n, remornobuH 85 r/n, peTrkynoumtsl 35%o,
TpoMbouunTbl 90 x 10%/n, nerkouuTsl 4,5 x 10%/n, nanouko-
apepHble 5%, cermeHTosiaepHble 58%, numdouuTsl 30%, Mo-
HoumTbl 7%, CO3 20 MM/4, aHU30UMTO3 +, MONKUIOLIUTO3 +.

buoxumuueckuit aHanms kposu ot 03.08.2023 r.:
CPB 2,2 mr/mn, 6unupybun 37 MKMONb/n, NpsaMoi 6unwm-
pybuH 4,3 MKMONb/N, KpeaTuHUH 49,6 MKMONb/N, MOYEBU-
Ha 2,85 MMonb/n, cBOOOAHbIM reMornoduH 64%., 1A 227 En/n.

Mocne 06beKTUBHOIO YayylleHUs naumeHTKa bbina Bbi-
nucaHa noj, HabnaeHue y4acTkoBOro neguatpa c nocieny-
IOLLMM NPOLOMIKEHMEM Tepanuu. Yepes 3 Mec. nocie Havyana
QHTMKOArynsaTHOM Tepanuu NpPOBeLEHbl KOHTPOMbHbIE UCCe-
nosanns MCKT OBIM ¢ KY, KT-anrnorpadus cocynos ronos-
HOro MO3ra: 0TMeYanoch NoNHoOe paspelleHme Tpombo3a Bo-
POTHOW BEHbI M IEBOTO CarrUTaNbHOr0 BEHO3HOIO CUHYCA.

JleyeHne akynn3ymabom NpuMBENO K YMEHBLLIEHUIO reMO-
N33 Y NaLUMEeHTKKW, OLHAKO MO NPOLIECTBMM 3 MecC. OT Hava-
Na NIeYEHUS COXPAHSETCS aHEMMS CPeAHEN CTEMEHM TKECTH,
peTtukynounTos 8o 30%o, ronoBHas 60/b, KOTOpas Takxe MO-
XeT OblTb CBA3aHa C BBEAEHWEM 3KyAM3yMaba.

3AKJTIOYEHUE

BHyTpMCOCYAMCTBIV reMONN3 C YMEPEHHOM UK TAXENOM
aHEMUEN, BbIPAXKEHHDbIV PETUKYNOLMTO3 U YBENUYEHUE aKTMUB-
HocTm JIAT 9BnS0TCA XapaKTepHbIMU NPOSIBAEHMUAMM KNnac-
cuyeckor MHI B psaoe cnyyYaeB coveTaroWMMMUCA C FeMOII0-
6uHypueit. PaHHas auarHocTuka MHI urpaeT BaxHenwyto
po/b B CBOEBPEMEHHOM Ha3HayeHuM 3MHEKTUBHOMO Neye-
Hus. B TepaneBTMYeCKOM NpakTMKe AMArHOCTMKa 3abonesa-
HWS MHOTAA PACcTArMBAETCS Ha rofbl, AMTENbHO Ha3HaYakTCs
He3MPEKTUBHbIE NEKAPCTBEHHbIE NMPenapaTthl, YTO YBENUYM-
B3ET PUCK OCIIOXKHEHWN.

Knaccuueckasa MHI B npakTuke nenunatpa BCTpe4vaet-
€S KpaiHe peako, YTo 3aTPYAHSET AMATHOCTUKY PYTUHHbI-
MUK MeToaaMu obcnenoBaHms. MarHo3 MoXeT ObiTb 3aM010-
3peH Yy NaLMEHTOB C NEPUOANYECKMM CUHAPOMOM XENTYXM,
COMpOBOXAAKOLWMMCS HEOBOCHOBAHHOW TMXOPAAKOM, TPOM-
6oumnToneHune, NoBbiWeHMEM HEPMEHTOB NevyeHn Ha doHe
nposounpyLmx dhaktopos. Heobxoamm TwaTtenbHbi c6op
aHaMHesa, OUEeHKa npealecTByoWwen Tepanum u ee 3b-
(eKTMBHOCTb, TaK Kak HeCBOEBpeMeHHas auarHocTmka MHI
NPUBOAMT K HEMPABUIbHOMY JIEYEHUIO U PA3BUTMUIO OCIIOX-
HEHMI, TaKMX Kak TpoMbH03, CNOCOBHbIX MpMBECTM K (DaTalb-
HOMY mncxopy. [puBeneHHbIV KNTMHUYECKUIA CTydan NpeacTas-
NseT uHTepec B CBA3M C pefKOW BCTPEYAaEMOCTbIO AaHHOM
naToNornu, TPYAHOCTbIO AMATHOCTUKM, A3AeT BO3MOXHOCTb
npocnennTb 0CobeHHOCTM AebtoTa, KNMHUMYECKOro TeYeHUs
MHT, KapTuHbl Nnepudepuyeckon KpoBM M KOCTHOMO3IOBO-
ro KpOBETBOPEHMS.
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