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B cmambe Ha oOCHOB8aHUU OQaHHbIX Jiumepamypebl

u cobcmeeHHbIx HabmodeHul npedcmasneHbl OugpgepeHyuanbHO-

QuazHocmu4ecKkue Kpumepuu rpu cUHOpome Kposu 8 kase. OnucaHo cobcmeeHHoe HabntodeHue 60rbHo20 ¢ bone3dHbro Mapkuacghasa-

Muckenu (napokcu3marbHasi HOYHasi 2eMo2r10bUHypUsi).
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Syndrome blood-streaked stool at children.
Clinical care of the child with the disease

Marchiafawa-Michele

In the article on the basis of literature data and own the observations differential-diagnostical criteria for the syndrome of blood-
streaked stool is presented. Describe own observation of a patient with a disease Marchiafawa-Micheli (paroxysmal nocturnal

hemoglobinuria).
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Mpobrema xenyao4HO-KULLEYHbIX KPOBOTEYEHWUI AaBHO Npu-
BrnekaeT BHUMaHWe OETCKUX Bpavein. XpoHUYEeCKMEe HEUMHTEHCUB-
Hble NOTEePU KPOBU M3 KEMNYAOYHO-KULIEYHOrO TpakTa oTXoaaT
Ha BTOPOW NnaH, B TO e BPeMsi MeASIEHHO, HO BEPHO HaHOCS
yuwep6 AeTCKOMY opraHuamy. OTW COCTOSIHUSI XapakTepusy-
H0TCS 3NN304UYECKMM MU NOCTOSIHHBIM CMMATOMOM MPUMECHU
KPOBU K UCMpPaXXHEHUsIM, MPUYUHBbI KOTOPOro pas3HoobpasHbl
1 Heobsi3aTenNbHO CBSI3aHbl C MPOKTONOrMYecknMu 3aborieBaHus-
mu [1].

O6Wwmin NPUHLMN ANArHOCTUYECKUX MeponpuATUN y geten
C KpOBOTEYEHMEM — KOMMMEKCHOCTb. BaxHyto MHdopmaumio

FTACTPO3HTEPONIOrUA. ANATHOCTUKA

OaeT BHMMaTenbHbIA paccrnpoc poguTenen n pebeHka npu Bbl-
siCHeHUK xanob n cbope aHamHe3a. Heobxoammo cTpemMntbest
Nony4YnTb UCHEpPbIBaIOLLYH MHGOPMaUuo o Havane 3abornesa-
HWSI, OCIIOXXHUBLLETOCSt KPOBOTEYEHMEM, U APYrMX 0COBEHHOCTSAX
COCTOSIHUS, MPEALLECTBOBABLUNX NOSIBMEHMIO KPOBU B Kane. 1ot
3Tan BpayebHoW AeATENbHOCTU HACTOMBLKO BaXKeEH, YTO MO Cy-
LLeCTBY NpefonpenensieT B AanbHellweM BCe AuarHoCTUYeckme
1 nevyebHble meponpusTus [2, 3].

KpoBOTEYEHUS U3 HUXKHUX OTAENOB XKenyao4YHO-KMULIEYHOro
TpakTa MOryT ObITb CKPbITbIMWU UNU SBHLIMU (YMEPEHHO Bbl-
paxeHHbIMWU unu maccusHbiMn). MHorga 6onbHble coobuwatoT
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PucyHok 1. CkaHOorpamma apuTpouuToB

npu 6one3Hnn MapknadcdaBa-Mukenum

1. TMNOXPOMHbI 3pUTPOLIUT

2. OputpoumnTbl ¢ gedekTom meMbpaHbl B BUAE nop

0 NeproaMYEcKn BO3HUKAIOLLMX Y HAX KPOBOTEYEHMSIX MULLb NpU
TLaTenbHOM paccnpoce. Pexe HabntogaoTcsi MacCUBHbIE KULLIEY-
Hble KPOBOTEYEHWS!, NPU KOTOPbIX HabniopakTcst rMnoBoneMus,
apTepuanbHasi TMNOTOHWS, Taxvukapaums.

