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Hedponatuu

* HedoponaTtum - 3aboneBaHnsa NapeHXnMbl NOYEK
Pa3NN4YHOW 3TNUOSOMMM N NaToreHesa, 0gHu ¢
npeobnagaHnem nopaxxeHms rmoMepynsapHoro,
apyrue TybyrnomHTepcTuymansHOro annapara
noyvek, nposiBraroLwmecs nmdo BblpaXXeHHbIMU
oTekamu, rmnepTeH3nen 1 Mo4eBbIM CUHOPOMOM,
nnMbo n3onNmMpoBaHHbLIMU N3MEHEHUAMMN B MOYE.

 Hedoponatmm MMerT CKIMOHHOCTb K
NporpeccnpoBaHno N HEPEOKO COYETAKOTCA C
NnaTonorMen Mo4YeBbIBOOALLEN CUCTEMBDI.



CuHapom AnbnopTa

 CuHaopom Anbniopta (CA, cuHoHUM:

U o .

Hacsie0cmeeHHbIU Hegpum) — HEMMMYHHas
reHeTu4eCcKn oeTepMmMHNpoBaHHagd
rmomepynonaTtuns, obycnoBrieHHas MyTaLUnUeN reHoB.,
KOOUPYOLWMX KonnareH 4 Tuna 6asarnbHbiX MeMOpaH,
nposBnarlasaca rematypmen n/mnum npoTenHypuen,
NPOrpeCcCcUpyroLLMM CHUXEHMEM MOYEYHbIX QYHKLNN,
HepeaKko coyeTatolasdcs ¢ NaTofIornen crnyxa u
3peHus (HI).

[MTpu CA Tak e peako HabnogaetTcss nemoMmomMaTos U USMEHEHHbIE
TPOMOOLUTHI.

KonnareH IV TMna cocTouT N3 reTepoTpMMepoB, COCTABIEHHbIX N3
KOMOWHauum 6-Tn anbda ueneu:

anb@a 3, 4 n 5 uenu B rmMomMepynsipHeIxX 6asanbHbIX MeMbpaHax
(FBM);

anbda 1 n 5 uenu B bazanbHon membpaHe (bM) kancynsl boymeHa u
ancTanbHou TyoynapHon BM.

[eHbl COL4A1 n COL4A2 pacnosioxeHbl Ha 13 xpomocome, COL4A3 U

CNlLAAA N D) vnnAniancecnnioe CO AN i aCO ANANGCE L1 Y VNRARMNACNALNO



annaemuonormnga CA

YacTtoTta CA B nonynsuyumn coctaBnsaeT 1:5000. OH cryxuT
NPUYNHOUN 1% BCEX CllydaeB XPOHUYECKON NOYEYHOM
HepocTtaTtoyHocTu (XI'TH) B EBpone. B 2,3% cny4yaes novyeyHagd
TpaHcnaHTauuda nposoanTca 6onbHbiM ¢ CA.

CA onucaH y npeacrtaBuUTernen BCEX pac Ha BCEX
KOHTUHeHTaX. BcTpevaeTtcs CA o4eBUOHO Yalle, YeM O HEM
coobLlaeTcs, B CBA3U C Pasfind4HOW NEHETPAHTHOCTbLIO U
9KCMPECCUBHOCTLIO reHa, MyTaunst KOTOPOro ero
obycnaBnmBaer.

YacToTa pasnnyHbix BapmaHToB CA (ayTOCOMHO-
OOMWHAHTHOIO N ayTOCOMHO-PeLeCCUBHOIO) HeogMHaKoBa B
PasfNYHbLIX NONyNAUnAX.

[1o anngemuonornyecknum aaHHbiM B Poccum yactota CA
cpean geTckou nonynaunum coctasnsana 17:100000
HaceneHus. [pu gnuTenbHOM HabnNaeHUN 3a YNneHamMu
ceMbm ¢ CA ObINmO OTMEYEHO, YTO Y XEHLLMH MOXNIOro
BO3pacTa, KaK 1 y npeacrtaBUTENEN My>XCKOro rnona,
OTMEYaEeTCHA CHMXEeHNE PYHKLMN MOYEK.



Knaccudpukaumna CA

Knaccudukauma CA B HacTosiLLeE BPeEMS
NpoBOAMTCA NO TUMY HacneaoBaHUA:

o X-cUenfeHHbI JOMUHAHTHbLIU
(knaccun4vecknn) 80%;

* ayTOCOMHO-peLeccuBHbIN 15%;
* ayTOCOMHO-OOMUHAHTHbLIN 5%.



[Mpn myTaumnm COLAAS BbIAENAOT bonee TsKenble BapuaHTbl: AeneLunuy,
HOHCEHC N CNNTaNCUHT MyTauum n 6onee nerkmin BapnaHT — MUCCEHC
MyTaums.

* Y nnuy myxckoro nona ¢ X-cuensieHHbIM JOMUHaHTHbIM BapnaHTtom CA

3aboneBaHne NMeET nporpeccupyroLlee TedeHme: TepmmHansHas XrMH
pa3BuBaeTcd y 50% B Bo3pacTe A0 25 nert, y 90% — B Bo3pacTe 40 40 neT u
noyTn y 100% B BO3pacTe A0 60 net. [1pn geneunm nnm HOHCEHc-MyTaunm
COL4AS puck passutunsa tepmuHansHon XI'H B Bo3pacTte o 30 ner
cocTasnsaeTt 90%, npu cnnancuHr mytaumm — 70%, a npn MUCCEHC MyTaumnm —
50%. BaxxHOCTb onpegeneHns Tuna mytaumm o60CHOBLIBAETCS BblpaXXeHHOM
doeHOTUN-reHOTUNMNYECKOU KOpPENALMEN, YTO BaXXHO AJ15 MPOrHo3npoBaHug
CPOKOB OKa3aHMsA NOMOLLM (3aMeCTUTeNbHaga Tepanud) aTum nayueHTtam. B
OONbLUIMHCTBE CryYaeB CPOKM pa3BnTua TepmmHansHon XINH y mans4mkos ¢
X-cuenneHHbIM JOMUHAHTHbIM BapmaHToM CA CX0XU ¢ ApYyrMMun YneHamm
CEeMbM MYXXCKOro nomna, 4To no3BoSisieT NPOrHo3npoBaTb BPEMS HACTYNNEHUS
TepmuHanbHon XINH paxe 6e3 onpeaenenns reHotmna. Y XXeHLuH ¢ X-
cuensieHHbIM JOMUHAHTHBLIM BapnaHToMm CA Takoin B3aMMOCBSI3N
HaCTynneHnsi CpokoB TepMunHarnobHoun XINH He HabntogaeTcsl, BEPOATHO, N3-
3a X-nHaktueaumn. PewneHune Bonpoca 006 akTUBHOM Tepannun y XXEHLMH C X-
cuenfieHHbIM JOMUHAaHTHbIM BapnaHToM CA 3aBUCUT OT pakTOpPOB pucka
NpPOrpeccnpoBaHns: NPOTEUHYPUA, MaKporemMaTypumsa N HEMPOCEHCOPHad
TYrOoyXxocCTb.

