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V 9 marenTos BersBAcHO 110 1 MyTarmu (56%),y 5 —
1o 2 (31%) u y 2 — 3 myrannn (13%).

BrraBAcHHBIC MyTALIIH IPEACTABACHSEL B TAOAHIIE 1.

[Ipu cpaBHEHNHU KPUBHIX OOIEH U IOYECIHON BBI-
’KHBACMOCTH ITAIIMCHTOB C TCHCTHYCCKIMI MY TALIHAMI
1 0e3 HUX CTATUYECKH 3HAYHMEIX Pa3AHYUN OOHApY-
’KEHO HE OBIAO.

BeiBoABI. [ 10 HAIITHM AAHHEIM PACIIPOCTPAHEHHOCTD
TeHeTHYECKUX MyTanuil cpean marueHTos ¢ al'VC co-
crasuaa 53,3%.

Ha ceroamAIHuil ACHb, YIUTEIBAS TO, YTO YHCACH-
HocTb mannentos ¢ al'VC npn nccaeAOBaHIT BAUAHUA
TCHETIYCCKIX MYTALII CHCTEMBI KOMITACMEHTA MAAQ, AC-
AATb OKOHYATEABHBIE BEIBOABI O UX 3HAYCHUU HE IIPEA-
CTaBASICTCA BO3MOKHEIM. HeOOXOAUMBI AaAbHEHIITIE
HCCACAOBAHUAL
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Ta6bnuua 1. leHeTMYecKkne MyTauum, accoummpoBaHHble ¢ al'yYC

leH Yncno mytauuin - Knaccndukauma mytaumin no ACMG
CFH 4 BepoaTHO natoreHHas
CFHR 1 6 BepoaTHO naToreHHas
CFHR 3 7 BepoaTHO natoreHHas
CFHR 5 1 HeacHoe knnHnyeckoe 3HaueHne
CFI 1 BepoaTHO natoreHHas
CD46 (MCP) 3 BepoaTHO naToreHHas
a 1 HeacHoe KnnHnyeckoe 3HaueHne
ADAMTS-13 2 BepoaTHO naToreHHas

OcobeHHOCTM Nepecaaku NOYKU PELUNUEHTAM C NMEYEHOUHbIM
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Iear mccaepoBanua. Hapymenue dynxiun
IIOYEK Y4CTO ABAACTCA COLYTCTBYIOIIUM COCTOSHUEM
110 OTHOIIEHHUIO K TEPMUHAABHOH HEAOCTATOYHOCTH
meueHN. B cBA3H ¢ ueM BO3HHKAET BOIIPOC O TAKTHKE
BBIITOAHEHHN TPAHCIIAAHTAIIIH IIOYKH TAKOW KOropTe
manneaToB. HeoOXOAUMO yIHTBIBATE KAK CPOYHOCTD
OKa3aHUA TIOMOIIH IAIIMEHTY C IIOAHMOPTAHHON HEAO-
CTATOYHOCTBIO, TaK 1 9(P(EKTUBHOCTD HCIIOAB3OBAHIA
AOHOPCKHX IIOYCK C HAMAYYIIIIM IIOTCHIIHAAOM AOATO-
cpounoro yHKIHOHUPOBaHHA. AAf perteHns 5TOMH
IIPOOAEMBI IIPUMEHSAFOTCS 2 OCHOBHBIE CTPATEIHH: OAHO-
BpeMeHHasA TpaHcAanTanus mevenn u nogku (CTTIIT)
U IIOCACAOBATEABHASA TPAHCIIAAHTALINA IIOYKH ITOCAE
neuenu (TTIIIT). Less: mpeAcTaBuTh HADATOACHUE 2-X
POACTBEHHBIX TPAHCIIAAHTAIINE IIOYKH, BEIITOAHEHHBIX
B HAIICH KAMHUIKE, IAIIHEHTAM C XPOHIYECKOH DOAE3-
HBIO IIOYCK 5-H CTAAHH IIOCAE PaHEEe BBIIOAHECHHOM
HIEPECAAKH TIEYCHIL
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Marepuasbl 1 METOABL. B kauectBe 0OBEKTOB Ha-
OAroaeHns BeICTyIIHAY rareHT M. 32 roaa ¢ paHee BbI-
ITIOAHEHHOM ITEPECAAKOM ACBOI AOAH IIEYEHU OT POA-
cTBeHHOTO AOHOpa m manment A. 43 roaa ¢ panee
BEITOAHEHHOM TPAaHCHAAHTAITHEH ACBOTO AQTEPAAD-
HOIO CEKTOPA IIEYCHU OT KHBOI'O HEPOACTBECHHOTO
AOHOPA.