Mo xapakTepy npMMecy KpoBU B Kane MOXHO yXe Ha nepBbiX
cTaguax AMarHOCTUKU COpUEHTMPOBaTbCS 06 ypoBHE KpoBOTe-
YeHUs1 1 BO3MOXHOW ero npuynHe. CuutaeTcs cnpaBeffMBbIM
npaBuso, KOTOpPOe rNacuT, YTO YeM sipye BblaenswoLliascs us
NPSIMON KULLKW KPOBb, TEM AWCTanbHee pacnonoXeH WUCTOYHUK
KpOBOTEYEHMS.

Anasi KpoBb, BblAensiemasi B BUAe Kanenb, XxapaktepHa Ans
NOopaxXeHUsi NPSIMON KWLLIKW; NPOXMITKW anol KpoBU B Kare Kopuy-
HEeBOro LBeTa — Mpu NopaxeHWn CUrMOBUAHOW KULLKW; TEMHO-
KpacHasi KpoBb, paBHOMEPHO NepemellaHHasl ¢ kanom, — npu
nopaxeHWn NPOKCUMarbHbIX OTAENOB TONCTOWN KULLIKW; YEepHbIA
nerreobpasHblin CTyNn — nopaxeHue TOHKON KUK 1 6onee Bbl-
COKMX OTAENOB NULLIEBapUTENBHOrO TpakTta [4].

Mpy HanNMYMM KPOBY B UCMIPAXKHEHMSIX BaXKHO BbISICHUTb, Nepe-
MeLlaHa 1 KpOoBb C KarioBbIMWU Maccamu (MCTOYHMK PacronoxeH
BbICOKO) UMW BbIAENSETCS B OTHOCUTENBHO Manou3MeHeHHOM
BMAE B KOHLUe Aedekauun, 4to Gornee xapakTepHO Asi HU3KO-
pacnonoXeHHbIX KPOBOTOYALLMX OMyXonen 1 reMoppouaanbHbIX
y3roB.

XapakTtep 3aboneBaHus Takxe onpefensiet LBeT U Konu4e-
CTBO KpPOBU B kane. Tak, HechopMUPOBaHHbIE KanoBble Macchbl,
nepemeLlaHHble C XWAKOW KPOBblO, Pa3HOW LIBETOBOW raMMmbl,
HepedKo C MPUMECHIO CrU3N CBUMAETENbCTBYIOT O MOpaXxeHuu
Ccnm3ncToi 06omMoYkM, KOTOPOe MOXET conpoBoXxaaTb 6onesHb
KpoHa, Hecneungunyecknin A3BEHHbIN KONMUT UMK BblpaXKeHHbIN
MHEKUNOHHBIN KonuT [5, 6, 7, 8, 9]. AmBepTukyn Mekkens, kpo-
BOTOYaLLME OMYXOnWU M MONUMbI NOAB3AOLWHON KULIKK, @ Takke
BbICOKOPACMOSIOKEHHbIE FeMaHMMHOMbI CONpoBOXaatTcst 6onb-
UMM KONUYECTBOM MpuMeceln TeMHOM KpoBu B cTyne [6, 3, 10].
CKonNneHus Xnakon KpoBY TEMHO-BULLIHEBOTO UKW arnoro LBeTa Ha
NMOBEPXHOCTM KaslioBblX Macc 06bIYHO B KOHLE akTa Aedekauuu

CBMUAETENLCTBYIOT O HANM4MM KPOBOTOYALLIErO NONWMNa B AUCTanb-
HbIX OTAEenax TONCTOW KULLIKW.

