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COMBINATION OF THE ULCERATIVE COLITIS
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(A CASE REPORT)

PesioMe

B cTaTbe pacCMOTpPEHO KAMHUYeCKoe Hab/iloeHre peAKoro coyeTaHnsA A3BEHHOro KoamTa ¢ 6one3Hblo Bunnebpanaa y 33-netHelt 6onbHon. Ha-
nume conyTcTBytowlero 3abosieBaHna TpeboBasio onpegeneHns Tuna 3aboseBaHus, y4éta 0Co6eHHOCTEN ero Te4YeHUs, MOHUTOPUHIa OCHOBHBIX
remMaToNI0rM4ecKnx nokasatenei Ans NpopuaakTUKN MaCCMBHOWM KPOBOMOTEPY BO BPEMSA Tepamnum A3BEHHOr0 KOJIMTa, YeMy CNoco6CTBOBAsIO Mo-
BPEXAEHWe CM3UCTON TOCTOM KUWKM (aKTUBHOCTB Il no Schroeder) 1 BO3MOXHOCTb CMOHTAHHbBIX KeNyA04HO-KULLIEYHbIX KpOBOTeYeHUI. B cTa-
Tbe NPOAEMOHCTPUPOBaHbI OCO6EHHOCTU /1e4e6HO-AMarHOCTMYECKOro MpoLecca, OnmncaHa AMarHocTuKa, OLeHKa CTeMeHU TAXeCTU OCHOBHOTO
1 conyTcTByloLLero 3a6oseBaHNA, a TakKe 4UHaMMKa COCTOAHWUA NaLUeHTKM B npoLecce siedeHns. Boibop neuebHOM TaKTUKKM bl CIOXKeH U3-3a
pasHOHanpaB/ieHHOro BANAHUA 060Mx 3a60/ieBaHMIN Ha CUCTeMy reMocCTasa, OAHaKo Ofnpe/esieHe OCHOBHbIX reMaTo/NorM4yecKnx napaMeTpos
MO3BO/IMNO NPOrHO3MPOBaTh CTabu/bHOE TeYeHUe 1 He NPUMEHATb MejMKaMeHTO3HYIo Tepanuio 6onesHn Bunnebpanaa. Mpu opranusauum ne-
yebHOro npolecca Npu A3BEHHOM KONUTE, aCCOLUMMPOBAHHOM € 60/1e3HbI0 BunnebpaHaa, 6bin1 MCNONb30BaH KOMMNEKCHbIV NOAXO04, BK/KOYAOWMUIA
CTaHAApTHbIE CXEMbI /IeYeHNe A3BEHHOTO KOIMTA CPEAHETAKENOrO TEHYEHNA: CUCTEMHBIE /IIOKOKOPTUKOCTEPOUABI, MpenapaTsl 5-aMMHocannum-
NI0BOW KMC/IOThI (NEPOpPanbHO M MECTHO), @ TaKKe Apyrue rpenapatbl B COOTBETCTBUM C AeNCTBYOWMMI KIMHUYECKUMU peKoMeHgaumnaMm. Tec-
HOE COTPYAHMYECTBO ABYX CMeLUanncToB (raCTpO3HTEpOsIora 1 reMaTosiora) B BeAeHUM OAHOM 60/1bHOM MO3BOIMNO JOCTUMHYTb KAVHWUYECKOWM
1 nabopaTopHoii peMuccum 3a6o1eBaHNA.
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Abstract

In the article the clinical observation of a rare combination of ulcerative colitis with von Willebrand's disease in 33-year-old patient. Comorbidity
require specific types of the disease, taking into account the peculiarities of its course, monitoring the main hematological parameters for the
prevention of massive blood loss during the treatment of ulcerative colitis, helped damage colonic mucosa (Activity Il by Schroeder) and the
possibility of spontaneous gastrointestinal bleeding. The article demonstrated features of the diagnostic and treatment process, described
diagnosis, assessment of severity of main and concomitant diseases, as well as the dynamics of the patient’s condition during treatment. The
choice of treatment tactics was complicated because of the multi-directional impact of both diseases on hemostasis, but the definition of the
main hematological parameters allowed to forecast a stable course and not to use drug therapy of von Willebrand disease. The organization of
the medical process in ulcerative colitis, associated with von Willebrand's disease, a comprehensive approach that includes Standard treatment
for ulcerative colitis srednetyazhélogo flow was used: systemic glucocorticosteroids mesalazine sulfosalazin locally and orally, as well as other
products in accordance with current clinical guidelines. Close cooperation between two specialists (gastroenterologist and hematologist) in
charge of one patient allowed to achieve clinical and laboratory remission.
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BB — 6onaesnb Buane6parnpa, OB — dakrop BunaneGpanpa, SIK — s3BeHHbIN KOAUT

