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IIpaxmuueckoe KaAuHUUECKOE PYKOB0OCMBO MO HAOAI0EHUIO U NeUeHUD NAYUEHMO8 C MepecanrceHHoll nouxol
npedHa3HaueHo 04 OKA3AHUSL NOMOWU NPAKMUKYOWUM 8PAUAM, 3AHUMAOWUMCS AereHUueMm 83Pocablr u Oemeil,
NepeHecuUr MPAHCIAAHMAYU0 NouKu. Pyrosodcmeo paspabomano 8 Coomeemcmeuu ¢ nPUHYUNAMU 00KaA3amMesbHO20
Mmemooa, ucnoav3yemozo 8 meduyure. Pexomendayuu no maxmuxe sedeHus NaAYUeHMa OCHO8AHBL HA CUCTNEMAMULECKUL
0030pax coomeemcmayowux KiuHuLeckux uccaedosanull. Kpumuueckuti anaius kawecmsa 00Ka3amenscmae u cmeneiu
ybedumeavnocmu pexomendayuii nposeder 8 coomeemcmeuu ¢ npasuramu GRADE (Grades of Recommendation
Assessment, Development and Evaluation — pacuem, pazpabomka U OyeHKa YposHeu cmeneHu ydeoumesbHOCMU
pexomendayuii). Colepicum pexomeHOAYUU NO UMMYHOCYNPECCUU, MOHUMOPUHEY COCMOAHUSL MPAHCHAAHMAMA,
npoguraxmuie u seuenHuto ungpexyull, cepdeuno-cocyoucmovlr 3a60ae8aHUL, HOB00OPA308AHUTL U OPY2UX OCAOHCHEHUU,
KOMOoPble ABAANOMCA HAUbOLee PACNPOCMPAHEHHbLMU CPedU PeYyUunuenmos mpaHCcnAaHMUPOSAHHOU NOUKU, BKAIOUAS
zemamoanozuieckue HAPYweHusl u nopaixcerue kocmnoll mxanu. OzparuverHHocms umerowuxrcs 0oxa3amenscms,
0C00EHHO 8 CB8A3U C OMCYMCMEUEM KOHKPEMHDBLL Pe3yLbmamos KAUHULECKUX UCNBIMAHUY, Asaiemcs nped.memom
obcydclenus, 8 COomeemcmeuu ¢ HumMu npugedensvt npedrodcerus 0asi 6YyOyYywur uccaedosaru.

KioueBbie ciioBa: TaKTIKA BeIE€HNA TALMEHTa C KAKMM-J1100 3a60s1eBaHneM, 60JI€3HY [TOYEK, YIIyYIIeHe [I00aJIbHBIX
pesyabTaToB Jedenns (opranusanna KDIGO), TpaHCIIaHTAIMA IOYKH, IPAKTUYECKOe PYKOBOICTBO, CUCTEMATIHECKI
0630p.




0b30PHbLIE CTATbH W NEKLHH

TTIABA 10. PEUHAHBHPYIOLLUE 3AGONEBAHKA NOYER

10.1. MbI npeajiaraemM HOPOBOAUTH CKPUHUHT
PEeNMNNEeHTOB MOYE€YHOr0 TPAHCIIJIAHTATA ¢ TIEPBUY-
HBIM 3a00JIeBaHIEM II0YEK, BHI3BAHHBIM (DOKAJIb-
HO-CETMEHTAaPHBIM riiomMepyaockiaeposdom (PCI'C),
Ha npeamet nmporeunypuu (2C), mo kpaiineii mepe:

© eKemHeBHO B TeueHue 1 Hep (2D);

© e:KeHeaeJbHO B TeueHne 4 vex (2D);

© raskabie 3 mec B TedeHnue 1-ro roga (2D);

- 1 pa3 B roj B KasKabIil mocJiexyomuii rox (2D).

10.2. MBI peKOMEHAyeM BBINOJHATH CKPUHIIHT
PENUIINEHTOB I0OYE€YHOr0 TPAHCIJIAHTATA C MOTEeH-
MUATHHO M3JIEYNUMBIMI PENUINBAMI M€ PBUIHBIX
3abosieBaunit mouek: IgA-umedponarun, memopa-
HO3HO-IIPOJaN(EPATUBHOrIO rJIoMepyJaoHedpura
(MIITH), antu-GBM-3a6oaeBanusa mian ANCA-
ACCONMMPOBAHHOTO BAaCKYJMTa — Ha MpeaMeT
mukporemarypuu (2C) o kpaiineit mepe:

1 paz B 1-i1 Mmec aJ1s1 ompeeaeHus 6a30BOro
3HadYeHu4a (2D);

© raskabie 3 mec B TedeHnue 1-ro roga (2D);

+ e:kerogHo Bnocyaencteun (2D).

10.3. Bo Bpemsa 3mm3010B ANCPYHKIUN TPaHC-
IJIAHTATA Y MAlMEHTOB ¢ MEPBUIHBIM TeMOJIIMTI-
ro-ypemndeckum cuagpovmom (I'YC) mbr npepnsa-
raeM OCYIIECTBJISATH CKPUHIHT HA TPOMOOTUIECKYIO
MUKPOQHTHONATIIO (HAaIpUMep, ¢ MOACYEeTOM TPOM-
0OIMTOR, AaHAJINM30M Ma3Ka nepudepuIecKoil KpoBu
IS YCTAHOBJIEHUSI MOP(OJIOrN KPOBSIHBIX KJIETOK,
YPOBHEIT ranToOrJ001MHA MJIa3Mbl U JIAKTATXETUAPO-
reHassbl cbIBOPOTKU) (2D).

10.4. Korga cKpMHUHT mpeamoJaraeT HaJudue
MOTEHIMAJbHO N3JEYNMOro PenuInBUpYyIOIe-
ro 3a0oJieBaHUA, Mbl PEKOMEHIYye€M MNPOBOJUTH
ouormncmio Tpaucmiaanrara (2C).

10.5. Jleuenue penuauBupyromieii 0oJie3Hn
MOYeK:

10.5.1. MbI ipepyiaraemM HazHavaTh IU1azmMadpepes,
ecJiv OUonCcHs MOKA3bIBaeT 00JIe3Hb MITHUMAJIbLHBIX
usmeHenuii uan pazsurne PCI'C Tpaucmianrara
y nanuenToB ¢ PCI'C kak nmepBUYHBIM IMOYEIHBIM
3aboaeBanuem (2D).

10.5.2. Mbl perkoMeHAyeM HCHOJb30BATH
BBICOKME J03bI KOPTUKOCTEPOUIOB U IMKJIO-
dochamuga y manmeHTOB € PEenUANMBUPYIOIUM
ANCA-acconquupoBaHHBIM BaCKYJUTOM WJIU
aatu-GBM-3zaboanesannem (2D).

10.5.3. Mb1 mpepyaraem HaszHadaTh AlldD-
MHTHOUTOPBI I 0JIOKATOPHI PEIeNnTOPOB AHTHO-

TEeH3UHA y NAIIEHTOB ¢ PeNUUBUPYOIUM IJIOMe-
pyionedpurom u nporeunypueii (2C).