AyTOCOMHO-peLeccmBHbIM CA cBA3aH ¢ MyTauuen B 0bounx annensax COL4A3
nnn COL4A4. [eHOheHOTUNMYECKNE KOPPESALUM HE TaK BblpaXeHbl, HO
XapaKkTepHo pa3suTtue TepMmuHansHou XI'NH k 30-neTHemy Bo3pacrTy.

AyTOCOMHO-A0OMUHAHTHbIN CA cBA3aH ¢ MyTauunen B COL4A3 nnmn COL4A4 n

~
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* HHomamopdusm yasTpacTpykTyphl bBM KiIy00uKoBOro KammLisipa. Y4YacTKH
pPa3IHYHOH TOJIIHHBI, NOTeps TPeXCAOHHOCTH, paccjloeHHe H [e30praHH3aAnHsAd
mjaoTHOH miaacTuabl (Lamina densa).

* boabnon C. 8 jet. /[marnos: caagpom Aasnopra



BblI[eJIHIOT TPpH BapuaHTa HACJICACTBCHHOI'O He(l)pl/ITa:

I BapuaHT - KIIMHHYECKHI
IIPOSIBISAETCS HEPPHUTOM C
reMarypuei, TYyTOyXOCThIO
U NIOpaKeHUEeM IJIa3.

Teuenne Hedpura
IIpoTrpeccUpyrolee ¢
pasButueM XIIH.

THIo HacJIeOBAHHSA -
JTOMHUHAHTHBIH,
CIIEIIEHHBIN ¢ X-
XpOMOCOMOH.

Mopdoaornueckn
BBISIBIISIETCS HapyllIleHUe
CTPYKTYpbI Oa3aabHON
MeMOpaHbI, €e HCTOHUCHUE
U paclleruieHue.

II BapmaHT- KIUHUYECKH
IIPOSIBIISIETCS HEPPHUTOM C
remaTtypueii 6e3

TyTOyXOCTH.
Teuenne Hedpura

IIporpeccupyronee ¢
pasButueM XIIH.

THI HacJIeqoBaHHA -
JIOMHHAHTHBIH,
CIIEIUIEHHBIH ¢ X-
XpOMOCOMOM.

Mopdoaornueckn
BBISIBIISIETCS HCTOHUYECHUE
OazanpHON MEMOpaHBI
KaluIsIpOB KITyOOYKOB
(ocobenno laminadensa).

IIl BapnanT -
n00poKayecTBEHHAS
ceMeliHasl reMaTypusl.

Teuenne OmaronpusiTHOE,
XpOHHYEeCKas IoueuHas
HEJI0CTAaTOYHOCTH He
pa3BUBaeTCH.

Tan HaciexoBaHus -
ayTOCOMHO-/IOMHUHAHTHBIIH
U ayTOCOMHO-
pelleCCUBHBIIL.

[Ipu ayTocomHO-
pEelleCCUBHOM THIIE
HaclIeI0BaHUs y KeHIIHH
OTMEUeHO Ooee TsKeI0e
TedeHHe 3a00IeBaHuUsl.
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KnunHnyeckas anarHoctuka CA

(1)

« [na anarHoctukm CA HeobxoanmMo rnpucyTCTBUE TPEX U3
NATU NPU3HAKOB: remaTtypua unu netanbHoin ncxog ot XIH
B CEMbE; reMartypus u/unuv nPoTENHYPUA B CEMbE;
cneundunyeckmne nameHeHmna bM knybo4dkoB y 60nbLHOMo npu
9IIEKTPOHHON MUKpocKkonuu (OM) bnuonTara; CHUXKEHMeE cryxa

Nno AaHHbIM ayaANOMETPUHECKOIo NccryieaoBaHuA,; BPOXOAEHHAaA
NaTos1ornd 3peHnA.

o ITU KpUTEPUM OOOCHOBBLIBAIOT HEOOXOANUMOCTb TLLATESTBHOIO
cbopa AaHHbIX O HaNMMYMM OgHOTUMHON KITMHUYECKOW KapTUHBI
N netarnbHbIX ucxonos oT XITH y KpOBHbIX pOACTBEHHUKOB,
NpoBeaEHNE SNTIEKTPOHHO- MUKPOCKOMNYECKOrO
nccrnenosaHnst HeppobuonTaTos, TWaTenbHOEe
obcnenoBaHne npobaHga n poacTBEHHUKOB AS1A UCKITIOYEHUSA
HEMPOCEHCOPHOM TYrOyXOCTW N NaTonornm 3peHuns (Hanbonee
XapaKkTepHO Hann4ymne neHtukoHyca) (HI).




KnnHnyeckaga anarHocTuka (2)

Y Bcex DoSibHbIX MMeeTca beccMMnToMHas MUKporeMaTypus; y eBOYEK K
MarieHbKMX MarbYnMKOB OHa MOXET BO3HUKATb nepuogndecku. NpmmepHo B 50%
cliyyaeB Yepes 1-2 oHA nocne pecnupaTtopHOU MHJbeKL MM NoABIAeTCA
MakporemaTypus. Y Mans4MKoB YacTo HabnogaeTca NpoTeNHYPUS, HO Y AeBOYEK
OHa MOXeT ObITb crabon, npexoasawen unu BoodLe oTcyTcTBoBaTb. KO BTOpoMy
OECATUNETUIO XKXU3HU NPOTEUHYPUS OOBbIYHO NMPOrPECCUPYET, MPEUMYLLLECTBEHHO Y
NKL, MYXCKOro norna, Hepeako npesbiaeT 1 r/244  MOXeT COMNpOoBOXAAaTLCSA
He(pPOTUYECKUM CUHOPOMOM.