MpOoXWUNKN KPOBU TEMHOIO UK SPKO-anoro LiBeTa, NpoCnexu-
BaeMble Ha NOBEPXHOCTYU KanoBbIX Macc Ha BCEM NX NPOTSKEHUN,
Yallle BCero sIBMSIIOTCS NPU3HAKOM reMoppouaanbHOro KpoBoTe-
YEHWs1 UNWN TPeLLMHbI CNN3NCToN 060MoYKM ToNCTOM Kuwkm [11].
Mpy annepruyecknx n cUCTeMHbIX 3aboneBaHUsix B 3Ha4YUTENb-
HOW CTeneHn MOryT BapbMpoBaTh Kak 06beM KPOBOTEYEHUS], Tak
N KayeCcTBEHHas XapakTepucTuka Bblaenueliencst kposu [12,
13, 14].

Hanuuve 6onen B XMBOTE CBUAETENLCTBYET B NOSb3Y XPOHU-
YeCckMx Hecneundnyeckrx BocnanutenbHbIX 3a60neBaHuii KuLey-
HYKa, OCTPbIX NLLIEMUYECKMX NOPAXKEHNIA TOHKOW U TONCTOM KULLIKU
[15]. BHe3anHble pe3kue 6onu B XMBOTE, COMPOBOXAatoLLMECs
3aTeM KuLeYHbIM KpoBOTeYeHUeM, MoryT 6biTb 06ycnoBneHbl
MHBarMHaumen pasnmyHbIX OTAENOB, U3bs3BIIEHWEM AMBEPTUKYNA
Mekkens [3]. Bonu B o6nactu npsAMown K1LWKKW, CONpOoBOXaaroLwme
aKT Aedhekauum nnu ycunueatoLwmecs nocrne Hee, Habnogatotcs
00bIYHO NMpu TpelumHe 3agHero npoxoga unu remoppoe [11]. bes-
60neBoe MaccrBHOE KULLIEYHOE KPOBOTEHEHNE MOXET OTMEYaThCS
npu AMBepTUKYNe3e KULLIEYHMKA, TerneaHrnakTasusix [6].

Hanuune nuxopagaku, apTputa, adhTo3HOro cToMaTuTa, y3rosa-
TOW 3pUTEMbI, NEPBUYHOTO CKIIEPO3MPYIOLLIErO XONaHr1Ta, nopaxe-
HWI ras (MpuTa, UPUAOLMKNNTA) XapakTepHbl AN XPOHUYECKNX
BOCMNanuTenbHbIX 3aboneBaHnn kuwevHuka [16]. ObHapyxeHne
TeneaHrnakTasni Ha Koxe U BUOAMMbIX CIIM3UCTbIX MOXET cBuae-
TENbCTBOBATb O HANWUYMKN TaKMX e U3MEHEHUI U Ha CMM3NCTON
obornouyke knweyHuka [17].

Cnepyet oTMETUTb, YTO B NUTepaType, HECMOTPS Ha Nogpo6-
HOE U3NOoXeHWE KIMUHUKM PasfnnyHbIX NPUYMH peKTanbHbIX KPOBO-
TEYEHWIA, OTCYTCTBYIOT AAHHbIE O CPABHUTENBHOWN XapaKTepuUcTmke
pasnuyHbIX NapaMeTpoB 3TOro NpusHaka, He obcyxaatTest Ha-
npasneHus auddepeHumanbHOM AMarHOCTUKN U UCTIONb30BaHUS
nabopaTopHO-UHCTPYMEHTamNbHbIX METOAOB.