Beepenue

Assennniit koaur (1K) — xponudeckoe 3aboreBanue
BOCIIAAUTEABHON [PUPOABL C SA3BEHHO-ACCTPYKTUB-
HBIMU M3MECHEHUSAMU CAU3UCTON OOOAOYKH TOACTOM
KUITIKH, XapaKTepPU3yeTcsl TIPOrPECCUPYIOIUM Tede-
HIIEM U OCAOKHEHUMSMU (cyskeHueM, riepdoparimei,
KpoBOTedeHmeM, cericucoM u ap.) [4]. Pacripocrpa-
uéunocts AK He Beanmka (ot 21 po 268 cayuaer Ha
100 ThIC. HACEAECHMUS), €10 COIMAABHYIO 3HAYMMOCTb
OTIpEAEASIET TIPpEOOAAAAHIIE CPEAV AUTT MOAOAOTO TPY-
AOCTIOCOGHOTO BO3pacTa, yXyAIICHHE KavecTBa KU3HI
M3-3a XPOHU3AIUU [IPOI[ECCA U 9aCTOTO CTAI[MOHAP-
Horo Aevenus [1, 5-7]. Boaesub Buane6panpa (BB) —
3a00AEBaHUE CHUCTEMbBI KPOBU, XapaKTepPU3YIOIEEcs
BO3ZHUKHOBEHUEM DITUZ0AUMIECKUX CIIOHTAHHBIX KPO-
BOTEYCHUMN, TTPUIUHON KOTOPBIX SIBASETCS HapyIIle-
HUE CBEPTHIBAEMOCTH KPOBU M3-32 HEAOCTATOMHOCTHU
akrusHoctu (akropa Buanrebpanpa (PB) [2, 3, 8.
BB sBAsieTcss opHOM 13 HAaUOGOAEE YacTO BCTPEYAIO-
LUXCS HACAGACTBEHHBIX IATOAOIMI YeA0BeKa [3].

Coueranne paHHBIX 3a00AEBAHUN PEAKOE, B AOCTYII-
HOU HaM AUTEPATYPE MbI HE HAIIAU TTOAOOHBIX KAU-
HUYeCcKnX HabAopeHUI. OCOOBIT MHTEPEC TTPEACTAB-
ASIeT AedeHNE GOABHOTO M3-3a Pa3HOHAIIPABACHHOIO
BAMSHUSA 3a60AEBAHUI, YINTBIBAS CAOKHOE BAMSHIE
o6omx 3a60AeBaHUI Ha cucTeMy reMocTaza. C opHOM
croponsl, 11pu fAK ormMedena cKAOHHOCTH TaljMeH-
TOB K TPOMGOIMOOAMIECKUM OCAOKHEHUSAM, 32 CIET
ITOBBIIIEHNST KOHIIEHTPAITUN B KPOBU COAEPIKAHIS
(bakTOpPOB CBEPTBHIBAEMOCTHU, ITOBPEKACHUA COCYAU-
CTOW CTEHKH, TOOOIHBIX 3(P(EKTOB MTPUMEHCHUSA
AEKapCTBEHHBIX IIperapatos (1], ¢ ppyroit cropomsi,
aeurur OB sBAseTCS IPUYINHOM CIIOHTAHHBIX JKe-
AYAOTHO-KHUIIIETHBIX KpoBoTedeHumt [2, 3, 8]. Beae-
HUE TAalMeHTOB OCYIIeCTBAAETCH 2-Ms CIEeI[HaAU-
CTaMM — TaCTPOIHTEPOAOTOM M TE€MATONOIOM, IIPHU
COCTAaBACHUM  A€4eOHO-AMArHOCTUYECKOrO  IIAaHa
YIUTBIBACTCS BAUSHUE COIYTCTBYIOIIEHN ITATOAOTHH.

KanmHunueckoe HaOAIOAEHUIE

B AHeBHOWM crannoHap TOAMKAMHMKH B AeKaOpe
2016 ropa 6bira HarpaBaeHa marmeHTka b., 33 aer,
[IPEADBSBASIBIIIAS JKaA0OOBI HA: MMITEPATUBHbIC [TO3BIBBI
Ha AcpeKarnio ¢ BRIACACHUEM KPoBU U canan Ao 20 pa3
B CyTKH, 60AB B A€BOII [TAXOBOM 0OAACTH, AEBOM IIOAPE-
6epbe, PacIpOCTPAHSIONIASACS 110 AeBOMY (PAAHKY JKH-
BOTA, [TOBBIIIICHUE TEMITEPaTypbl TeAd A0 37,0 — 37,4°
C, B3payTHEe SKMBOTA, BBIPAKEHHYIO CAAGOCTH, TOAOBO-

KpyKeHwue, 60Au B 06AaCTI TOACHOCTOITHBIX, AOKTEBBIX
CYCTaBOB MUT'PHPYIOLLIET0 XapaKTepa, CBA3aHHLIE C I1e-
PEMEHOU ITOTOABL, KYIIHPYIOLINECS CAMOCTOATEABHO.