K BHeno4e4vHbIM nposieneHnsiMm CA OTHOCATCA TYrOYXOCTb U HApyLLEHUS 3pEHUS.
[1BYCTOPOHHSASA HEMPOCEHCOPHAas rMyxoTa, KOTopasi HUKOraa He NPosIBNSETCS B
paHHME CPOKM NOocre poXaeHUs, oTmevaeTcsl y 90% reMm3nroTHbIX MansYmnkoB ¢ X-
cLenneHHbIM cuHApoMoM AnbnopTa, y 10% reTepo3uroTHbIX 4eBOYEK C X-
cuenneHHbIM CA n'y 67% 60MnbHbIX C ayTOCOMHO-PELIECCUBHBIM CUHAPOMOM.
BHauyane HapyLlaeTcst BOCNPUSTUE 3BYKOB BbICOKOWM YaCTOThl, HO MOCTENEHHO
BornbHble NepecTatoT ChblllaTh 0ObIYHYO PAa3roBOPHYIO PeYdb, U UM NPUXOANTCS
NONb30BaTbLCA CIyXOBbIM annapaTtoMm. [na3Hble HapyLleHUs BbiSBNATCS Y 30-40%
BonbHbIX ¢ X-cuenneHHbIM CA 1 BKIHOYatoT nepeaHuii NEHTUKOHYC (CMeLLeHne
LleHTpanbHOM YacTu XpycTanuka B NepeaHo KaMepy rnasa), KpanuHKM Ha KenToMm
NSATHE U 3PO3UN POrOBULIbI.

B penkux cny4vaax HabntogaeTca nenommomMmaTos nuiieBoaa, Tpaxen, OpoHXoB r
XKEHCKMX HapPY>KHbIX MOMNOBbLIX OPraHoB, a Takke U3MEHEHNE TPOMOOLNTOB.
JlemommomaTo3om Ha3bIBAETCA NATONOMMYECKUIM MPOLIECC, XapaKTePUCTUKaMM
KOTOPOro ABNATCS Nponndepaums rinagkmux BOTOKOH MblLLL, B TKAHAX U OpraHax,
KOTOpbIE coagepXaT B HOpMe rmMagkoMbILLEYHYHO TKaHb.



[NunarHoctuka CA (3)

[Mpn ayTOoCOMHO-peLeccnBHbIX popmax CA, a Tak e B YacTu cnyvaes
ayTOCOMHO-OOMMWHAHTHbIX, B TOM 4YuCre U Npu X-cUuenieHHbIX gopmax
3aboneBaHus], ATUX MNPU3HAKOB HEQOCTATOYHO U HEODHXOAMMO NpoBeAEHNE
MOJTEKYISAPHO-reHeTn4Yeckoro nccrnegosanus (HI).

OIEKTPOHHO-MUKPOCKOMUYECKUMMN KPUTEPUAMU ONArHOCTUKN ABIAKOTCS:
nctoHyeHne bM, ocobeHHO ee cpeagHeun NNacTUHKK lamina densa,
OoOHOBpPEMEHHO HabntogaeTtcs paclwenneHne bM n nosiBneHne ee CriouCToCcTMw.
Mpn OM BruonTaTa NOYKM 0AHOBPEMEHHO C TOHKMMU [TBM BbIBNAOTCSA
yTonuieHHble [ BM ¢ yyacTkamu NpOCBETIIEHNA, HAaNOMUHatloLWme NYenmnHole
coTbl. BM TepstoT CBOO CTPYKTYPY, BHYTPU HUX MOSABIIAKOTCA CKOMIIEHNA
TOHKOrpaHyrnspHoro BeLlecTsa. [1o Mepe AanbHeNLWero NnporpeccMpoBaHus
BbonesHn npouncxoauT Tskenas aectpykuma 'bM ¢ ee ganbHenwnm
yTonuieHmem n guctpodmen (HI).

[emaTypusa asnsieTcs Hanbornee paHHUM nNpusHakom CA.
MwukpoansbyMmuHypus, a B nocnenyroLemM npotTenHypus, Boisisrndetcs B bonee
NO34HUN Nepunoa U ee BblpaXXeHHOCTb OnpeaenseT CKOpoCTb
nporpeccupoBaHna 3abonesaHna (HI).

NHTepcTuumnansHbin pubdpos, Kak 1 npu gpyrnux rnomepynonartusx, urpaet
BaXXHY0 porib B riporpeccupoBaHum CA. oaTomy Mepbl HarnpasBreHHbIE Ha
npegynpexaeHne popMmnpoBaHma N NPoOrpeccnpoBaHNa MHTEPCTULNATTBHOTO
dmnbposa npmn CA HeobxoanmMo Ha4ymHaTb B AeTckom Bo3pacTte (HI).



OndpdepeHumanbsHaga gnarHocTmka
CA

C eemamypu4yeckoli ¢opmoli npuobpemeHHO20
2J/1oMepyrioHepuma.

[TpMOOpPETEHHLIN TITIOMEPYITOHEPUT UMEET Yallle OCTpoe
Ha4yano, nepuog 2-3 Hen nocne nepeHeceHHOM UHAEeKL U,
9KCTpapeHaribHble Mpu3Hakyu, B TOM 4YUCIIE TUMNEPTEH3UD C
nepBbIX OHEN (nNpun HacnegcTtBeHHOM HedpuTe, HanpoTuB,
rMMOTOHUSA), CHWXEHME KnybodkoBOM dounbTpauum B Hadare
3aborieBaHusA, OTCYTCTBME  HapyWeHua  napumarnbHbIX
KaHanbueBbIX PyHKUMN, TOrga Kak npuv HacnegctBeEHHOM OHU
NPUCYTCTBYIOT.

[MpnobpeTeHHbI rmoMepynoHedput npotekaet ¢ Oonee

BblpaXX€HHON remaTtypuen n npoTevHypuen, ¢ yBennyeHHoW
CO3.

[OunarHocTunyeckoe 3HadeHne UMEKT TUMNYHbIE N3MEHEHNS
rmomMmepynsipHon  6asanbHOM  MeMOpaHbl, CBOWUCTBEHHbIE
HacneancTBEHHOMY HEQQPUTY.