10.5.4. Inst peuqUIMeHTOB HOY€9HOr0 TPAHCILIAH-
TaTa ¢ MePBUIHOI TMIIEPOKCAIIYPIEil MbI peKOMEH-
AyeM COOTBETCTBYIOIIME€ MePbI IJIsA MpexoTBparie-
HUSA JEMOHNPOBAHUS OKCAJIATOB 10 TEX MOP, MOKa
UX YPOBHHU B IIa3Me M MO4Ye He HOPMAJIU3YIOTCH
(2C), BrIIOUas:

- mupupokcuH (2C);

IIETY € BBICOKUM COAEP:KaHMEM KaJdbIU U
HU3KUM — okcaaatos (2C);

* yBeJIMYEeHIE MEePOPATHLHOrO MPIeMa KUTKOCTI
UL CHIUSKEHISA KOHIEHTPAIUM OKCAJIATOB B MOYe
(2C);

MUTPAT KAJNS VI HATPUS JJIsA olfesauynBa-
Husa moun (2C);

- oprodocar (2C);

- okcup marausa (2C);

VHTEHCUBHBIII T€eMOANAJIN3 IJIA BbIBEACHIA
okcamaros (2C).

ACE - I-angiotensin-converting enzyme
inhibitor; ANCA - antineutrophil cytoplasmic
autoantibody; ARB — angiotensin II receptor
blocker; FSGS — focal segmental glomerulosclerosis;
GBM - glomerular basement membrane;
HUS - hemolytic-uremic syndrome; IgA -
immunoglobulin A; KTRs — kidney transplant
recipients; MPGN — membranoproliferative
glomerulonephritis.

BBoaHan MHhopmauua

IlepBuunoe 3aboJsieBaHME MTOYEK OOBIYHO JOKY-
MeHTHUpyeTcs 0MoIcKell HAaTMBHOM ITOYKM 10 TPaHC-
IJTAaHTalMY UV OMOIICHEl! IPebIAYIIEer0 II0UeYHOTO
TPaHCIJIAHTaTa.

Pemyinue nepBuyHoro 3aboseBaHnA I04YeK 00bIU-
HO YCTAHaBJIMBAIOT NPV OOHAPYKEeHMUM IIePBUIHO
II04YeYHOJ MaTOJIOTUM B TPaHCIJIAHTAaTe, II0ATBep-
SKIIEHHOM OMOIICHeTL.

0GocHoBaHMe

Hexoroprle penmamBupylonme II0YedHbIE
OoJsie3HN ABJIAIOTCA NPUYMHON IIOTEPU TPaHCIIIaH-
TaTa.

JleueHMe HEKOTOPBIX PENUAVBUPYIOIINX
IIOYeYHbIX 0OJIe3HEll MO’KeT IPeJOoTBPATUTh WU
OTCPOYUTDb yTPaTy TPaHCILJIAaHTaTA.

CKPUMHMHT Ha M3JIe4YMMble PelAVBUPYIOIIe
6oJ1e3HM ITOYEK MOXKET CIIOCOOCTBOBATDL PAHHEN aya-

* Vlcrounnk: American Journal of Transplantation 2009; 9 (Suppl 3): S33—S37.
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THOCTMKE I HaydaJly JiedueHUsdA, KOTOPOe MOKEeT OKa-
3aTbcA dPPEKTUBHBIM.

Penynye mepBUYHOI II0YEYHO O0JIE3HN ABJIAET-
€ BayKHOM IIPMYMHOM OCJIOMKHEHNI U yTPaThI ITo4Yed-
HOTO TPAHCIJIAHTATA KaK Y B3POCJIBbIX, TAK U ¥ JeTell

B oxnom 13 obcsietoBanmii, mpoBeeHHbIX y 1505
MaIVIeHTOB, CJydaly IOATBEPKIEHHBIX OMorcuen
PenManBOB IJIOMEPYJIAPHON O0JIe3HM MM yTPAaThI
TpaHCIIJIaHTaTa KaK HaTMBHOI [TOYKM, TaK U II0Yed-
HOTO TpaHCIJIaHTaTa M3-3a PeUAVUBUPYIOIETO IJI0-
MepyJoHedpUTa, HAaXOAUJINCh Ha TPETbeM MecTe
cpeny HamuboJjiee YACTBIX IIPUUMH yTpPaTbl OpraHa
cryctsa 10 Jiet mocJsie TpaHCIIJIAHTAIIUY IOYEK.

Permynys nepBuvHOro 3a00JieBaHMA B TPAHCIIAH-
TaTe MOSKET IIPOABJATHCA IIOBBIIIEHNEM YPOBHA
CBIBOPOTOYHOTO KpeaTVHMHA (CHMIKEHJE CKOPOCTH
kiIydouroBoit pusbrpanuu — CK®), a Takixe BHOBB
BBIABJIEHHON MJIM yBeJNYNBIIENCA IPOTEeNHY pUel 1
() remMaTypueit.

Bimanne penmausa 3abosieBaHMA 3aBUCUT OT
XapakTepa IIepBUYHONM [IOYEYHON! ITaTOJOTUN.

He Bce 3a005eBanMA pelANBUPYIOT C OOVHAKO-
BOJL 94aCTOTOIL.

Puck pemmamsa ocobenno Bvicok npu PCI'C,
IgA-nHedponaTny, MeMOpaHO3HO-IIPOIMI(EPATIB-
HOM IJIOMePYJIOHe(ppUTe, FeMOJIUTIKO-YPEMIIECKOM
CUHIpPOMe, OKcaJo3e 1 6ose3uy @adpy 11 B MeHbIIIelk
CTeIleH) — IIPY BOJIMAHOYHOM Hedpure, O0JIE3HM C
aHTUTeJaMM K KJIyOO4YKOBOI 0as3ajbHOV MeMOpaHe
¥ BaCKyJINTaX.

Kpome Toro, cpox BOBHMKHOBEHMA PELVAVBA U
OCOOEHHOCTM ITPOABJIEHMA JJIA Pa3HBIX IIaTOJIOIMI
pasan4gaoTcs.

®CI'C, I'YC n oxcajio3 MOTyT peluaVBUPOBATH
B IIePUOJ, OT IIEePBbIX HECKOJbKNUX CYTOK JI0 HeJeJb
riocJie Iepecasky, Torza Kak npy Apyrux 3abosesa-
HIAX CPOK BO3HMKHOBEHIA pelyyBa BapyuabeseH.

B OosplIMHCTBE CiydaeB NPOTEMHYpPUd U (M)
caumxenHasa CK® obecneunBaeTr nmepBOHAYAJIBLHYIO
OCHOBY JJIsI IIOZO3PEHNA Ha PelMANB 3a00JIeBaHNA.

ITocKoJIBKY 9TV IapaMeTpPsl IEPUOANYECKY Olle-
HMBAIOTCA y PELMIINEHTOB KaK YaCTb MX OOBITHO-
IO MOHUTOPMHTIA, OTHEeJbHbIE CTPATETrMM AJA 00Ha-
PYsKeHUA pennauBOB 3a00JIeBaHMA He ABJIAIOTCH
OTIPaBJAaHHBIMI.

MeTonbl CKPMHMHTA IJIS HEKOTOPBIX M3 3TUX
3abosieBaHNI, OMHAKO, MOTYT OTJIMYATHLCA OT O0BIU-
HOT'O IIOCTTPAHCIIJIAHTAIIMOHHOTO MOHMTOPMHTA,
€cJIVI CBOeBpeMeHHOoe 0OHapysKeHMe He JOCTUTaeTCsa
OOBIMHBIMM CTPATEIVAMM ITOCTTPAHCIIIIAHTAIVIOHHOTO
MOHMUTOpPMHTA (Tabsuia).