Anamnesis  morbi:  Cumraer ceba  6OABHOI
¢ 2010 ropaa, xorpa B Bo3pacre 27 aer Ha doHe mep-
BOI OEpPeMEHHOCTH, 3aKOHYMBILENCA CaMOIIPOU3-
BOABHBIM a00PTOM, IOABUAOCH BBIPA’KEHHOE T'OAO-
BOKpPY’KEHUE, cAab0CTb, HOCOBBIE KPOBOTEICHUA, CO-
[IPOBOKAQIOLUECA CHUHKOIAABHBIMU COCTOSHUAMHU.
[Ipu ob6cnrepoBanum amarsocruposBaHa bB, Aérkas
dopma. MepnkaMeHTO3HAS Tepanns He Ha3HAIaAACh,
HAlMEeHTKA [IPUACPKUBANACE AMETBl M MCKAIOYLAA
npueém acnvpuna. B 2011 ropy Bropas GepemeH-
HOCTb, OT IPEPBIBAHUA KOTOPON OTKazanack. B 1o-
CAEPOAOBOM IIEPUOAE OECIIOKOUAM PEAKHE HOCOBBIE
KPOBOTEYEHUS, KOTOPBIE KYIIMPOBAAA CAMOCTOATEAD-
HO TaMIIOHMPOBAaHMEM HOCOBBIX X0A0B. B 2013 ropy
cTara OTMedaTh pepkre GOAM B A€BOM ITOApe6epbhe
U 110 AeBOMY (pAQHKY )KMBOTA, AIMU30AMIECKOE BBIAC-
AeHUE KPOBU 11pu pedeKarinm, CaMOCTOSTEABHO TIPH-
HuMana auTepodypun u ubyrnpoden, 6e3 apdekra.

Vxyamternne B 2016 ropy, Korpa crara oTMedarh da-
CTbIE KaTapanbHBIC SBACHUS, AAUTEABHO COXPaHSI-
fomuiics cyodebpurnTet, cAaboCTb, TTOBBIIICHHYO
YTOMASIEMOCTH 1 HECKOABKO IIIN30A0B AUAPCH C IIPU-
MECBIO KPOBI.

B nos6pe 2016 ropa ormermaa auapeio po 20 pas
B CYTKH, C [IPUMECBIO KPOBH, TeHe3MblL. [Ipu o6pare-
HUM K TAaCTPOIHTEPOAOTY ITOCAE UCKAIOUEHUS OCTPON
KUITIETHOW MHMEKIUU (OTPUITATEABHBIE PE3YABTATHI
MCCACAOBAHMS KaAa Ha KUIIETHYIO TPYIIITY), IIPOBEAC-
Ha PEKTOPOMAHOCKOIIUA — BBIABACH A3BEHHBIN KO-
aunt, akrusHOCTS 11 110 Schroeder, remopporit I crerne-
HU; IIPOBEAECHA KOAOHOCKOIMSA — JHAOCKOIINYECKas
KapTUHA S3BCHHOTO KOAMTA (IIPOKTOCHUTMOUAMT),
CTEIeHDb YHAOCKOIIMYECKON aKTUBHOCTH yMepeHHas.
[Ipu nccaepoBarinm GuonTata CAM3UCTON 0OONOYKH
[PSMOM KUIIIKM OGHAPYKEHBI TMICTOAOTUYECKHE TTPHU-
3HAKM SI3BEHHOTO KOAMUTA. B 06I1ieM anarumse KpoBu:
remorno6un — 115 r/a, COd — 12 mm/4ac. Boicras-
ACH MPEABAPUTEABHBIN AUArHO3: «FI3BEHHBIN KOAWT,
A€rKas araka» M Ha3HAYECHO AEYCHUE MECaNa3UHOM
3,0 r/cyrku, ceedamu ¢ mecarazurom 2,0 r/cyTKu, 9H-
reporom 1,0 r/cyrku, 6ubudopmom 6 Karic./cyTku.
Ha done nredenns manmeHTKa OTMETHUAA YMEHbIIIE-
HUe 9acToThl pedekartuin Ao 8-9 pas B cyTKH, 0OAHAKO,
coxpaHuaach HouHas Aedekarus, cybdebpunrnrer,
6GOAM B JKUBOTE 1 OOMABHOE BBIACACHIE KPOBU U CAU-
3u npu pepexkanun.
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Anamnesis vitae: HacaepcTBeHHOCTH 1TO MaTepUH-
CKOII AMHUM OTATOITEHA: y Marepu B 32 ropa Aua-
PHOCTHPOBAH pak MOAOYHOM JKeAesbl, y 0albyIiku
B Bozpacre 50 AeT — OIYXOAb HIUTOBUAHOM >KCAC3E,
cecrpa Marepu CTPapaeT HEM3BECTHBIM 3a60A€BaH-
€M KpPOBH, COIIPOBOKAQAIOIINMCSA KPOBOTCYCHUSAMIU.
lTuHekoArOTMYeCKUTT aHaMHe3: 2 6epeMeHHOCTH, 1 ca-
MocTosiTeAbHbIe pOABI B 2011 Topy, HEe 0CAOKHEHHDIE,
1 camoniponssonsHbiit a6opt B 2010 roay. Mencrpy-
AABHBIN ITUKA PEryASIPHBIN, Yepe3 28 AHEH, BbIAEAE-
HHUe KpoBu obunpHOe. B ocraapHoM — 6e3 ocobeH-
HOCTEM.