Jleyenne CA

Marnunkam ¢ CA, cBs3aHHbIM C MyTaunen COL4AS5, KOTOpbIEe UMEIOT
aeneumto, HOHCEHC UKW CNNanuCUHI MyTauulo UMM UMEKOT B CEMbE Crydau
pa3suTusa tTepmuHansHon XINH go 30 neTHero Bo3pacTta AoSKHa
NpoBOANTLCA Bonee paHHAA N akTUBHasi Tepanusa CHuXKatoLlas
NPOTENHYPUIO, YTO NO3BOSIAET NPEAOTBPATUTL NOBPEXAEHMNE
anuTenuanbHbIX KNETOK NOYEYHbIX KaHalNbLEB U NX aTPOdUIO U
npeaynpexaaeT pa3BuTne NHTepcTuyuansHoro condposa (HI).

Llenb aHTUNPOTEUHYPUYECKON TEpArnM CHUXKEHNE NPOTENHYPUN MEHee
0,5 Mr/mMmr KpeaTUHMHA UNu Ha 50%, ecnu Ha4varbHOE 3Ha4YeHMe
npoTenHypun meHee 1,0 mr/mr kpeatuHunHa (HI).

[TlepBOU NUHUEN aHTUNPOTENHYpUYeckon Tepanumn CA sBnsoTcs
NHIMOWNTOPbI aHIMMOTEH3NH-NpeBpaLlatowero gepmeHTta (MATD),
icnonb3yoT pamunpun B 4ose 1-2 Mr/m 2 /244, 3Hananpun B 403UPOBKe
BABOE Bblle (2-4 Mr/Mm 2 /244), nu3nHonpun, O3nHONPWI, KBUHaNpWUn B
003MPOBKe BYETBEPO BhiLLe (4-8 Mr/m 2 /244) (HI').

BTopoun nuHmnen antunportenHypuyeckon tepanmmn CA saBnsoTcs
briokaTtopbl peuentopoB aHrnoteH3snHa (bPA). cnonbaytoT nosapTtaH B
nose 12,5 mr/m 2 /244, yosanBas 403y KaXable 3 Mecsla 40 AOCTUXKEHUSA
MaKCUManbHOW 003kl (MPU OTCYTCTBUM NODOYHLIX 3¢pdrekTOB) 50 Mr/m 2
/244., upbucapTtaH — TponHas Ao3a fnosaptana (37,5 Mr/m 2 /244),
BanbcapTtaH — 1,5 go3a no3aptaHa (18,75 mr/m 2 /244) (HI').



OcnoxHeHuns Tepanun CA

 JleveHne npoBoanTCA Noa perynapHbIM
KOHTpOS1IeM YpPOBHSA Kanus. [loBbileHWe ero
YPOBHSA MOXET ObITb CBA3aHO ¢ Aenctenem NAlo
nnn bPA n TpebyeT cHMXXeHne O03bl NnpenapaTa Ha
50%, a Npu NepcUcTeEHUNN rMnepkanmeMmm —
nonHaga otTMeHa Tepanun. B TepMmuHansHou
ctagun XI'1H BbINONHAOT remoananns nnu
TpaHcnnaHTaumio noYdkun. NpmmepHo y 5%
DONbHbIX, NEPEHECLLUNX TPAHCMIAaHTaLUIO MOYKN,
pa3BuBaeTcsa HedpuT, 0OYCNOBMEHHbIN
aHTUTENaMK K basanbHOM MeMbpaHe Knybo4KoB,
rmaBHbIM 06pa3oM y NnL, MYXXCKOro rosa c X-
cuenneHHbIM CMHOPOMOM, y KoTopbiX XI'TH
OOCTUraeT TepMunHarnbHOU ctaaun Ao 30-neTHero
BO3pacTa.



Bone3Hb TOHKNX 6a3anbHbIX
MembpaH

NobpokayecTBeHHas ceMenHas rematypus (0one3Hb TOHKNX
6a3anbHbIX MeMBpaH) - HacneacTBeHHOe 3aboneBaHNe, ero OCHOBHOW
NPU3HaK - UICTOHYEeHNE Ba3anbHOM MeMBDpaHbI KIiybouka.

B otnnyme ot cuHapoma AnbnopTa, 4obpokavyecTBEHHAA CeEMENHas
remaTypus npoTekaeT bnaronpusiTHO U He NPUBOAUT K Pa3BUTUIO
NOYe4YHOMN HEOOCTATOYHOCTMW.

ITnonorma n natoreHes 3aboneBaHus N3y4YeEHbl NJ10XO0.

KnnHunyeckasa kaptnHa. 3aboneBaHue NposiBNSIETCA BO B3POCIOM
Bo3pacTe. OCHOBHOW CUMIMTOM - peLMaNBUPYIOLLIME NPOTEUHYPUSA U
rematypusi.

MaTomopdhonorna. Makpockonmyeckm novknu He UMET XapaKTePHbIX
N3MeHeHun. IameHeHun B Knyboukax obbIYHO HE ONpeaensioT, B
ANUTENNN KaHanbLEB - BaKyonu, cogepkatLumne 6enok u

nunngbl. UMMYHOTMCTOXMMUYECKN UMMYHOTTIOOYITMHBI U KOMMNEMEHT
He oOHapyxuBatoT. [ momepynsapHasa 6asanoHas membpaHa
NCTOHYEHA, €€ TPEXCITOMHOCTb COXPAaHEHA.

Ucxoabl n ocrnoxHeHus. [NporHo3 GnaronpmaTHbIn,
NPOLOSTKNTENBHOCTb XU3HN HE YMEHbLLEHa, novyevHas
HegoCTaTO4YHOCTb HEe pa3BMBaETCA.



ETBEM n CA

-




HepoTnyeckmm cCMHOPOM

 HedbpoTtunyeckmum cungpom (HC) -
KIMMHUKO-N1TabopaTOpPHbIN
CUMMNTOMOKOMIMSEKC, XapaKTepusyroLmMnca
NPOTENHYPUEN
(>50 Mmr/kr/cyT nnm > 40 mr/m2 /4ac, 1.e. 2,5
r/cyT n bornee), rmnoansbyMMHEMUEN
(<25 r/n), AancnpoTenHeMmneN,
rmnepnunuagemMmen, otekamu, B TOM Yncne
NONOCTHbIMW.