MponnnocTpupyemM CrNoXHOCTb ANArHOCTUKU MPU Hanmymm
KMLLIEYHOro KpoBOTEYEHUs1 cOBCTBEHHBIM HabnogeHem 3a pe-
6eHkom ¢ 6onesHbto Mapknadasa-Mukenu (napokcmamanbHas
HOYHasA remornobuHypusi). 3To 3aboneBaHne — CPaBHUTENBHO
penkasi npuobpeTeHHas hopma reMonUTUYECKOW aHEMUM, CBSI-
3aHHas C UBMEHEHWEM CTPYKTYpbl 9pUTPOLMUTOB, HEWTPOUIIOB
1 TpoMBOLMTOB, NpoTeKatoLLasi C Npu3Hakamu BHyTPUCOCYANCTOrO
remonu3aa. Ha reHeTM4eckoM ypoBHe BbISIBMSIIOT TOUYEYHbIE MyTa-
LnmM reHa MeMBpaHHbIX MPOTEMHOB, YTO NposiBsieTcs AeekToM
MeMOpaH apuTpountoB (puc. 1), HenTpodunos, TPOMOOLMTOB 1
KINETOK 3pUTPOLIMTAPHbIX KONOHWI KOCTHOTo Mo3ra [18]. Hanbonee
CTOVKME KIETKW Y 300POBOro YenoBeKka — PETUKYNOLMTbI — OKa-
3biBatoTCA 6onee xpynkumm npu 6onesHn Mapkuadasa—Mukenu.
MmaBHasi ponb B natoreHe3e NPUHAANEXUT TPOMBOTUYECKUM
OCINOXHEHUSIM BCreACTBUE BHYTPUCOCYAUCTOrO remonusa apu-
TPOLMTOB U CTUMYNSALMU haKTOPOB CBEPThIBaHUS KpoBu. ObLe-
pacnpocTpaHeHHOe Ha3BaHue «napoKcU3marbHasi HouHasi reMo-
rnmobuHypursi» Mano CooTBETCTBYET CyTW 3aboneBaHus, Tak Kak npu
3TOM 60MNEe3HN HET HYU HACTOSALLMX MAPOKCU3MOB, HY 0Bs3aTenbHON
remorno6buHypum [19].

BonesHb HaunHaeTcs ucnogsonb. BonbHoW xanyeTca Ha
cnabocTb, HeJoMoraHue, ronoBokpyxeHue. NHorga 6onbHble
obpaLLaloT BHUMaHWe Ha Hebonbluyto enTu3Hy cknep. Hepea-
KO OOHOM U3 nepsblx xanob cTaHoBATCS ronoBHasa 6onb, 6onm
B XXMBOTE pa3nu4yHoOn nokanunsaumm. FremornobuHypusa pegko obl-
BaeT NepBbIM CUMNTOMOM 3aboneBaHusi.

WNHTeHCcMBHbIE NpUCTYNbl Gonel B XMBOTE — OQMH U3 XapaKTep-
HbIX NpU3HakoB 6onesHu. Vx cBa3biBaoT ¢ TpoMGo3amMy MENKMNX
Me3eHTepuarnbHbIX COCYAOB.

CMMNTOMOKOMMIEKC, BKMHOYAOLLMIA FEMOMUTUYECKYIO aHEMUIO,
reMocuaepuHyputo, NOMOXMTENbHY Npoby Xema 1 caxapo3sHyto

FAGTPOJHTEPOJIOrNSA. QUATHOCTUKA
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PucyHok 2 npo0y, No3BoNAKLWMIA BbIABUTb
NapeHue ypoBHA remorno6uHa npu o6ocTpeHnn 6onesHu MOBbILUEHHYIO YyBCTBUTENbLHOCTb
3PUTPOLMTOB K KOMMIIEMEHTY,

O6OCTpeHI/Ie [0CTaToO4HO MHpopMaTMBEH AN

OMarHocTUKU NapokcuaManbHoM

HOYHOW remornobuHypun [20].
120 + [lns AMarHoCTUKM Ha MOMeky-
- NAAPHOM YPOBHE WMCNOMNb3YHOT LiK-
TOIIOOPOMETPUYECKNIA aHann3
C MOHOKITOHasIbHBIMY aHTUTENaMm
»;I K MEMOPaHHbLIM NPOTEMHAM, 3KC-
npeccus KOTOPbIX HapyLUeHa npu
aTom 3aboneBaHum.