Status praesens: CocrosfHue yAOBAETBOPUTEABHOE.
Tun xoHcTUTYIIMM runepcreHudecknin. Pocr 166,
Bec (7 xr, UMT = 28. Temuieparypa tena 37,2°. Kox-
HBIN TIOKPOB OACAHBIN, EAMHUYIHBIC ITYCTYAE3HOTO
XapaKTepa BBICBIITAHUA Ha KOXKC TPYAU M TYAOBUITIA,
amamerpoM 1-2 mm. Tomer cepana purmmansie. AJ
= 110/70 mm pr.cr. [Tyabc 82 yAOBAETBOPUTEABHBIX
CBOMCTB. fI3BIK BAQKHBIN, 0OOAOKEH OGEABIM HAAETOM
anddysno. JKuBor yBeanden 3a c4€T MOAKOKHO-KHU-
poBo KaetyaTku. llpw manemanum MATkui, 6oaes-
HEHHBIN B A€BOM I1aXOBOW 0OAACTU U AEBOM IIOApPE-
6epbe, a Taxoke AeBoM paanke. [Taasnmpyerca 6ones-
HCHHAs IINOTHASA CUTMOBUAHAS KUIIIKA B BUAC [TUAH-
Apa AMaMETPOM 3 CM, IMAaABIIIPYETCS] GOAE3HEHHOCTD
B 06MAaCTU CEAC3EHOYHOIO YrAd U AEBOTO OTPE3Ka I10-
[IePEYHOM 06OAOYHONM KUIIKU. B ocraabnom — 6e3
OTKAOHEHUI OT HOPMBL

BoicraBAaen KAMHUYECKMT AMArHos: «I3BEeHHBIN KO-
AT, OCTPOE TEYEHUE, CPEAHETIKENAS aTaKa, AEBOCTO-
pounutt Koaut (uapexc Meito — 7 6aanos (Taoa. 1)).
Xponnueckunt remoppont 1 crenenn, obocrpeHue.
bonesup Buane6Gpanpa, AETKOM CTEIEHU TAKECTH.
XpoHunveckasa KeaezopePpUIIUTHAS aHEMUS, ACTKOM!
CTEIICHM, KOMIICHCAIIVI).

B cranmonape 6viau niposepennr o6caeposanus. O6-
MR aHaAn3 KpoBu: reMorao0ouu — 118 r/a, aeiiko-
nurer — 11,9 * 10°r/a, rematokpur — 333 /A, MCV —
76,1 iL, MCH — 26,8 pg, MCHC — 353 r/a, TpoM60-
uutsl — 351 * 10°/a, CO9 — 10 mm/yac. OrMedeHo
BpeMsa ceépreiBanng — 3'157-3'45” mun., Bpemsa kpo-
Borederus — 30”7 mun. B 6umoxumMudeckom wmccae-
AOBaHUM — ChIBOPOTOYHOE KEAE30 — 6,8 MMOADB/A,
OCTaAbHbBIC TIOKazaTeAm — 6e3 matororuu. Koaryao-
rpaMMa — HoOpMaabHOe copepskanme ¢akropa VIII,
OCTaAbHbBIEC TTapaMeTpbl — 0e3 OTKAOHEHUM. Arpera-
TOrpaMMa — YMEHBITICHBI Pa3Mepbl arperaToB TPOM-
60IMTOB TIpM CIIOHTAHHOW arperarun. Arperarus
rpoMborToB ¢ appeHarnrom u AAND ne mzmeneHa.
Komponormdeckoe mccaeposanme: Kaa HeoGpOpMACH-
HbBIM, KOHCUCTEHITM MATKas, OOABIIIOE KOAUIECTBO
OPUTPOIIUTOB, EAWHUYHBIE AEHKOIIUTBI, OCTAABHBIE
[MOKa3aTeAr B IIpeaeAax HopMbl. PeHTreHOAOTMMECKOE
MCCAEAOBaHME GPIOIITHOM ITOAOCTH — 6€3 ITaTOAOTUH.