KnuHu4yeckue pekomeHOayuu-Hegpomuyeckul cuHOpoMm y Oemed, 2016



oTnonartoreHes

HedpoTnyecknim CUHOPOM MOXET ObITb NePBUYHBLIM (Npu
N305IMPOBaAHHOM MopaeHnn No4vek) ¥ BTOPUYHbLIM (B COCTaBe
cCuUcTeMHbIX 3aboneBaHnun, Ha PoHe I/IHCbeKLI,I/II/I) Bblﬂ,enmoT TakKkke
HedpPOTUYECKNN CUHOPOM, CBA3AHHbIM C reHETUYECKOMN NaTonormen.

OCHOBHOMW MeXaHN3M BO3HMKHOBEHUS - YyBENNYEHNE
NpoHuUaemMocTu knyboykoBoro domnnerpa ansa 6enka Bcrneacreme
dYHKLMOHaNBLHOIO NI CTPYKTYPHOIO NOBPEXAEHUS.

B pe3ynsrate notepu 6enka ¢ Mo4on pas3BmBaeTCs
rMNonpoTENHEMUSA N TMNnoanboyMmMHeMns], Beayuime K nageHuto
OHKOTMYECKOro AaBfieHUsa nnasmbl C pa3BUTUEM OTEKOB.

HedopoTnyeckuin cuHapom y 60nblUMHCTBA AETEN ABNAETCH
nounonartudeckmm. latoreHes NnpoTenHypum Nnpun ngmonaTny4eckom
HedpOTUYECKOM CUHAPOME C MUHUMASTbHbIMU N3MEHEHUAMMN,
Hanbonee 4yacTo BCTpevarwmmca y 4eTEN, A0 KOHLA HE N3YYEH.
Haunbonee npusHaHa rmnotesa o rnoBbILLEHUN IMOMEPYSISPHON
NpoHULAeMOCTU anst 6enkoB NfasmMbl B pesyrnsrate BO34eNCTBUS
LMPKYNUPYHOLWMX pakToOpOB Ha Kanunnspbl rMomMepyn u
noBpexaeHne «Lernesbix» anadparm mexay oTpocTkamu
nogounTos. [lpeanonaraetcs, YTo akTUBUPOBaHHbIE T-NMMMOLUNTLI
npoayuMpyroT IMMMOKUHBI, KOTOPble BNUAIOT Ha NPOHULLAEMOCTb
rmomMepyn ans 6enkos nfasmsl U BbI3bIBAKOT MPOTENHYPUIO.




MKB-10

E>xerogHast YyactoTa BO3HUKHOBEHUS HE(PPOTUYECKOro CUHAPOMAa COCTaBnsAeT 2-7
nepBUYHbIX Criy4aes Ha 100 000 4ETCKOro HaceneHus, pacnpoCTPaHEHHOCTb
neten — 12-16 crny4ae Ha 100 000 AeTCKoWn nonynsuuu.

Hegpomuyeckuti cuHOpom (N04):

NO04.0 - HedppoTnyecknm cCUHOPOM C HE3HAYUTESTbHBIMU MMOMEPYNAPHbLIMU
HapyLLUEeHNAMMU

NO4.1 - HedppoTrUyecknm CUHAPOM MNPU 04aroBbIX U CErMEHTaPHbIX rMOMeEPYNAPHbIX
NoBpeXaeHUAX

NO04.2 - HedopoTuyeckum cuHgpom rnpun gudpdysHom membpaHO3HOM
rmomepynoHedgpute

NO4.3 - HedppoTnyecknn cuHgpom npu andpdysHomMm mesaHrnanbHOM
nponudgepaTMBHOM rinomepynoHedgpuTe

N04.4 - HedopoTuyeckum cuHgpom rnpu gudpdysHom sHOOKanUInapHoOm
nponndepaTMBHOM rnomepynoHedpute

NO4.5 - HedppoTnyecknn cuHgpom npu andpdysHoM Mes3aHrmokanmnsgapHom
rmomepyrnioHegpute

NO4.6 - HedbpoTuyecknm cuHapom npu 60ne3Hn NI0THOro ocaaka

NO04.7 - HedopoTuyeckuimn cuHgpom npun oudpdpysHom ceprnoBuaHoOM
rmomepynoHedgpuTe

N04.8 - HedppoTnyeckn cMHPOM C APYrMMU NU3MEHEHNAMMU
NO04.9 - HedppoTnyecknm cMHOPOM C HEYTOYHEHHbIM N3MEHEHNEM



Knaccudomnkaumsa HC (1)

Uanonatnyeckun HC passmBaeTca npu 3aboneBaHnsix COOCTBEHHO
KIyDO4YKOB MOYEK.

BTopunyHbin HC BbI3biIBaeTCA MHOrOYMCIEHHOM rPynnon passimyHbIX
3aboneBaHum, KOTopble 0bycnasnueatoT popmMmpoBaHUE crieympruyeckon
HedponaTum (HacneacrTeeHHble 3aboneBaHna (NOSIMKNUCTO3 NOYEK, CUHAPOM
AnbnopTta, cnoHaunoanndunsapHaa gucnnasna, 6onesHb Pabpu, cMHOPOM
MapdaHa v np.); peBmatndeckmne 60ne3Hn (CUCTEMHas KpacHasa BOMYaHKa,
CUCTEMHAZA CKNnepoaepMust, 4epMaToOMNO3NT, pEBMaTONOHbLIN apTpuT,
PEBMATN3M); CUCTEMHbIE BACKYIIUThI (reMOpparn4ecknin BacKymnuT, y3enKkoBbIi
nonnapTepunT, rpaHynemartos BereHepa); reMonmMTUKO-ypeMn4eCckuni
CUHAOPOM; pedortokc-HedponaTus; ammronaos noyYek; caxapHoin onaberT;
BGonesHu KpoBu (MMM orpaHynemaTos, CMeLLlaHHas KpI/IOFJ'IO6yJ'IVIHeMI/IFl,
MuenomHasa 6onesHb, ceprnoBUAHO-KNETOYHAs aHEMUSA, TanaccemMusl);
TPOMOO3bl BEH N apTePUM NOYEK, a0PTbl UITN HUXKHEN MONOWN BEHbI; OMYyX0Sn
pasnnYHOW fiokanmsaunm; nekapCTBEHHOE Nnopa)keHne rnoyvek (npenapatol
BUCMYTAa, 3010Ta, MPOTMBOINUNENTUYECKME NpenapaTbl 1 Ap.); 6onesHun
BUPYCHOM 3TUONoruu (renatmt B n C, umtomeranosupycHas nHdpekumsa, BUY-
NHdekuust); 6onesHn bakTepnanbHOM ATUONOMMN (CENTUYECKUI SHOOKAPAWT;
NHEBMOHWUS, abcuecchl, DPOHXO3KTa3bl, OCTEOMUENNT; TYDEPKYNE3, cuunuc).