Pesyaprarel. B 1 cayuae medppaxromus Obaa BbI-
IIOAHEHA CIIPaBA AAIIAPOCKOIIUYICCKUM PETPOIEPUTO-
HEaABHBIM AOCTYIIOM, IIEPECAAKA ITOYKH BBIIOAHEHA
C UCIIOAB30BAHUEM BHYTPEHHEM IIOAB3AOIIHOM apTe-
PHI B HAPY/KHOH ITOAB3AOINHOI BeHE. ModeTouHM-
KOBO-ITY3BIPHBII aHACTOMO3 C(OOPMUPOBAH IO METOAY
bappu. Oynkius TpaHcAaHTaTa HEMEAACHHAA. B Ka-
YecTBe UMMYHOCYIIPECCHH Ha CTApTe: ITUKAOCIIOPHH
300 mr/cyr, mukodenorosas kucaora 1440 mr/cyr
u Merumpea 0,5 MT/KI € ITOCACAYIOIINM CHIKCHHEM
B TEUCHHUE IIEPBOIO Mecsia A0 8 mr/cyrku. B Gamkaii-
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IIIeM IIOCACOIIEPALIMOHHOM IIEPHOAE YPOBEHD OOII.
Ouaupybuna cocrasasa 14-16 mxmoas/a, ACT —
45-70 E/A, AAT — 80-150 E/A. ITanmeHT BBITHCAH
Ha 33 CyTKH € KPEATHHHHOM IIAa3Mbl 85 MKMOAB/ A,
MoueBHHEL — 7,5 MMOAb/A. Uepes 6 MecsLes mocae
HIEPECAAKH ITOYKH KPEATHHIH IIAa3Mbl — 60 MKMOAB/ A,
MoueBrHa — 0,5 MMOAB/ A, 0011, OHANPYOUH 1 TpaHC-
AMITHA3EL B IIPEACAAX HOPMAABHBIX 3HadeHN. KoHIeH-
tpanmst rukAoctopuna — 100-120 ur/ma. Tpusaakos
perankanun AHK Bupyca e BorBA€HO.

Bo 2 mabaroaeHnn BEIIOAHEHA AOHOPCKas Hebpak-
TOMHSA CA€BA PETPOIEPUTOHEAABHBIM AAIIAPOCKOIIH-
geckuM AocTymoM. Ilepecaaka MOYKH B MPaByIo IOA-
B3AOIIHYIO 00AACTh AHAAOTHYHO C HCIIOAB3OBAHUEM
BHYTPEHHEI ITOAB3AOIIHOM APTEPUN M HAPY/KHOM ITOA-
B3AOIIHOM BeHbl. PYHKIIHA TPAHCIIAAHTATA HEMEAACH-
Had. VIMMyHOCYIIpeccus BKAFOYAAA 3BEPOAUMYC B AO3E
5 mr/ cyT, MeTHAIIPEAHH30A0H 30 MI' C IIPOIPECCUBHBIM
CHIKEHHEM AO3BI B TCICHHE MECSIIA AO 8 MI/ CyTKH 1 Ta-
kpoAnmyc, HauuHas ¢ 0,2 Mr/Kr/cyTk ¢ HOCACAYFOLIIeH
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KOPPEKIIHEI AO3HI 110 KOHIeHTpanun). [ laruent Beim-
cas Ha 32-¢ CyTKH C KPEATHHIHOM IIAA3MBI 95 MKMOAB/ A,
moueBuHON — 11 MMOAB/ A. TIpoTHBOBUpYCHAS Teparms
TeHo(aBUPOM IpOAOAKeHA. Uepes MOATOAL TTOCAE
IIEPECAAKH TTOYKH (DYHKITHA TPAHCIIAAHTATA CTAOMAB-
Has, KpeaTnHUH [Aa3Mbl 110 MKMOAB/ A, MOUYEBHHA
8 MKMOAB/ A, 0Omuit GuAanpyOun 14-20 MkMOAB/ A,
ACT n AAT - 15-20 E/a. AHK Bupyca renatura B
KPOBHU HE OIIPEACAACTCA.

3axarouenwme. Ilepecaska ITOUKH IOCAE TpPAHC-
ITAQHTAIIUH TIEYEHN IIPEACTABAAETCA OTHOCHTEABHO
OAArOIpUATHONI CTpAaTErueii, MO3BOAAIONIEH CBOEBPE-
MEHHO BBIIIOAHHTD €€ PEIHITHEHTAM IIEUEHH, Y KOTOPBIX
HE BOCCTAHOBHAACH (DYHKIIUA IIOYEK, H TEM, ITAIHCH-
TAM, Y KOTOPBIX PA3BHAACH IIOYEUHAA HEAOCTATOIHOCTD
IIOCAE ITEPBOH TpaHCIAAHTAIMK. Harmm kamamaeckme
CAYYAH ITOATBEPHKAAFOT, YTO ITPH HHAUBHAYAABHOM TIOA-
xoae kK nmmynocynpeccun TTITIT mossoasier AocTras
XOPOIIIHX, ITO KpaliHel Mepe, KPATKOCPOUHBIX H CPEAHE-
CPOYHBIX PE3YABTATOB.
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AxryassHOCTB. Boawanounerit Hedpur (BH) sBas-
eTcs OAHIM U3 HaumOoAee pacipocTpaHEHHEIX (~060%0)
U IIPOTHOCTHYECKN 3HAYMMBIX BUCIIEPAABHBIX ITPOAB-
AeHHH cucreMuoR kpacuon Boadanku (CKB). BH npu-
BOAHT K Pa3BUTHIO XPOHHYIECKON ITOYEIHON HEAOCTA-
tounoctr (XITH) mpumepro y 10-30% manmenTos, aro
4CCOLUHUPOBAHO C BBICOKHM PUCKOM IIPEHKAEBPEMEHHON
CMEPTHOCTH.

3HavunTeAPHAA AOAS OOABHBIX HE AOCTUIAET IIOAHON
HOYEUHOH pemuccuu. AHAAU3 (DAKTOPOB, BAHAFOIIIX
Ha 3(PPEKTUBHOCTD TEPAIUH B YCAOBHAX PEAABHOI
KAMHITYCCKOH ITPAKTUKI, HMEET BAKHOE 3HAYCHHE AAS
OIITUMH3AIIUH ACUCHIS.

Iean nccaeaoBanma. OxapakTepru3oBaTh KAHHHKO-
AaboparopHEe B MOP(OAOTHIECKHE OCOOCHHOCTH
IAIIEHTOB ¢ BoAuaHOYHBIM Hedpprutom (BH) mr ompe-
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