B coorBercTBUM ¢ KAMHUYECKMMU PEKOMEHAALIAMEI
[5-7], mpu AedeHNN A€BOCTOPOHHETO KOAUTA CPEAHE-
TSPKEAON CTEIIeHN aTaky 1Py OTCyTcTBUN 3¢ deKTa
OT CHCTEMHOI'O 1 MECTHOIO NPUMEHEHUs Iperapa-
ToB 5-ACK nmomMuMo MecTHOro AedeHus cyabdacana-
3UHOM 2 I/CYyTKU B TedeHMe D AHEN, CBEYaMu C Me-
cana3MHOM 31/CYyTKU OBIAO HA4aTO AECYECHUE I1PEA-
H130A0HOM B po3e 90 mr Bayrpusenno. Taxxe 6bin
rposepéH Kypc rurpodaroxcariuaom 500 mr 2 pasa
B AcHb, MeTpoHuAazonoM 500 mMr 3 pasa B pcHb B Te-
qeuun 10 pAHen. YauTbIBas, BBICOKUI PUCK HKEAYAOU-
HO-KUIIIEYHOIO KPOBOTEYEHUSA M3-32 IIPUMEHEHUS
MMPEAHN30A0HA, HazHadYeH oMernpaszon 20 mr 2 pasa
B actb (ATAC A0 Havara Teparvu BbIABUAO IHAOCKO-
MUYEeCKUe TIPU3HAKN XPOHUIECKOTO TaCTPUTA).

Ha 2-o11 penb or Havana Tepanny Gblaa OTMEYCHA 110-
AOKUTEAbHAS AMHAMMKA B BUAC HOPMAAM3AI[UN TEM-

Tab6anya 1. Taxcecmo amaxu coraacro undexcy axmuernocmu AK (undexcy Meito) [5]
Table 1. The severity of the attacks according to UC activity index (index Mayo) [5]

IToka3zareas /

3uauenne nupekca / Index value

Index 0 1

I 2 I 5

Ha 1-2-11 pennb

Ha 5-11 penb
60OABIIIE 06BIMHON /
On the 5th day
more than usual

Ha 3-4-11 pennb
6OAbIIIE O6BIMHOM /
On the 3-4th day,
more than usual

[penmyiecTBeHHO KPOBD /
Primarily blood

Bupumas Kposb /
Visible blood

Yacrora cryaa / O6branas / 60AbIIIE OBBIMHOM /
Frequency of stool Usual On the 1-2 day
more than usual

ITpumeck Kposu / Her/ TIpoxunku /
Blood admixture No Habits
Cocrosime Aérkast paHUMOCTD

. Hopma / (1 6aan o Schroeder) /
CAMBUCTON 0GOAOUKY / .
Condition of the mucosa Norm Slightly vulnerable

(1 point by Schroeder)

O61ag orjeHKa
COCTOSIHUS BPA1OM / Hopma / VaosaeTBopuTeabHOE /
General assessment of the Norm Satisfactory

condition of a doctor

VMepenHas paHMMOCTD
(2 6anra io Schroeder) /
Moderate vulnerability
(2 points by Schroeder)

Cpepneit Tsxectn /
Moderate Gravity

BoipaskeHHast pAHUMOCTD
(3 6aana o Schroeder) /
Severe vulnerability
(3 points by Schroeder)

Taxénoe /
Heavy

IMpumeuanne. CpepHeTAKENAS U TSKEAAS ATAKK KOHCTATHPYIOTCS TIPU 3HATEHIH MHAEKCA (CyMMa OI[EHOK 110 9eTBIPEM ITapaMeTpam) oT 6 1 BBIIIIE.
Note. Medium and heavy attacks are established at the value of the index (the sum of the estimates for the four parameters) from 6 and above.
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[epaTypsl TeAd, MCYE3HOBEHUS AMAPEH, BBIACACHUS
KPOBU C KaAOM, aPTPAATHIT, OAHAKO COXPAHAAUCH OOAT
B SKMBOTE, aHeMus, yckopeHre COD B aHaAM3e KPOBIL