MaToreHeTU4eCckMXx MeTOAO0B
nevyeHuss He cyuwiecTeyet. B Ta-
XenbIX Cryyasx nokasaHa TpaHc-
0 T T T T nnaHTaums KOCTHOro Moa3ra.
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Tepanuu He onpasablBaeT BO3MO-
PucyHok 3 YKEHHbIX Ha Hee Hagexa. bonbHbIM
MNapeHWe KonuyecTBa 3PUTPOLIMTOB NpPU 060CTPeHUMU GonesHun Mo nokasaHusiM Ha3Ha4vatoT nepe-
NMBaHWE OTMbITbIX 3PUTPOLIMTOB.
B HekoTOpbIx cryyasx nonyyeH
NONoOXWTENbHbIN 3 dEKT OT Npu-
MeHeHust Hepabona, Tokodepona.
[Ons 6opbbbl ¢ TpOMGO3aMn Uc-
nonb3yT renapuH B HebonbLumnx
[o3ax, a Takke aHTUKOArynsiHTbl
HenpsiMoro AencTBUS.

OunarHoctnka GonesHwu
Mapknadasa-Mukenv npegcras-
nseT onpeneneHHyo TPYAHOCTb,
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PucyHok 4 B KIMMHWUYeCKOW KapTuHe abgomu-
HanbHoro cuHapoma. MNpreogum
nctopuio 6onesHu.
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FACTPOJHTEPOJIOrNSA. AUATHOCTUKA
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pebeHok Haxoawuncsa Ha obcrnefoBaHUM B OTAENEHUW reMaTono-
Ty c AnarHo3oM TPaH3MTOPHOWN TpoMbBoumToneHun. Manbuuky
HEeOAHOKPAaTHO MCKMYanach 0CTpasi Xupypruyeckas natonorus.
Mpv noBTopHOM 06CNEnoBaHUM B racTPOIHTEPONIOMMYECKOM OT-
AeneHnn BbICTaBMNANCS AMarHo3: 3pUTEMaTO3HbIN racTpuT, 3po-
3UBHbI racTpodyofdeHuT. B yeTbipHaaLaTeneTHeM Bo3pacTe BO
BpPEMSsi OHOro U3 NpucTynoB 6onen B XMBOTE NOSIBUNCS AErTEO-
©pa3sHbIi cTyn. B cBA3W ¢ nogo3peHneM Ha auBepTukyn Mekkens
6bina npovn3BeaeHa cpegHe-cpeMHHas nanapoToMus ¢ peBu3mnen
KuLeyHuKa. VIHTpaonepaunoHHO BbISIBMEHO YTOMLIEHNe CTEHKU
TOLLEN KULLIKW, Harnm4ne TEMHOro CoAepXXMMOro, HanoMUHaLLErO
KpOBb, B MPOCBETE NOAB3AOLIHON KUWkKU. OuepTukyn Mekkens
6bIn ucknoyeH. Mpu peBU3nMn TONCTON KMULLIKU NaToNOrmyeckux
obpasoBaHuin He o6HapyxeHo. C nogo3peHnem Ha 6onesHb Kpo-
Ha Manbuuk 6bin HanpaeneH B Huxeropogckmn HAW petckoi
racTpo3HTEPOIoruu.

Mpwu nocTynneHun coctosiHMe cpegHen TsbxecTu. duanyeckoe
pa3BuTME HOpMarnbHoe, rapmoHuyHoe. Koxa bnegHas ¢ 3emnu-
CTbIM OTTEHKOM, eAuHWNYHblE neTexuu. MNepudepunyeckue numdo-
yanbl Menkue, anactuyHele. Onpegensanacb kpaeBas UKTEPUY-
HOCTb cknep. [lbixaHvue 1 reMoaMHaMuka He HapylleHbl. XXuBot
MSArKUIA, 6ONe3HeHHbI B aNMractTpum, NMnopoayodeHanbHom 30He,
neBow NoAaB3foLWHON obnacTtu. MNedyeHb NO CpeaHEKNIYMYHON
nunHun — 11 cm, nanbnupoBanack Ha 3 cm us-nog pedepHon oyru,
NIOTHOBATOM KOHCUCTEHLMM, crierka 6onesHeHHas, Kpan oCTpbIn.
CeneseHka He nanbnupoBanacb. CTyn perynspHbiii, 0popMIIeH-
HbIi, 6€3 BUAMMbIX NaTofnormyeckmx npumecen. B aHanmse kposu:
He — 96 r/n, 3p — 3,3 x10'?/n, Nenk — 4,3 x 10%n, peTuky-
nsapHble knetkn — 1%, cermeHToaaepHole nenkountbl — 18%,
numaountbl — 67%, MoHouuTbl - 14%, TpoMBoLnTEl — 28%0=
106,4 x 10%/n, CO3 — 26 mMm/4. Mpu npoBeaeHNM PEHTIEHONOMU-
4YeCKOro 1 3HAOCKOMMYECKUX UCCNEQOBAHNI NULLEBOAA, Xenyaka,
ABEeHaaLaTunepcTHOM 1 TONCTOM KULLIOK, @ Takke TepMUHaINbHOTo
oTaena nNoAB3AO0LUHON KULLKW UCTOYHMKA KPOBOTEYEHUS HE BbISIB-
neHo. Manb4uky 6b1nm uckntoveHsbl: 6onesHs KpoHa, Hecneumdum-
YECKWUW SI3BEHHbIN KOMWUT.