Knaccudomkaumsa HC (2)

B 3aBMCMMOCTM OT OTBETa Ha CTaHOAAPTHbLIN Kypc Tepannn NpeaHn3010HOM
HePOTUYECKNIN CUHOPOM MPUHATO OENUTb HA CTEPONAYYBCTBUTENBbHbLIN U
CTEPONOPE3NCTEHTHBIN,

CteponpguyBctBUTesibHbIN HC - Kak npaBuno, 3T1o 4eTn ¢ OONE3HbIO
MUHUManbHbIX n3aMeHeHUn (BMW); pemunccunsa gocturaetca B TeveHue 2-4
Heaenb, eLle y YaCcTu NauneHTOoB - K 6-8 Heerne U TONbKo Y 4% - Yepes 12
Heaernb OT Havarna neyYeHus:

cmepouod4vyecmeumeribHbIU, Hepeyuousupyrouwuu nocne 0gHOKPaTHOro
Kypca CTepOMaHON Tepanum ¢ AOCTUXEHNEM NONHOW ANUTESNTbHOWU PEMUCCUU;

cmepouddyscmeumeribHbIU, Hedacmo peyudusupyrowjul - nocre
OOCTMXKEHUSA PEMUCCUM MO OKOHYAHMIO MEPBOro Kypca CTEPOMNaHON Tepannu
peunanBbl OTMEYAKTCS pexe, YeM 2 pasa B 6 MECSLIEB;

cmepoud4vyscmeumeribHbIU, Yacmo peyudusupyrowiul - nocrie 4OCTUXKEHUSA
PEMUCCUN PELIMAUBBI - HE pexe 2 pa3 B 6 MECSILIEB;

cmepouod4vyscmeumeribHbIU cmepoud3agucuMbil - peunans pa3BmBaeTCs
NPU CHWXKEHUN O03bl NPeOHMN3010Ha NN HE NO3aHEE, YeM Yepes 2 Hedenu
nocsrie OTMEeHbI Npenapara;

o30He4YyscmeumersibHbIlU - PEMUCCUS pa3BMBaeTca Yepes 8-12 Heferb OT
Ha4Yana ctepongHou Tepanun.

CtepouapesncrteHTHbIn HC - oTCyTCTBME OTBETA (pEMUCCUM) Ha 8-
HeaenbHbIN KypC NpeaHn30sioHa



NunarHoctnka HC (1)

 Xanobbl u aHamHe3. )Kanobbl Ha NosaBreHne OTEKOB U
YMEHbLLEHNE KoNnvecTBa Mouu. [lepBbIM KNMUHUYECKNUM
CUMMTOMOM, 3aMETHbIM 119 6ONMbHOIo N OKPYKaoLLUX,
ABNATCA oTEKU. OHM MOTyT pa3BUTLCA NMOCTENEHHO UMK Xe
CTPEMUTENBLHO, AOCTUTHYB CTENEHN aHacapKu

 dusukanbHoe obcrnenoBaHume. [lepudepnyeckne oTeku
BbISIBMNSOTCSA B 00NacTu BEK, Nnua, NnosicCHUYHoOU obnacTtum n
NONOBbLIX OPraHoB, MOTyT PacCnpPOCTPaHATLCSA Ha BCHO
NOLKOXHYIO KIeTyaTtky, pactarmeasi Koxy 4o obpasoBaHus
striae distensae. B 970 BpeMsi y 60MnbHbIX MOryT
oOpa3oBbIBAaTLCA TPAHCCYAaThbl B CEPO3HbIE MOSIOCTU: OL4HO-
N1 OBYCTOPOHHUN TMAOPOTOPAKC, acuunT, rmaponepukapa;
BO3MOXXHO pa3BuUTME OTeKa NErknx.

e [lpn obcrnegoBaHum nayneHTa oba3aTernibHO PEKOMEHOYETCH
N3MepEHne apTepunarnbHOro JaBrneHusi, KOTopoe MOXET BbITb
NOBbILLIEHO Y AETEN C aKTUBHOU CTaguen HepoTnU4eCcKoro
cuHgpoma.



[NunarHoctuka HC (2)

PekomeHayeTcsa onpeaeneHne 6enka B obLem aHanm3se Mouu
PekomeHayeTcsa onpeaeneHne CyToOYHOM 3KCKpeLuunmn 6erka ¢ Mo4ou

[AnarHocTnyeckn sHa4ymMmon anst HeOPOTUYECKOro CUHAPOMA ABNSAETCS NPOTENHYPUSA >50 Mr/Kr/cyT
nnn >40 mr/m2 /cyT, T.€. 2,5 r/cyT n 6onee. [Npn HEBO3MOXXHOCTN OnNpeaeneHnst CyTOHYHOW SKCKpeLnm
Benka Ans yTouHeHusi CTENEHN NPOTENHYPUN MOXET ObITb MCNOSb30BaHO onpeaeneHne OTHOLLEHUS
YPOBHS1 3KCKpETUpPYeMoro 6enka K KpeaTUHMHY B pa3oBOW NOPLMN MOYKN. ITOT KOIPDULMNEHT
OOCTOBEPHO KOppEennpyeT C ypOBHEM CYTOYHOW NPOTENHYPUN/1,73M2 .

PekomeHayeTcs onpeaeneHne apuTpoLUTOB M IEMKOLUTOB B aHanu3e Mouun. lematypus He
XapakTepHa anst HedopoTUYECKOro CUHAPOMA, HO MOXET CONPOBOXAATb €ro, ABMSASACH MPU3HAKOM
nponudepaTnBHbLIX BapUaHTOB rmomMepynoHedpuTa, HacneaCcTBeHHOro HedppuTa U T.4., MOXET ObIThb
Pa3HOW CTEMEHM BbIPaXX€HHOCTU — OT YMEPEHHOWM 40 MaKporeMaTypum, NeNKOLUMTYPUS TaKKe MOryT
NpucyTCTBOBATb Yy AeTeln C HePPOTUYECKUM CUHAPOMOM .