Ha 7-i1 peHb A€U€HUSA [TPU KOHTPOABHBIX MCCACAOBA-
HUSX, BBITOAHEHHBIX 110 PEKOMEHAAITUHU TeMaTOAOIa,
B 06111eM aHAAM3E KPOBU OTMEYAAACh aHEMUS AEIKOI
crenern (remornobun — 118 r/a). Ilpu uccaeposa-
Hun arperarun TpomboruTos Ha goue reparun AK
ObIAQ BBIABACHBI HOPMAABHBIE MTOKA3ATEAU CITOHTAH-
HOW arperarnuu M arperaruu TPOMOOIIUTOB, UHAY-
nupoBaHHon pucrorieTuHoM (96 %), appeHaAANMHOM
(93%), AND (1,25 mxmMoab — 97 %, 5 mrMoab — 90%),
koararenom (98 %), copepxanme @B — 50 % (mopma
70,0-150,0). B xoaryaorpamme, OAM, korpororude-
CKOE€ HMCCAeAOBaHNE — 03 3HATUMBIX OTKAOHCHUI.
VauThIBas MOAOKUTEABHYIO AMHAMHUKY COCTOSHVI
GOABHO, HOPMAABHBIE ITOKA3aTEAN KOATYAOTPAMMBI,
He Kpurudeckoe cHwkeHue copepxanus @B 6biro
PEIIIEHO BO3ACPKATHCS OT HA3HAYCHMsI MEAUKAMEH-
To3HoM Tepanuu bB.

[Ipm  koHTpoABHOU  GUOPOracTPOAYOACHOCKO-
MY BBIABACH ITOBEPXHOCTHBIN TACTPUT, AYOACHWT,
Helicobacter pylori (++). B MukpoGuoroTHvIecKOM
MCCAEAOBAHUY KaAa OTMEYCHO CHIDKCHUE COAEPIKa-
Hus 6udupobakrepuit, aurepobakrepui, E. coli po
10°, orcyrcTBre maToreHHOM (BAOPBI; IPU YABTPA3BY-
KOBOM MCCAEAOBAHUM O PIOIIHON TIOAOCTU — CIIACHO-
Meraaus.

C 8-ro prst repanun 6bINO ITPOU3BEACHO IIOCTEIICHHOE
YMEHDBIIIEHUE AO3bI TPEAHM30A0HA A0 30 Mr/cyTku
C TIOCAEAYIOIIEH ITOAHOM OTMEHOM B TEYCHUN 3 MECS-
11eB, COXpaHEeHa Teparus Mecara3uaoM A0 2,0 B CyTKH
1 MECTHOE AeYeHUE CBeYaMu ¢ MecarasuHoM 1 r/cyr-
KM, TIPOBEACHO KYPCOBOE A€YCHHUE POOUOTUIECKU-
MU IIperiapaTaMu, IperapaTaMy KaAbIius, JKeAe3sa,
XHPOP&CTBOPHMBIMI/I BUTaMMHaAMM 11 BUTAMUWHOM A
B COOTBETCTBUU C ACHMCTBYIOIUMU KAMHUYIECKIIMU
pexoMeHparmsMu [5-7].

Tab6anya 2. Kaacengurayna 6oresun Buarebpania [8]
Table 2. Classification of VWD [8]

Opnako Ha 2-4 Hepenre AedeHUS Y MAITUEHTKU ObIAU
OTMEYEHBI ABAKABI ITUKU [TOBBIIIIEHUS TEMIIEPATYPbI
20 37,2° C 1 CTIOHTAaHHOTO BBIACACHUE KPOBU IIPHU AC-
dbexarmu, 1pu OTCYTCTBUN APYTUX ITPU3HAKOB aKTUB-
HOCTU [Iporiecca. B 1eAsix MCKAIOUeHUS OCAOKHEHUT
u A AU depeHITMaABHOT AMArHOCTUKU C KOAUTA-
MU APYTOM 3TUOAOTUU TIPOBEACHA MYABTHUCIIHAPAAD-
Hast KOMITbIOTEpHAs ToMOTpadus OPIOTITHON TTOAOCTU
U UMMYHOAOTUYIECKOE MCCACAOBAHUIE KPOBU HA HAAU-
YMe aHTUTEA K ITUTOMETaAOBUPYCY, BUPyCaM reprieca
1 u 2 Tuna, Bupycy Jdmmrrenn-bapp, TokconrazMoay,
PEHTTEHOAOTUIECKOE MCCACAOBAHUE TPYAHOM TTOAO-
CTH, AMACKUH-TECT, KOTOPBIE TTATOAOTUY HE BBIIBUAU.