Hanpumep, ®CI'C mokeT peuuanBUPOBATHL B
PaHHEM IIeproJie, CJIeJ0BaTeJbHO, CKPUHIHT Ha €T0

permauB TpebyeT paHHEro ¥ 4acTOTO MOHMTOPMHTA
YPOBHA IIPOTENHY PN

Penunue I'YC Tpebyer moucka I0oKasaTeJIbCTB
MMKPOAHTMOIIATUYECKOT0 FeMOJIN3a.

Cxpunnar Ha pernaus Ig A-uedppornaTmn, MIITH,
antTn-GBM-3abosneBanna m Backyaura tpebyet
JICCJIeOBAHMA MOYEBOI0 Ocasika AJA 00HApYIKeHUA
MMKPOTeMaTypuy U (M) IPUCYTCTBUA MVJIVHIPOB
B JIOTIOJIHEHME K CKPUHMHTY Ha IIPOTEMHYPUIO.

IlogxopAmyM ABJAETCA TECTUPOBAaHME C IIOMO-
IIIBI0 TECT-TIOJIOCKM Ha IPOTEMHYPMUIO C IIOCJIeNy-
IOIIVIM BBIIIOJIHEHVEM KOJIMYECTBEHHOTO aHaJM3a C
pacueToM MHIEKCA KpeaTUHVH/IIPOTENHYPUA WU
cbopa MouM 3a (PUKCUPOBAHHBIE MHTEPBAJIBI Bpe-
MEHI.

B zaBucumocT 0T 0CHOBHOTO 3a00JI€BaHIA OIIEH-
Ka pe3yJIbTaTOB OMOIICHUM MOKeT IIOTpeboBaTh UMMy -
HOJIIIOOPECIIEHTHOI 1 3JIEKTPOHHO MUKPOCKOIINI B
JIOTIOJIHEHVIE K CBETOBOJ JIJIA IIOATBEPIKAEHMA PeLy-
OVIBA U VICKJIIOYEHNA PYTUX HPUYMH IIPOTEVHYPUH,
reMaTypun nian AucyHKIUM TPaHCIJIAHTATa.

CyIecTBYIOT Takske cjiabble JTOKasaTeJbCTBa
(HEKOHTpOJIMPYEMbIe TeMaTUYEeCKIe MCCIIe0BAHNA
U eIVHUYHBIe HaOJII0IeHIA), CBUIETEIbCTBYIOIIE O
TOM, YTO JIeUeH)e KOHKPETHBIX 3a00JIeBaHMIl MOYKET
OBITH 9(p(PEKTUBHBIM TPV HEKOTOPBIX PELVIVBUPY-
oMx 3abosieBaHNAX.

HavionaTnueckuit dCIC

Vauonatuueckuit, nam nepsuunbiii, @CI'C
XapaKTEPU3YETCH TUIIMYHBIM CKJIEPO30M B CETMEH-
Te IOYEeYHOro KJIyOOuKa HapPALY C pacIliaBJeHNeM
MaJIbIX HOMKEK IIOJIOI[MTOB IIPU 3JIEKTPOHHOI MUKPO-
CKOITUIL.

CkJiepo3 MOKeT OBbITb HE OYEeBUEH B Hadaje
peunauBa, a CBeTOBaA MUKPOCKOINMA MOXKET IIOKa-
3aTh OOBIYHYIO KJIYOOUKOBYIO apXUTEKTYPY.

Penunue nopmospesBaior, Korja y IanueHTa C
IOKyMeHTHpoBaHHBIM tepBuuHbIM PCI'C B HaTUB-
HOJI [TOYKe WV IPebIAYIIEM [TI04eYHOM TPAaHCIIaH-
TaTe pa3BUBAETCA MIPOTENHYPNUA U (MJI11) BO3PACTAET
YPOBEHb KPEaTNHMHA ChIBOPOTKY KPOBY, KaK IIPaBu-
JI0, BCKOPE I10CJIe TPAHCIIJIaHTALVIIAL

M nuonaruuecknit @CI'C penupmueBupyer y
20—50% perummentos (1o 80%, ecau penuauB BO3-
HUK B [IPEJbIAYIIEM [I0Y€YHOM TPAHCILJIAHTATE).

Baxkno oranuats mamomnatudeckuin @CI'C ot
BTOPUYHOTO, KOTOPLIN, KaK IPaBUJIO, HE PeluIn-
BUpYET.

Penmanus Hacaencrsensoro @CI'C raksxe MOKeT
OBITL AMATHOCTUPOBAH, €CJM JOHOP HaBEepHAKA
SBJISAETCSA HOCUTEJIEM.
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Ta6nuuya. CKPUHUHT peunanBupyoLmX 3a6oneBaHun

Screening (in addition
to serum creatinine)/
Disease/3abonesaHne CKPWUHUHT (B [ONOJSIHEHNE
K aHanu3y KpeaTMHUHa
CbIBOPOTKM)

Diagnostic tests (in
addition to kidney biopsy)/ Potential treatment/
OWarHoCTU4Yeckue TecTbl  NOTEHLUManbHble
(B mONOJNIHEHWUE K GUOMNCUUN BapUaHTbl Nle4eHUs
MOYKMN)

Minimum screening
frequency/MnHumMansHas
YacToTa npoBefeHus
CKPUHUHra

Daily for 1 week, weekly for
4 weeks, every 3 months
for 1 year, then annually/

FSGS/®CIrc

Proteinuria/npotenHypus

€)XXeHEBHO B TeYeHne
1 Hepn, exeHepnenbHO B

Plasmapheresis/
nnasmacpepes

TeyeHue 4 Hep, Kaxable 3
Mec B TeyeHue 1 1., 3aTem
eXerofgHo

IgA-nephropathy/IgA- Proteinuria, microhematuria/

Once in the first month,

HecbponaTus npoTeuHypus,
MUKporematypusi
MPGN/mem6paHo3Ho-  Proteinuria, microhematuria/
nponudepaTmBHbIN NpoTenHypus,
rnomepynoHedpuT MUKporemartypusi

every 3 months in the first

year, then annually/1 pa3 B

TeyeHue 1-ro mec, Kaxgple
3 mec B Te4eHne 1-ror.,

Serum complement levels/
CbIBOPOTOYHbIN YPOBEHb
KOMMnemeHTa

3aTeM exerogHo

Anti-GBM disease/
60M1e3Hb aHTUTEN K
6asarnbHo MembpaHe
KIy604KOB

Proteinuria, microhematuria/
NpOTEenNHypus,
MUKpOremaTtypusi

Pauci-immune vasculitis/ Proteinuria, microhematuria/

nayLm-MMMyHHbI NPOTENHYPUS,

BaCKynuT MUKporematypusi
Proteinuria/ npotenHypus,

HUS/TYC platelet count/ konuyecteo

TpOM6OLUNTOB

During episodes of graft

dysfunction/ Bo Bpems

3MM3040B ANCHYHKLMM
TpaHcnnaHTata

Anti-GBM antibodies/
aHTuTena k GBM

Plasmapheresis/
nnasmacpepes

Cyclophosphamide
and corticosteroids/
umknodpocchamun un
KOpTUKOCTepoMabI

ANCA

Platelet count/ kon-Bo
Tpomb6ounTOoB, peripheral
blood smear /ma3ku
nepugepPUNHON KPOBU,
LDH/Ar

Plasmapheresis/
nnasmacpepes

IIpumeuanne: ANCA — antineutrophil cytoplasmic antibody; FSGS — focal segmental glomerulosclerosis; GBM — glomerular
basement membrane; HUS — hemolytic-uremic syndrome; IgA — immunoglobulin A; LDH — lactate dehydrogenase; MPGN —

membranoproliferative glomerulonephritis.