PekomMeHaoBaHO npoBegeHUe OMOXMMMYECKOro aHann3a KpoBu (ooLwwmmn 6enok, anbLo6yMuH,
XOJIeCTePUH, KpeaTUHUH, HaTPUN, Kanumn, Kanbuumn) [ns HedpoTUYECKOro CMHAPOMA XapaKTepHbI:

rMNonpoTeNHeMUsE: oL BENOK KpoBM CHUXaeTcs 4o 40-30 r/n.

rmnepnunmnaeMuna: Hanbonee XapaKTepHO noBblWWeHWEe cogepKaHnA B CbIBOPOTKE KPOBU
XonecTtepuHa, TpurnmuepmngonB, a Takxke gncrinnorpoTtenHemMuns.

Mpun nccnegoBaHn BMOXMMNUYECKOTO aHanm3a KpoBu creayeT obpallaTth BHMMaHME Ha YPOBEHb
KpeaTUHMHA (MOXET ObITb NOBLILLEH), YTO ABMAETCH CNEeACTBMEM MMNOBONEMUN NPU HEPPOTUYECKOM
CUHOPOME, CHUXKEHUNE YPOBHS SNIEKTPONMUTOB (TMMNOHATPUEMUS, TUMOKaNbLVEMMS).

PekomeHaoBaHO nccrnegoBaHue Koarynorpammbl (GubpuHoreH, ypoBeHb aHTUTPOMOMHaA Il B
CbIBOPOTKE KPpOBW. [1pn HEDPOTUYECKOM CUHAPOME MOXET MOBbILLATHCSA YpOoBEHb UOPUHOreHa,
CHWXaTbCS YPOBEHb aHTUTPOMBUHA I

PekomeHaoBaHO nccrnegoBaHue obLwero aHanusa KpoBu. Boicokasa COJ saBnsieTcs Npu3Hakom
aKTMBHOCTUN HE(PPOTMYECKOIO CUHAPOMA U rMnonpoTenHeMumin. JIENKOUNTO3 MOXKET ObITb CrieacTBUEM
Kak npuemMa KOpTUKOCTEPOUOHbLIX NpenapaTos, Tak 1 NPosiBNeHNEM BakTepmnanbHON MHAEKLNMN,
KOTopas 4acTo OCMNOXHSET TedeHne HedopoTruyeckoro cuHapoma. Npu nove4Hom HeaOCTaTOYHOCTH
MOXXET pa3BMBaTbLCA aHEMMUS.



[lnarHocTuka (3)

NamepeHune ALl, B Tom uncne CMA[L

9x0-KI" a4ns oueHkn MopdoMeTPUYECKNX NapaMEeTPOB cepaLa U KpYrnHbIX COCYy40B
Npu oTeKax, apTepunanbHOWN rMnepTeH3nun, Ans BbiIBNEHUS rugponepukapna

IOKI" onsa BbISABNEHNA NPU3HAKOB BO3MOXHbIX 351EKTPOSINTHBIX HAPYLLEHNN
Y3W nouek (c gonnneporpadumen BHyTPUNOYEYHbIX COCYO0B)

[leHCMTOMETPMSI MOSICHUYHOIO OTAEeNa NO3BOHOYHMKA NN PeHTreHorpadmm
TpyOuaTbIX KOCTEN NPU ANUTENBbHON Tepanum rMKOKOPTUKOCTEPOUAAMMN OISt OLIEHKM
CTEeNneHn JeMmnHepanuaaLmm KOCTHOM TKaHu

[MyHKUMOHHasA BMONCcKUs NOYKM MO NoKa3aHUAM C NOCeayoLLEeNn CBETOBOW, U, Npu
HeobxoaUMOCTU, UMMYHOMIHOOPECLIEHTHOM U 3NTEKTPOHHO MUKPOCKOMNMEN
MOYEYHOW TKaHWN ANS YTOYHEHUS MOPMONornn ee NoBpeXaeHUs

[TokazaHuma K broncmm NoYkn npm HedPOTUYECKOM CUHOPOME:
CTEPONOPE3NCTEHTHOCTb HE(PPOTMYECKOIO CUHAPOMA (NepBnYHas n sBTopuyHas); HC
y Aeten mnagwe 1 roga n ctapile 12 net; vepes 2,5-3 roga nocrie Hayasna neyeHus
NHrMBbUTOpaMu KanbLUMHEBPUHA UITN MPU CHMKEHNN PYHKLMM NOYeK Ha OOHe 3Tou
Tepanum.

[na yTouyHeHna reHe3a HedopOTUYECKOIo CUHAPOMA PEKOMEHA0BAHO Ha3HavYeHne
OOMOSTHUTENbHLIX NTabopaTopHbIX UCCNeaoBaHU : BUPYyCOorornyeckne
nccrnenoBaHus: Mapkepbl BUpycos renatuta B, C (npu nogo3peHnn Ha BTOPUYHbIN
rMOMepPYNOHeMPUT, CBA3AHHbLIN C XPOHUYECKUMU rernatntamm); MMMYHOSTOrMYecKoe
nccrnegoBaHne KpoBuM Npu nogo3peHNN Ha cucTeMHbIe 3aboneBanusa: aHTn-AHK,
aHTUHYKIeapHbln pakTop (AH®), C3-dpakumst KomnnemeHTa, KpMorrobynuHbl;
nccneposaHue yposHa AHTUcTpenTonnamHa-O (ACIT-O) B KpoBuM nNpu NOAO3PEHNN Ha
OCTPbIN MOCTUHAEKLMNOHHbIN FITOMEPYNOHePUT, MONEKYNAPHO-FreHETUYECKOE

nccnegosaHme npu ctepongpe3ncTteHTHOM HerpOTI/I‘-IeCKOM cuHapome and
onnenanadiza mMmvTalivuii redor dechnimua (INPHS1Y 1 nmonotivuaa (NPHSY)



OndpdepeHunanbHbIN AnarHos

[MpoBoauTCs Mexay rimomMmepyrionatmamMmm, KoTopble MoryT 6bITb MPUYMHON
HedpOTNYECKOro cnHagpoma.

1. Bbone3Hb MMHMManNbHbIX n3MeHeHun (BMMU) — Hanbornee yactasa npnynHa
naononaTny4eckoro HedpoTUYECKOro CMHApPOMa y OeTeN.