Ha 2-om1 m 3-uil Mecsal] AedeHUA Y ITAlMEeHTKU Oblna
KylmpoBaHa a0pOMUHaAbHAss OOAb, BOCCTAHOBACH
YPOBEHb I'€MOIAOOMHA, COXPAHANCH HOPMAABHBIN
pur™m (1 pas 3a 1-2 cyrok) pedekarum 6e3 nipuMecen
KPOBH, CAM3U, OTCYTCTBOBan cyOdebpuAnTeT M OT-
KAOHEHUA B aHAAM3aX KPOBL.

O6cyxaenue

B saBucuMocTu or HapyrieHus MeXaHU3MOB CUHTE-
3a niaazmenHoro OB pasauuaior 3 0CHOBHBIX THITA
(raba. 2) BB. Teuenue 3a60AeBaHMS XapaKTePU3YET-
CS1 TIEPUOAUIHOCTBIO: TIOCAE TIEPUOAOB BbIPAKEHHOM
KPOBOTOYUBOCTU HAOAIOAAIOTCS AAMTEABHBIE PEMUC-
cust. VcuesHoBeHre KAMHUYECKUX U Aab0paTOPHBIX
npusHakoB bB HaGApaeTcs Bo Bpems GepeMeHHO-
CTH, 1IPEUMYIIIECTBEHHO Y 1anueHToB ¢ Turiom [ BB
II0CAE POAOB BCE CUMIITOMbI BO30GHOBAsIIOTCS [2, 8].
TTopob6Haa pAvnamMuka 3aboaeBaHUsA ObIAa OTMEYEHA
1y Haiern OOABHOIL.

IToCKOABKY HEKOTOpPbBIE AMATHOCTUIECKUE TECTHI, T10-
3BOAAIOLIIMIE TOYHO OIlpepeAnTh Tuil bB, Bo MHOrmx
PErMOHAABHBIX Aab0paTOPUsIX HE AOCTYITHBI [3], Ha
OCHOBAHUU UMEIOIIUXCS AAHHBIX, Mbl OTHECAY HAIITY
rmanueHTKy K I runry BB. Aedenne rakmx raijueHTOB

Moptun / Onucanue / Description
Type
I YacTuaHplil KOAMUeCTBEHHDBIA pedunuT (0koro 5% nauenTos) /
Partial quantitative deficiency of VWD
A OrcyrerBue B iAazMe KpOBU GOABHBIX BBICOKOMOAEKYASPHBIX MyAbTHMepoB DB /
Decreased VWD-dependent platelet adhesion with selective deficiency of high-molecular-weight multimers
H_B [Mosbimennas apdunnocts kK TpomMbonurapuomy perernropy MI1b /
Increased affinity for plateled GPIb
M CHmsKeHMe GyHKITMOHAABHOM aKTUBHOCTU TPOMOOITUTOB (€3 HapyIICHUS MyABTUMCPHON CTPYKTYPBI /
Decreased VWD-dependent platelet adhesion without selective deficiency of high-molecular-weight multimers
N Cuuskennas appunnocts k pakropy VIIIL /

Markedly decreased binding affinity for FVIII

i Virtually complete deficiency of VWD

TToAHBIVT KOAMYECTBEHHBIN AcPUITUT (PEAKO BCTPEIAIOIIUIICS THTT) /
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PA3BBOP KAMHMYECKUX CAVIAEB

[IPEAIIOAATAEeT MCIIOAB30BAHNIE 3 OCHOBHBIX CTpPATE-
I AECMOIIPECCHUHA, TOBBIIIAIOIIEr0 YPOBEHDb 9HAO-
reanoro MB; samenmenune OB; ucnoabzosanme remo-
CTATUYIECKNX AEKAPCTBEHHBIX CPEACTB AASL MECTHOM
repanun. TepareBrudecknit BBIOOP 3aBUCUT OT CTe-
nenu Tspkectu bB, Mecra rokaamzaruuy, xapaxrepa
U CTENEHU TSDKECTU YyKE Pa3BUBIIEIOCA UAM IIOTCH-
nuanbHOro Kposoredenus. Ilpu skeaypouano-xumred-
HBIX KPOBOTEYEHUAX YaCTO HA3HAYAIOTCS AOKAABHBIE
FeMOCTATUICCKUE IIPOLIECAYPDI (IACKTPOKOATY ALV,
CKAEpOTepamnns, AadepHas GOTOKOArYASILINS), TOABKO
[IPU 3HAYUTEABHON KPOBOIIOTEPE MAU MIEPEA TTAAHU-
POBAHNCM XUNPYPTUICCKUX BMCIIATCAbBCTB, IIPWUMC-
HAETCS AECMOIIPECCUH W/MAM KOHIIEHTPAThl (dak-
topa VIII, c6arancuposannoro no dpakropy Buane-
O6paHpa (rperapaThl KpOBM, copeprKariein Gakrop
VIII/Bunne6panpa) [2, 3, 8]. Ilo aroit npudamne
y Halllel MaueHTKN MeAMKaMEeHTO3HasA Tepariusa He
IIPOBOAMAACK.