IIpennosaraemble (paKTOPBI PUCKA PELVINBIPO-
BaHMA BKJIIOYAIOT B celda Bo3pact Haudasa PCI'C B
HaTMBHBIX IIOYKaxX OT 6 mo 15 jer, 6bicTpoe pa3Bu-
Tye IIePBUYHON O0JIe3HN (HaIIpuMep, MeHee 3 JIeT OT
MOMEHTa YCTaHOBJIEH)A JMArHo3a 10 TEPMUHAJIBLHOM
CTaauM XPOHUYECKON IT0YEeYHO HeJOCTaTOYHOCTH),
I Py3HYIO0 Me3aHTMAJIbHYI0 PO epanyo 1o
JIaHHBIM MOPQOJIOTUY U STHUYECKN HeadPUKAHCKOe
IIPOMCXOKAEHNE.

Cawmblit 60JIBINION (PAKTOP PUCKA — DTO PELUAVB
IIaTOJIOTUM B IIpeAblayieM TpaHCIIJIaHTaTe.

HOBbH_HeHI/Ie IIPOHMIIaeMOCTU M30JIMPOBAHHBIX
KJyOOYKOB KpPBIC IJIA aJbOyMMHA, BbI3BIBAEMOE
CBIBOPOTKOM manuenta c¢ peuynusom PCI'C, naert
BO3MOXKHOCTE 60JIe€ TOYHOTrO IIPOTHO3a PYICKA Pel-
nvBa 3abojeBaHUA

OnHaKO BTOT TECT ABJIAETCA BCE ellle DKCIepu-
MEHTAaJIbHbBIM.

Vmnonatuueckuit @CI'C mMosKeT IOBTOPUTHCA B
Ja1000€e BpeMs IocJie TPAaHCIIAHTAIMM, HO PEeIINB

HauboJiee BepOATEH B paHHEM IIePHOJie TI0CJIe TPaHC-
IIJIaHTaIUN.

Pernmnusupyrommasn 60J1e3Hb IPOABJIAETCA BMECTe
C IIPOTeNHYypMel, KOTopas 0ObIYHO ABJAETCA TAMKe-
JIOVA.

Oxogo 80% cioyuaeB penuanBa MIPOUCKOLAT B
TeueHNe MepPBbIX 4 HeJ.

IIo aTO0lt mpMYMHe CKPUMHMHT Ha NPOTEMHYPUIO
cJenyeT NPOBOANTH DoJiee 4acTO B PAaHHEM IIOCT-
TPAHCIJIAHTAILMIOHHOM IIePMOJie y TeX, KTO JIMeeT
TEePMMHAJBHYK CTAaOVI0 XPOHMYECKON MOYeYHOM
menocrartounocTtu (XIIH) B pesynbraTe @CI'C, oco-
6eHHO TpM Haam4duy pakTopa prcKa pelyuanBa.

TouyHnaa yacToTa He yCTAaHOBJIEHA.

VInTepnperanya ypoBHS IPOTEMHYPUM, OCODEH-
HO B paHHeM IIOCTTPaHCIJIAaHTAlMIOHHOM Ilepuoje,
TpebyeT MHpOPMAaIK O €€ JOTPAHCIIJIAHTAIMIOHHOM
YPOBHe.
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XoTsa HaTUBHAA IPOTEVHYPUA II0CJIe TPAHCIIIaH-
TalyM CHMYKAETCHA, CPOK ee MICUe3HOBEHNUA ABJIAETCA
BaprabebHbIM.

IIo sTO¥ mpMYMHe MOCTTPAHCIJIAHTAIMOHHAA
MIPOTEMHYPUA JOJIKHA VHTEPIIPETUPOBATHCA B CBETE
JOTPaHCILJIAHTAIVIOHHBIX II0Ka3aTeJell.

Hetr noraszaTesbHBIX KIMHWYECKUX JICCJIEOBA-
HUI II0 Tepanmy PenuAVBUPYIOMIEro UANOIIaThndIe-
cxoro PCI'C.

OzHaKo MMeJt MECTO OTZEJbHbIE CIIydal Y CEpUn
HEKOHTPOJIMPYEMBIX MCCJIeZJOBAHMIA, KOTOPbIE II0Ka-
3aJI, 4TO y IAIMEHTOB C PelVIUBUPYIOIIM U0~
natudgeckuM @CI'C MOKHO IOCTUYD CYIIIECTBEHHOIO
COKpAILleHNs DKCKpenyy OesKa MO4M II0cje IIpoBe-
IeHud UM IIasMadpepesa.

BepoaTHo, 3TO TPOUCXOOUT ITyTEM MCKJIIOUEHNA
HUPKYIUPYIOIINX (PAKTOPOB, KOTOPbIE M3MEHAIT
KJyOOYKOBYIO IIPOHUIIAEMOCTD JIJIA Oeska.

IIpegurTopsl a3dpdpekTrBHOCT MIIazMadepesa
BRJIIOYAIOT B ce0s paHHee Ha9aJo JIEUEHUS II0Ce
pelLmanBa 1, BO3MOXKHO, PAHHUI peluanB 3abose-
BaHIA.

K cosxaJsieHnio, IpoTenHypus MOKET II0BTOPUTh-
cfA IIOocJIe JIeUeHNs U, CJIeIoBaTeJbHO, IoTpeboBaTh
JOIIOJIHUTEeJIbHOTO IIa3Madepesa MM gake IJIM-
TEJIbHOTO NIePYIOANYECKOr0 JIeUeHN .

IIpennosaraercd, 4To COKpallleHe dKCKpPEInn
OeJsika mocJsie masmadpepesa IIOMOraeT COXPAaHUTH
(PYHKIIMIO TPAHCIIJIAHTATa, HO HET MCCJIeJOBaHMIA,
KOTOpbIe OBl MBYUNUIIN DTY TEMY.

Her TOYHBIX IaHHBIX, CKOJIBKO KypPCOB JI€UEHIS
ma3madepe3om TpedyeTcsa N YMEHBIIEHUA DKC-
Kpenuu OesKa, HO OOMH HAYYHBI 0030p BBIABIII
MeaViaHHOe 3Ha4YeHVe IeBATY CeaHCOB JI0 PEMICCUN
IIPOTEVHY DU

IIpm obcnenoBanHMAX HeOOJBIIIOTO KOJIMYECTBA
MAIMeHTOB IPUMEHANN TPOPUIaKTUYECKNIT I11a3-
Madpepes, HO MOJIydeHHble JaHHble He Oblnu yOe-
IUTEeJbHbIMM, YTOOBI CKa3aTb, YTO ITO ABJAETCH
5(p(PeKTUBHBIM CPEeACTBOM IJIA IIPeNOTBPAIleHNA
peungusa PCIC.

Bricokme no3br CsA MOTyT BbIZBATH PEMMICCUIO
MIPOTENHY P

B oxHoMm 13 cepuitHbix oOcjenmoBanHuil 14 mereit
n3 17 BCTynui B IepUOJ, yCTOMYMBOI PEMMCCUN.

CMmbICII TTOAnepsKaHuA BbICOKOro ypoBHA CsA
B KPOBM 3aKJIOYaeTCA B TOM, UTOOBI IIPEOJ0JIETH
5P heKT BBICOKOTO X0JIECTEPMHA B CBIBOPOTKE, YaCTO
HabJII0aBIINIICA Yy TAIVIEHTOB C PEIVANBUPYIOIIIM
®DCI'C (nunonporenss! cBaA3bIBaloT CSA 1 CHUIKAIOT
ypoBeHb cBobogHOTO CSA).