Ha 5-i1 geHb npebbiBaHMs B cTauMoHape y Hero nosiBUNuUCh
MHTEHCUBHbIE 6OMK B XMBOTe, BbIN 3aMeveH TEMHBIN LIBET MOYM
no ytpam. B aT0T nepuop B aHanv3e KpoBUW BbISIBNEHO NageHue
YPOBHS remornobuHa, apuTpoLMTOB, NMENKOLMTOB U HENTPOhMoB
(puc. 2, 3, 4, 5). NageHne konnyecTsa HENTPOUNOB OKa3anoch
6onee AnUTENbHBLIM U NYyBOKMM, YTO SBMSIETCS XapaKTepPHbIM Ans
AaHHoro 3aboneBaHus (puc. 5). Kpome Toro, nmen mecto petu-
KynoumTtos — 57%o (3 rp — 12,2%, 4 rp — 22,8%, 5 rp — 65%).
B aHanuse mMoun — nonoxutenbHas peakums Ha reMOCUAEPUH.
B konporpamme 3HauuTeNnbHOE KONMYECTBO 3pUTPOLIMTOB. Peak-
LMs Kana Ha CKpbITYH KPOBb NonoxuTtenbHas. Hanvwuve y peben-
Ka reMonuTUYecKo aHeMun B COYETAHUN C reMocuaepuHypuen,
TpombounTONEHNEN, NENKONEHNEN, MHTEHCMBHBIMU MPUCTYNamm
6onelt B X1BOTE U CUHOPOMOM KPOBW B CTyNe MOCYXXWUMN OCHO-
BaHWeM Ansi npegnonoxeHusa o 6onesHn Mapknadasa—Mukenu.
Bbinu npoBeaeHbl fononHUTENbHbIE UccnenoBaHus. Muenorpam-
Ma: pasgpaxeHue KpacHoro pocTka kpoeTBopeHust. [poba Xema
nonoxutensHas: remonus aputpountoB — 32,56% (N go 5%).
Caxapo3sHas npoba Ha reMornv3 3puTpoLMTOB NONMOXUTENbHas:
npamaa — 14,23% (N po 2-3%), nepekpectHas — oTpuuaTens-
Hasl, ¢ apuTpoumTamu BornbHOro — oTpuuaTenbHas. PesynsraTtbl
AOMNONMHUTENBHOTO UCCNEAOBaHUS U KOHCYNbTaumMs remaTonora
NOATBEPAMNU Hanunuue y ManbyvMka G6onesHn MapkunadaBa-
Muikenu.

MpvBeaeHHoe HabnoaeHne peakol NPUYNHBI PEKTaNbHOO KPo-
BOTEYEHUS Y AIeTEN, HE CBSA3aHHOW C 3aboneBaHnem xenynoqHo-
KWLLIEYHOro TpakTa, CBMAETENbCTBYET O HeobxoaMMoCTU Aanb-
Helllero CoBepPLUEHCTBOBAHUS anroputmMa ANarHoCTUKU AaHHOro
cuMHApoMa.
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