Ha npopykiumio @B Bausiior ropMoHaabHbBIE KOAE-
6aHNA: OH IIOBBIIIACTCSA BO BPEMsA OEPEMEHHOCTU
U BapbUPYET B TECICHUE MEHCTPYAABHOTO ITMKAQ, CH-
CTEMHOC BOCITAACHUE M CTPECC TAKIKE ITOBBIIIAIOT €TO
AKTUBHOCTD [3, 8], B CBSA3M C 3TUM MBI [1PEATTOAOKUAYT
BO3MOKHOCTb CIIOHTAHHOW CTAaGMAM3AI[UK COCTOS-
HHA BO BpeMA ocrpont ataku K. YMepennoe cHuxe-
Hue naasMeHHoro copepkanus OB u HopManbHbie
[10KA3aTeAUM arperaTorpaMMbl I1PY CHYIKEHUN aKTHUB-
nHoctu AK Ha (-0 AeHb AeYeHUA TAaK)Ke TTO3BOAUAU
HE IIPOBOAUTDH MEAUKAMEHTO3HOE A€IEHUE.

Hamu He 66100 HAMACHO PYKOBOACTB UAU OTACABHBIX
COOOIICHN, MOCBAMICHHBIX BEACHUIO IAIMCHTOB
¢ AK u BB, moasromy mnpu nocrpoenun aeueGHO-
AMArHOCTUYECKOTO IIAAHA OBIA MCIIOAB30BAH KOM-
IIAEKCHBI IIOAXOpA, COYETAKIININ  PEKOMEHAALINN
HaITMOHAABHBIX M 3apyOEKHBIX PYKOBOACTB [5-8].
brina mcmonb3oBaHa cTaHAAPTHAS CXEMa ACICHUSA
AK, BEKAfO9atoIas CUCTEMHBIE TAIOKOKOPTHKOCTE-
POMABI, CTAaHAAPTHYIO AO03Y MHTHUOUTOPOB TIPOTOH-
HOW TTOMITBI, HaszHaveHbl niperaparsl 9-ACK mecrro
1 TICPOPaAbHO, MCAUKAMEHTO3Hasa Tepanusa BB He
rpoBopnAack. Bo BpeMs AedeHMA TTPOBOAUNCS MOHU-
TOPMHT OCHOBHBIX ITOKA3aTEACH: YPOBHA IeMOTAOOU-
Ha, reMaTrokpuTa, rpombonuTos, COI, copepxanus
B niaasme kposu dakropa VIIIL, @B u arperarorpam-
MBI JTa CTPATETUA IIPpUBEAA K CTAaGUAM3AI]IU COCTO-
AHUA GOABHOI, I103BOAMAA M36EKATh OCAOKHEHUN
1 AOGUTHCH MTOAHOW KAMHUYECKON U Aab0opaTopHOMN
pemuccuu AK.

3akAroueHUue

Haamuane aByx 3aboaeBanmit — 6Goae3nu Bunane-
OpaHpa M A3BCHHOIO KOAUTA — BEAET K CAOKHOCTU
BCACHI ITAIIMCHTA U3-32 HEOOXOAUMOCTH yIETa 0CO-
GEHHOCTEN TEICHUS COIYTCTBYIOLICIO I'EMAaTOAOTH-

geckoro 3abonreBaHMs. TecHOE COTPYAHUIECTBO ABYX
CIIELJMAAMCTOB — TIaCTPOIHTEPOAOTa U I'EMATOAOTA,
IIPOAYMAHHBIM IIAAH MOHUTOPUHIA COCTOSIHUA CH-
CTEMBI 'eéMOCTa3a BEAET K YCIIELIHOMY A€YEHUIO Ia-
LIMEHTKHY, Y KOTOPOW depe3 3 MecsAla Tepannu Obira
AOCTUTHYTA KAUHUKO-AaG0paTopHas pEMUCCUSL.
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