Bricoxne no3br CsA MOTyT ObITH KOMOMHIPOBAHBI
¢ nya3zmadepesoM.

JlccnenoBanme pajio BO3MOYKHOCTBL cheJaTb
BBIBOZ O TOM, YTO TOJBKO IazMadepesa OBLIO
HEeJOCTATOYHO AJIA CTUMYJIMPOBAHUA PEMUCCUM 3a
JICKJIIOUEHMEeM CJIy4aeB ero COYeTaHNUA C BBICOKUMU
nosammu CsA.

A manyeHTOB, KOTOpBble He OTBEYAalOT Ha
nyasmMadepes MM UMEIOT HeHE(DPOTUIECKYIO IIPO-
TEeVHYpPHUI0, €ee CHMKEeHMe C IIOMOIIIBIO I/IHI‘I/I6I/ITOpa
aHrmoTeH3mH-1-nmpesparnaroriero pepmenta (ACE-
I) u (mnm) GsokaTopa perenTopoB aHrMOTeH3MHA-11
(APB) moskeT oKa3aTbCA IIOJIE3HBIM.

IgA-nedpponaTua saBiseTca Haubojee pacrpo-
CTPaHEeHHBIM TUIIOM I[JIOMEPYJIOHe(@PUTa BO BCEM
MMpe ¥ CIYKUT OCHOBHOM IIPMYMHOI TepMMHAJb-
soit cranguy XITH y 20% pelmnneHTOB BO MHOTUX
CTpaHax.

Pemynusupyromas IgA-nedponatusa ABigerca
OOBIYHBIM CODBITMEM IIOCJIE TPAHCIIJIAHTALINI.

3aperucTpUpOBaHHbBIE CIyYay PelANBa Bapbli-
pyior ot 13 10 53% B 3aBUCMMOCTM OT Pa3JIMUNil B
JUTUTEJIBHOCTY HaOJII0Ie N [TaleHTOB 1 OMOIICii-
HO IIOJINTUKU B Pa3JIMYIHBIX TPaHCIJIaHTallVIOHHbIX
OeHTpaX, ¢ CaAaMbIMM BBICOKMMMI IIOKa3aTeJIAMNU B TeX
LIeHTpaX, IJle IPOTOKOJbHbIE OMOIICKUM BBIIOJIHAIOT
PYTUHHO.

JlaTenTHbIe Neno3uThl IgA B Iouke TOHOPA, KOTO-
pble ompenesArTCA BO BpeMsA OmMoncum IO TpaHC-
IIJTAHTAIMY, OTBETCTBEHHBI 38 «PEIMANBBI» B HEKO-
TOPBIX CJIyYaAX, KOTJA TPAHCIIJIAHTAIVIO BbIIOJIHA-
g rio noBoxy XITH, Bei3BanHoi IgA-HedponaTneit
B 30HAaX C BBICOKOJ PaCIIPOCTPaHEHHOCTHIO DOJIe3HIL

OanHOYHBIE HYKJIEOTHUIHBIE ITOJIMMOPQU3MBI,
cuur, B reHax uHrepJserikmaa (IL)-10 nu TNF-alpha
(dpakxTop HEKpO3a OmyxX0osau aabda) ObLIN OTMEeUYeHbI
KaK [IPeAMKTOPbI PUCKa PeluInuBa.

Pacuernasa wacToTa moTepm TpaHCIJAHTa-
Ta uyepesd 10 jseT u3-3a pernuauea cocrasuia 9,7%
(moBepuresbHbIi nHTEpPBaI=4,7—19,5%).

Puck penmaysa mpu MOBTOPHOI TPaHCILIAHTALINN
BBIIIIE, €CJIM IIePBbI TPAHCIJIAHTAT OBbLI IIOTEPAH
u3-3a peuyuavsa IgA-aHedponaTun MeHee YeM depes
10 ser.

He cymiecrByer sdpdekTuBHOM Tepanum I
IIpesoTBpaleHnd peryausa 1gA-aedponaTmm.

Briyo obnapysxeno, uro ACE-Is 1 ARBs ymens-
11aJ1M IPOTEMHYPUIO ¥, BOSMOYKHO, IIOMOTaJIM coXpa-
HUTb (PYHKIMIO ITOYKYU IPU penuauBupyomiein IgA-
HedpomIaTUIL

B onnom m3 uccnenosanuit cpenu 116 penunm-
eHTOB c IgA-nedponartuetr ucnonbizoBanue ATI B
KadyecTBe MHIYKIVIOHHON Tepanuy OBbLIO CBA3AHO C
cOoKpaleHneM pucka peruanea ¢ 41 g0 9% oo cpas-
HEHMIO C aHTaroHucramu penentopos IL-2.
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Mem6pano3Ho-nponutenaTMBHbLINA rMomMenynoHempuT

IIpyumnsr Bropmunoro MIIT'H, Takmue kak rema-
T™T C, TOJKHBI OBITH MCKJIIOUEHbI.

YacToTa Ir'MCTOJIOTMYEeCKOTO PelABaA TP U0~
natmgeckom MIITH 1-ro tumna cocrasiser 20—30% n
npessbiraetr 80% npu 3abosieBaHNM 2-TO THUIIA.

IIpoaByieHna BKJIIOYAIOT B ce0A MUKPOTEMATY-
PMIO, IPOTENHYPUIO U YXYILIEHVE TI0Y€YHO (PYHK-
1897078

DdaxrTOpEl pHUCKa AJA peuuagMBa BKJIIOYAIOT
TAMKECTDb TMCTOJIOTMYECKNX ITOPasKeHNII HaTUBHBIX
nouek, HLA-B8DR3, Hasmune K1BOTO POLCTBEHHO-
ro JOHOPAa U IIOTEePI0 IIPeAbIAYIero TpaHCIIJIaHTaTa
OT peluanBa.

VImerorca maHHBIE O HAJIMYMM OTBETA HA JIOJITO-
CpoYHOe JiedyeHMe IMKJopocdammioM, naasmade-
pesom un CsA.

FeMONUTHKO-YyNEeMUIECKUIA CUHANOM

T'YC ompegnensaercsa rucTonaToJOTMYECKN Kak
npoandepanysa MHTYUMAJIbHBIX KJIETOK, yTOJIe-
HIe J HEKPO3 CTEHOK, TPOMOBI 1 CysKeHle IIpocBe-
Ta KalWJJIsAPOB KJIYOOUKOB, apTEPMOJI U MEKI0Ib-
KOBBIX apTepUil.

TAKecTb MOXKET BapbMpPOBATh OT OTeKa U Haby-
XaHUA DHIOOTEJNUA [0 IOJIHOTO KOPTUKAJBHOTO
HEeKpo3a.

Konvaygeckn aTo mpoABIgeTca MUKPOAaHTMOIATI-
YEeCKOI TeMOJIUTUUECKOI aHeEMYIEN 1 ObICTPBIM YXYy I~
IIIeHneM beHKLH/II/I IIOYKM C BOBJI€EHEHMEM OPYTUX
OpraHoB mJyu 6e3 TaKoro BOBJIEYEHUA.

I'YC gacro kaaccuuumpyoT Kak He CBA3aH-
el ¢ guapeent (D)-T'YC (atunmunsiii) u D+IYC
(TUIIMYHBIIN).

CuHIpPOM YacTO PenuAMBUPYET Y B3POCJBIX U
JleTell, y KOTOPBIX MCXOAHasA 00Jie3Hb IO4YeK Oblia
D-papuanTHa.

Obmuit puck pernuauea cocraBiser menee 10%
cpenu pereit, D+I'YC 00bIYHO He PeUUIUBUPYET,
XO0Tsa manonatTndeckuri D— mjam HacJeqCTBeHHBIN
T'YC mosxer permausupoBatsb y 21—28% nereii.

Peunnus Bosuumraer mpumepno y 80—100%
manyeHToB ¢ MyTanuaMmu gakrTopo H nmm I, xoTa
Yy HalMeHTOB C MyTallieil MeMOpaHHOr0 KO-(paKTop-
Horo OeJsika He ObIBaeT PEIVIBOB.

Puck Brime y B3pocabix, 33—56% UMEIOT KJIMHU-
JecKue MpPOsABJIEHUs, U JOMOJHUTEIbHO ¥ 16—20%
IanyieHToB HabJsionaeTcsa KJIMHMYECKM CKPbLITHIN
peunauB.

Permnme ocoberno yacTo posABJsgeTca y B3poc-
JIBIX C 2y TOCOMHO-PEeI[eCCYBHBIM MJIV JTOMMHAHTHBIM
TYyC.

B OosbmHCTBE ciiydyaeB pennauB pa3BUBAETCA
B TeueHue 4 HeJ.

BousbimmaCcTBO TAanIeHTOB MMEIOT MUKPOAHTIOIa -
TUYECKYI0 aHEMUIO, TPOMOOIIMTOIEHMIO U AVIC(PYHK-
M0 II0YeK, TOTJa KakK APYrue AeMOHCTPUPYIOT
OBICTPO IIPOTPECCUPYIONIYIO NUCHPYHKINIO TPAHC-
njaHtaTa 0e3 KJIAaCCUYEeCKMX IeMaTOJIOTMYEeCKUX
IPOABJIEHUIL

VIaMeHeHNA 110 KOJIMYECTBY TPOMOOIIUTOB JOJI3K -
HbI ObITH BBIABJIEHBI BO BPEMs BIIM30J0B AUCHYHK-
uyn TpaHcmaHtata ¢ I'YC kak nepBOHaYaJIbHON
IPpMYMHON TepMMuHaJbHOM cTaguy XITH.

I TeX, y KOro OTMeUeHO MajieHye KOJMIecTBa
TPOMOOIIUTOB, 00A3aTEJIBHO JOJKHBI ObITH BBIIIOJI-
HEHbI JOIOJHUTEeJIbHbIE JCCJIeIOBAHNA, TaKMe KaK
JccyeloBaHNe Ma3Ka MepudepuuecKkoil KpoBM Ha
IpeaMeT HaJm4duA 00JIOMKOB KJIETOK (IIIMCTOILITOB),
aHaJIM3 KPOBM HA TaIlTOrJIOONH U JIaKTaTIerugpore-
Ha3y AJd JOKYMEHTMPOBAaHUA TeMOJIN3a.

Y manMeHTOB C peuMAaMBaMM JOJTOCPOYHAA
BBIKMBAaEMOCTh TPaHCIIaHTaTa HuKe (0K0J0 30%).

Crparernu JiedeHus BRJIIOYAJIM IIas3Madepes,
BHYTPMBEHHOE BBeJe€HlMEe JMMYHOIJIOOYJIMHOB 1
putykcumab.

ArpeccuBHBII IyIazMadepes ¢ UCIOJIb30BaHNI-
eM CcBeXe3aMOpOoKeHHOI mniasmbl (40—80 mi/kr
Macchl TeJjla 3a CeaHC) IOBBIIIIAeT YPOBHU Jedu-
LUTHBIX (PAaKTOPOB U obecreumBaeT OOHAIEIKIBAIO-
1Jie pe3yJbTaThl JajKe y TeX Mal[ieHTOB, KOTOpble
uMeroT MyTanuu dpaxkropos H n L.

ITockosbry parTop H cuHTE3mMpyeTca B mede-
HI, KOM6I/IHI/IpOBaHHaH TPAHCILJIaHTalNsA IIeYeHN
II0YKM (BMecTe C IIa3MadepesoM 0 U BO BpeMsd
orepalmy C JCI0JIb30BAaHMEM CBEXKE3aMOPOKEHHOI
IIa3Mbl ¥ HU3KOMOJIEKYJIAPHOTO TelapyHa) MOXKeT
CHUBUTb PUCK PELVINBA.

BuyTpuBenHOe BBeneHME MMMYHOIJIOOYJIHOB 1
purykcumaba IoKasajsio BOBMOKHOCTb YJIYYIIUTH
cutyanuio ¢ peruanBupyomyM I'YC, yCTodmMBbIM
K MHOKEeCTBEHHBIM KypcaM Iasmadepesa.

Her Hurkaxmx moxasaTesibCTB TOTO, YTO HEIIPU-
MEHEHVe MHIMONUTOPOB KaJIbIIMHEBPUHA, IIpoJude-
patusHoro curtaJsga u OKT3 (koTopsle caMu MOTyT
BBI3BATb TPOMOOTINYUECKYIO MUKPOAHTMOIIATIIO) IIPU-
BeJIeT K COKPAIIeHMIO PYICKA PenyyBa.
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ANCA-accouvunoBaHHbIA BACKYNUT
1 auTn-GBM-3aGonesaxune

I ANCA-acconummupoBaHHBIMI BacKyJIUT, U
aaTu-GBM-3aboseBaHne MOryT HOpPOABJIATHCH
onicTpomporpeccupyroieir XIITH u rioomepyJsoHe-
pPUTOM € TOTYITYHUAMIA.

YacroTa penmansa HMUKE, €CIM BO BpeMd Iepe-
canku 3abojsieBaHNe HAXOOUTCA B JATEHTHON hase.

B anmasmmse nysna napHbIX 1o 127 mamnueHTam C
ANCA-accormmnpoBaHHbIM BacKyanuToM y 17% 60ib-
HBIX OBLJ PEeUNAUB, C IIOYEYHBIM IIPOABJIEHNUEM — Y
57,1%.

Oucdyurnma nouku Habuaoganack y 33% mua
MalJeHTOB, IMEBIINX PELVINB.

ITocyenaue mccyieNOBaHNA MTOKA3aJyl MEHBIIIYIO
4acToTy peruanBoB (7%), B GOJBIINHCTBE IPOUCKO-
IVBIINX IIOCJIe 1-TO rofia, ¢ OTCYTCTBMEM IIPSIMOTO
VIV KOCBEHHOT'O BIMAHYA Ha (DYHKIVIO TPAHCIIJIAH-
Tara.

Permpgreser ANCA-accoummpoBaHHOTO BaCKYJIUTA
OOBIYHO IIPOABJIAIOTCA B ITOYEYHOM TpAaHCIJIAHTATe
KaK NayLM-VIMMYHHBII HEKPOTU3UPYIOLINII IJIOMe-
PYJIOHe(PUT, HO (DYHKIMA TPaHCIJIAHTATa TaKiKe
MOSKeT OBITb HapyIIeHa OCTPBIM apTEPUMTOM, CTe-
HO30M MOYETOYHNMKA M OOCTPYKTMBHOI yponaTuen
13-3a TPaHyJIEMaTO3HOTO BACKYJINTA.

Teuenne 3aboseBaHNA N0 TPAHCIIAHTAIVIN, IO~
T 3aboseBannsa, Tun u TuTp ANCA, Bpema TpaHc-
MJIAHTAIMY UJIV TUII IOHOPA He IIOMOTaloT IIpeCcKa-
3aTh BEPOATHOCTD PEIVINBa.

ANCA-acconmmpoBaHHBI BacCKYJUT II0YEK
OOBIYHO XOPOIIIO OTBEYaeT Ha BBICOKME JI03bI IIpeJi-
HM30JI0HA U IMKJIOpocaMuia.

Ipyrue BapmaHThI JIeU€HNA, KOTOPbIE OBLIV IIPO-
BepeHbI, BKJIOYAIOT IPKeM MUKO(EeHOJIaTOB, MIa3-
Madepes ¢ BHYTPVUBEHHBIM BBEJIEHMEM VIMMYHOTJIO-
OynyHOB My 6e3 Hero u pUTyKcumao.

Tucrosiornyeckne OOKa3aTeJIbCTBA HAaJIMYUA
aHTU-GBM-3a00s1eBaHNA MOXKHO OOHAPYKUTH IIPU
6uoricuu B 15—50% cayuaes.

Kamandeckne penmanBbl ABIAIOTCA OoJiee pef-
KVMM ¥ OIVICAHBI TOJIBKO M30JIMPOBAHHO B OTYETaX
110 Pa3PO3HEHHBIM CJIydasaM.

ITorepsa TpaHCcIIaHTaTa M3-3a PEIMANBaA CUMTA-
eTcA PeKUM CIIydaeM.

YacTora pelUAMBOB MOYKET OBITH BBIIIE ¥ TEX
MMaIeHTOB, KOTOPble MMEIOT LUPKYJIMUPYIOILIe
aHT-GBM-aHTHTeIa HA MOMEHT TPaHCILJIaHTAIVIN.

Jleuenne anTn-GBM-3aboseBaHys B KIVHIYECKN
aKTVBHOM CTaJMM MOKET BKJIIOYATD ITYJIbChI CTEPOM-
IoB, 1uKJogocdamus U ImnasMadepes, 0COOEHHO

€eCJiM MMeeTCs IIOTEeHIMaJIbHO yrposKalolee KU3HU
BOBJIEYEHME JIETKUX.

Nepsuunan mMnepoxcanypua

IlepBuunasa runeporcaslypusd BbI3BaHA HeEIO-
CTaTKOM II€YE€HOYHOI'O IIEPOKCUCOMAJIbHOIO aJIaHM-
Ha: [VIMOKCUJIAT-aMMHOTpaHcdepasa BeleT K yBe-
JIMYEHNIO CUMHTe3a ¥ MOYeBOl DKCKpelMM OKcaJa-
TOB, PELVOVBUPYIOIIEMY OKCAJAaTHOMY yPOJIUTHA-
3y, HeoOpaTuMOMy He(POKAJbLUMHO3Y ¥ KOHEYHOI
cragunu XITH.

ITIpn XITH HepacTBOpUMBIE OKCaJaTbl HaKaIlIM-
BaIOTCA BO BCEM OpraHm3Me, 0OCOOEHHO B KOCTHAX U
cocynax.

ITockonery medekT pepMeHTa MPY MEPBUUIHON
TUIIEPOKCANYPUI HE KOPPUTMPYETCA C IIOMOIILIO
TPaHCIUIAHTAUMM M30JIMPOBAHHBIX IIOYEK, Ilepe-
IIPOMBBOJICTBO OKCAJIATOB COXPAHAETCA VM BENET K
pPenaAVBY IENO3UTOB OKCcajlaTa KaJbIMA B TKAHAX
ceoitre 90% mepecaskeHHbIX MOYEK UM B KOHEYHOM
UTOTe — K IIoTepe TPaHCIJIaHTaTa, eciau (PepMeHT
He 3aMeHdAeTcA IIyTeM OJHOBPEMEeHHO TpaHCIJIaH-
Talyy IIeYeHN.

Ob1asa KOHIIEHTPpanyA OKCaJIaTOB BO BCEM OpTra-
HJBME OYeHb BBICOKA y INAIVEHTOB C TePMMUHAJb-
Holt cranuert XIIH, a ypoBeHb SKCKpeLy MOYeBOTO
OKCcaJlaTa 3HAYUTEJBHO pacTeT cpa3y IIocJe TOro,
KakK cTabmimaupyerca (PyHKIMA TPaHCIIJIaHTaTa.

YPOBHM OKCAJIATOB IJIAa3Mbl ¥ MOYM MOLYT
OCTaTBCs BBICOKVMM B Te€UEHVE HEKOTOPOTO BPEMEHN
Jlaske y IalMIeHTOB, IIePEeHEeCIINX OJHOBPEMEHHYIO
TPaHCIIJIAHTALMIO [TI0YEK U IIeYEeHIL

Bricokasa KOHIEeHTpauusa MO4YEBOTO OKcajlaTa
crIoco0CTBYeT BBINAJEHMIO OCAJKOB KPUCTAJIJIOB
OKcaJlaTa KaJblUsA CHadaJjJa B AMCTAJbHBIX [IOUed-
HBIX KaHaJbllaX, a Jajiee BeleT K IMCHYHKIUU
TPaHCILJIAaHTaTA.

Bropuuno 3TO Tak:Ke BBIBBIBAET OCAKIEHUE
OKcaJlaTa KaJbLMA B IaPEHXVMe TPAaHCIIAHTAaTa, a
Jajee — MMCYHKIMIO TPAHCIIAHTATA.

OueBMAHO, YTO HTOT PUCK BO3PACTAET y TeEX
MMalIVIeHTOB, KTO MMeJ IEePBUYHYIO OMCQHYHKIMIO
TPaHCIIJIaHTaTa.

IIpoTOKOJIbI TPaHCIIIAHTAIN, CO3/ITaHHbIE TAKIM
00pa30oM, YTOObI CBECTY K MMUHMMYMY OCJIOXKHEHUA
peLmanBMUpYyOIMX 3ab0IeBaHMil, BKJIIOYAIOT JaHHbIE
0 paHHEM IIOCTTPAHCIJIAHTAIIVIOHHOM Pa3yKIKEHNUN
MO4l depe3 arpecCUBHBIE KUAKNE Cpelbl, a TaKiKe
paHHMe U 4HacTble OMaJiu3bl y TeX IaleHTOB, KTO
MMeeT OTCPOYEHHYIO (DYHKIMIO TPAHCIIJIAHTATA.

XoTsA TPaHCIUIAHTAIMA M30JIMPOBAHHBIX II0YEK
He PeKOMEHJyeTCdA IIPY IEePBUYHOV TMIIEPOKCAIY-
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puM, ee MHOIAA OCYIIECTBJIAIOT B Pa3BUBAIOIINXCSA
CcTpaHax, Ie TPaHCIJIAHTALMA [TIeYeH) HeJOCTYyIIHA.

IlepBuyHasa runepoxcasypusa HEM3MEHHO peryi-
IVBUPYeT y TeX MallleHTOB, KTO IIepeHeC U30JMPOo-
BAaHHYIO TPAHCIJIAHTALMIO TIOYKM, a JaJjlee BeJeT K
IIoTepe TPAHCILJIAHTATA.

Y nanuenTos ¢ mytaryen Glyl70Arg, nmeronmx
YYBCTBUTEJIBHOCTL K IIMPUIAOKCUHY, HYKHO Ha3Ha-
4aTh BBICOKME JI03bl MMPUAOKCIHA, €CJI UM IPOBO-
AT IIepecagKy TOJBKO ITOYKIL

910 3aboJieBaHNE MHOTA OMATHOCTUPYIOT BIIEP-
BBIe II0CJIE TPAHCILJIAHTAIN [I0YEK 1PV OOHApYIKe-
HIY JET03UTOB OKCAJIATOB Ha OMOIICUNM Y TallIEHTOB
¢ nucpyHKIMEN TpaHCIIJIaHTaTa.

Korpga »T0 BO3MOYKHO, TaKUX OOJBHBIX HYYKHO
HaIIpPaBJATH B CIIENMAJIM3UPOBAHHBIE I[€HTPHI AJIA
TPaHCIIJIAHTAIIUY [T€YEeHI.

Ha Oummmoxaiinem mocjeomepaliOHHOM 3Talle
JIOTIOJIHUTEJbHbIE CEAaHCHl NMaJjn3a MOTYT OBITH
HeoOXOAMMBI AJIf KOHTPOJIA YPOBHSA OKCAJIATOB B
KPOBHU, J0 TEX IOpP, [IOKA [IeYEeHb HE HAYHET (PYHK-
OMOHMPOBATDH ITIOJIHOIIEHHO.

Konkpernble Mepsbl, npenHa3Ha4YeHHBbIE NOJIA
IIOBBIIIIEHN 9KCKPEIM) OKCAJIATOB VI CHUKEHUS UX
BBIPaOOTKY, IIOMOTAOT B MUHUMU3ALUN PELUINBOB
U JOJIKHBI ObITH IIPMMEHEHBI JJIA BCEX IallIEHTOB
B TeudeHle IIePBBIX MEeCAIeB UM JIeT II0CJIe TPaHC-
IIJIAHTAIMY TI0YeK MJIM KOMOMHMPOBAHHOI TpaHC-
IJTAHTAIMY [TIeYeHbII0YKa.

K mHum oTHOcATcA mopmepsraHme nuypesa Ha
ypoBHe >3,0—3,5 JI/CyT U UCIOJb30BAHME II€JI0YU-
HOTO IMTpaTa, HEMTPAJILHOTO dpocdaTa 1 OKCHUAa
MarHmsA.

Crporue orpaHmyeHus B AMeTe II0 OKcaJaTaM
JaloT O4YeHb OrPaHMYEHHBIN >(PPEeKT, HO IpueM
IIPOAYKTOB, YPE3BbIYAHO DOraThbIX OKcaJlaTaMu U
aCKOPOVMHOBOI KICJIOTOM, IPeIIIeCTBEHHNKOM OKCa-
JIaTOB, HE PEKOMEH/IyeTCH.

dapmakogornueckre H03bI TUPUIOKCUHA MOTYT
CHUBUTH TUIIEPOKCATYPUIO Y HEKOTOPBIX ITAIMEeHTOB,
0coDeHHO y TeX, KTo uMeeT myTanuio Glyl70Arg.

OTBeT Ha NMPUIOKCUH MOYKHO OI[€HVBATD IIyTEM
Habsronenusa >30% CoKpallleHnsa SKCKPeIy MoYe-
BBIX OKCAJIATOB IIpM J03e nupupokcmua 10 mr/xr/
CYT y KPOBHBIX POJICTBEHHMKOB OOJILHOTO C MeHee
TAMKeJBIMN (popMaMM OOJIE3HU ITOYEK, eCJIM DTO He
ObLIO CIleJIaHO Ha dralle A0 AMaJin3a.

OresaunBaHye MOYHM IIUTPATOM YMEHBIIIAET PUCK
IIPECHIIIEHNA MOUEBbIX IIyTell OKcaJaTaMU KaJbIUA
myteM ob6pas3oBaHUA PAaCTBOPMMOIO KOMILJIEKCA C

KaJIbI[VieM, KOTOPbIVl YMeHbIIaeT BePOATHOCTb CBA3-
KJ M BBIIAJIEHVM 0CAJKOB C JAPYTMMM BeIleCTBaMI,
TaKMMJ KaK OKCaJaThbL

JosnpoBka Ipenaparta HaTpMUA MUIM HATPUA/
KaJIMA IATPaTa JOJIKHA OBITh paccunTaHa Kak 0,1—
0,15 r/Kr Macchl TeJa.

AJIeKBaTHOCTB Tepamnmy ¥ cOOJIIONeHMA Ialy-
€HTOM Ha3HA4YeHUII MOKeT ObITh IIPOBEepeHa IIyTeM
nsMepenua pH Moun 1 sKCKpenuy 1UTpaTa.

Oprodocdart (20—60 mr/cyT), HAPAXY C IUPU-
JIOKCVHOM, TaKsKe II0OKa3aJl ClIOCOOHOCTDb COKPAIATh
KPUCTAJIM3alNI0 OKCAJIaTOB MOYEBOTO KaJIbIUA.

bone3ub dabpu

Bonesub Pabpu sBiseTcsa pegrum, X-CBA3aHHBIM
HaCJIeJICTBEHHBIM 3a00JieBaHMEM, KOTOPOE XapaK-
TepuayeTcAd HEIOCTATKOM aJjbda-rajakTo3uga-
3bl (alpha-Gal-A), npuBOIAIIIMM K IIOCTEIIEHHOMY
CHCTEMHOMY HAKOILJIEHMIO IJIMKOCHVHTOJIAIINIOB.

TpancmaHTaIMA ABJAETCA JedeHMeM BbIOOpa
I OOJIBIIMHCTBA OOJBHBIX C TEPMUHAJBHON CTa-
nueit XITH B ucxone 6osesuu Pabpu.

XoTA mauueHThl ¢ 3TUM 3aboJsieBaHNEM MOIYT
MIMETH I'YICTOJIOTUYECKNE PELAVIBEI B TPAHCILIIAHTA~
Te, He ICHO, KaK YacTO BTY PEIMINBbI OKa3bIBAITCA
IPUYMHO ITOTEPU TPAHCILIAHTATA.

Henasune o6cnenoBanmsa US Organ Procurement
and Transplantation Network 197 penumnneHnToB ¢
6ostesubio Dabpu moraszainu 74% BbLIKMBAHME D-JIET-
HEro TpaHCIJIaHTaTa I10 cpaBHeHu:o ¢ 64% mnpu gpy-
rmux 3a00JI€BaHUAX MIOYEK.

B macrosdmee BpemsA OOCTYIHBI OBa COCTa-
Ba pexoMmbuHaHTHBEIX alpha-Gal A uyesoseka:
agalsidase-anbda (mpomsBoguress — Replagal,
Transkaryotic Therapies, Cambridge, MA) u
agalsidase (mponssoguress — Fabrazyme, Genzyme,
Cambridge, MA).

Jleuenne pexombuHanTHBIM alpha-Gal A weso-
BeKa y MaIeHTOB, He ABJIAIIIMXCA PeIUINeHTaMH,
[I0Ka3aJ10 YMeHbIIIeHNE [IPOIIEHTa CHIKEHNA PYHK-
LY TIOYEK.

OpfHaKO He fACHO, YBEJUYMBAET JU JedeHUe
BbI)KMBA€MOCTb Yy HMX TpPaHCILJIaHTaTa WJIM Ke
YMEeHbIIIaeT APYyTue OCJIOMKHeHns Oosie3ur Padpu.

Jleuenne, MO-BUAUMOMY, ABJISAETCA O€301aCHBIM,
OJHAKO OHO OYEeHb JIOPOT0, 1 He M3BECTHA DKOHOMI-
geckad 9(PpPEKTUBHOCTD JJIA YIIYUIIeHU Pe3yJibTa-
TOB ¥ PEIMINEHTOB ITIOYEYHOTO TPAHCILJIAHTATA.