2. DoKkanbHO-cerMeHTapHbIu rnomepynocknepos (PCIC) - ogHa n3 oCHoOBHbIX OpM
cTeponape3sncTeHTHOro namonaTndeckoro HedhpoOTUYECKOro CUHAPOMA, COCTaBnsaeT
10-18% crniy4YaeB cpeau Bcex geTten ¢ nanonatnyeckum HedppoTnyeckum CUHAPOMOM U
45% B LIENOM B CTPYKTYpE CTepONApPE3NCTEHTHOrO HEPPOTUYECKOro cnHapoma. [narHos
& CI'C yctaHaBnuBaeTcd rno pesynsratraMm d1uoncmm noYku.

3. BbIiCcTpoO-Nporpeccupyowmmn rnomepynoHedpuT Mopdonormyeckm
XapakTepuayeTtcs hopmMmpoBaHMEM NonynyHuri bonee 4em B 50 % KryOO4YKOB.
KnuHuyecku 3abonesaHne nposBnseTcs NporpeccupoBaHnemM 40 KOHEYHOW cTaamm
XPOHNYECKOW NOYEYHON HEAOCTATOMHOCTM B TEYEHME OT HECKOMbKMX Heaernb A0
HECKOJbKUX MecsLIEB.

4. MembpaHonponudgepaTMBHbIN (Me3aHIMOKaNUMNAPHbIN) rnomepyroHedhpuT
(MIIH) HevwacToe 3aboneBaHne y geteun, bornee xapakTepHoO A9 NogpPOCTKOBOIO
BO3pacTta. HedopoTU4eCKnn CUHOAPOM HOCUT CTEPOUNLPEIUCTEHTHDBIN XapaKTep, B
OONbLLIMHCTBE CNy4YaeB COYETAETCS C reMaTypumn 1 runokoMnrieMeHTeMmmen. BolgensoT
2 Tna MIIMH, pasnuyarowmecsa anekTPOHHO-MUKPOCKOMNYECKN N MEXAHN3MOM
aKTuBaLMn KOMMNIEMEHTA.

5. IgA-HedpponaTua — mesaHrnonponugepaTmMBHbIN roMepynoHepuT C
NPEenNMyLLECTBEHHbIM OTITIOXKEHUEM IgA, BbIABIAEMbIM NPU UMMYHOMSTHOOPECLEHTHON
MUKpockonuu. lNposengaeTcd, B OCHOBHOM, MUKpOreMaTypuen C NpoTenHypuen pasHou
CTerneHn BblpaXXeHHOCTN. XapaKTepHbl 3N1M304bl Makporematypum Ha qooHe OCTPbIX
pecnupaTtopHbIX MHAEKLIUN,

6. MembpaHo3Haa HecbponaTUua - YacTasi NpUYMHa NAnoNaTUYECKoro HepoOTNUYECKOIo
CuHApoMma y B3pocrbIX (4o 50% cny4vaes). Y aeten Hanbonee 4acTo BCTpevaeTcs
BTOpMYHas MeMbpaHo3Hada HedoponaTusi Npyu cuctemMHoun KpacHou sonyvaHke (CKB),



JleyeHne HC

 Llenu tepanuu:

1. CHMKEHWE aKTUBHOCTU UMW JOCTUKEHUNE
peMmnccum HedpoTUYECKoro CUHAPOMa.

2. YMEHbLUEHNE BNUAHNA Q0aKTOPOB
nporpeccmpoBaHna HedponaTuun.

« HemegnkamMeHTO3HOoe fneYyeHune

* PekomeHOoBaHO He orpaHn4MBaTh
OBuUraTenbHy akTUBHOCTb

* B ouete pekomMeHg0BaHO NOAAEPKNBATD
domnanonornyecknimm ypoBeHb NoTpebneHns
benka. OrpaHnyeHne conm - Npu Hann4num
OTEKOB W apTepuaribHOW rmnepTeH3nn



JleyeHmne cTepongvyBCTBUTENBLHOIO
HedPOTUYECKOro cuHagpoma

PekomeHgoBaHO Ha3HaveHue kopTukoctepongos (KC): MNMpeaHn3onoH (k,BK)
CTaHgapTHbIN Kypc NpeaHn3oroHoTepanmn — nepoparnbHbIn NpueM NpeaHn3onoHa:
2 Mr/kr/aoeHb (60 Mr/m2 ), MakcumarbHaga go3a — 60 Mr/CyTKM HeNnpepbIBHO B
TeyeHue 4-6 Hegenb. [lanee nposoanTca Tepanus KC B ansTepHUPYIOLLEM PEXNME,
T.€. Yepes AeHb B fo3e 2/3 oT nieyedbHom (1,5 Mr/kr/cyTkn nnmn 40 Mr/m2 , HO He
bonee 40 Mr/cyTKn No NpeaHM30oHy) AnnTenbHOCTb anbTEPHUPYIOLLETO peXnma
npuema KC cocTtaBnseT 4-6 Hegenb. [locne 3aBepLUEHUst 3TOro Kypca NpoBoAsAT
NOCTENEHHOE CHMXEeHMe A03bl No 10 Mr/mM2 B 7-10 AHEW A0 NofHOW oTMeHbI. Obulas
anntenbHocTb Tepanun KC gormkHa coctaBnsaTbh 4-5 mecaueB. OCHOBHbIe
OCJIOXKHEHUS mepariuu: 3Kk302eHHbIU auriepkopmuyusm (CuHopom KyuwuHza),
OCMeOorieHuUs, 0Cmeoriopos, Kamapakma, si38eHHasi 60rne3Hb Xxeryoka u
deeHalOuamurnepcmHoU KUWKU, 3a0epxXKa pocma, apmepuaribHas 2urnepmeH3us,
auriokanuemusi, cmepoudHsbil Quabem, rncuxomuyeckue peaxkyuu.

[Mpu peungnee HeppPOTUYECKOro CUHOPOMA PEKOMEHL0BAHO UCMNONb30BaTb
cnegyoLimne cxembl nedeHns: ctaHgapTHoiv Kypc KC (npegHW30mnoH) Kak npu
nepBoM anusoae. VicnonbayeTcsa B cMTyaumsix, koraa peumans nponsoLlen nocne
ONNTENBHON PEMUCCUM B OTCYTCTBUKN CTEpONAHON Tepanum (bonee 6-12 mec.): 2
Mr/Kkr/oeHb (60 Mr/mM2 ) 40 OOCTMXKEHNS PEMUCCUN U COXPaAHEHUN €€ B TEYEHME 3-X
OHEN, T.e. 40 NONy4YeHnda Tpex aHanmM3oB Mo4vmn 6e3 NPOTEUHYPUKM C NOCNeayoLwmnm
nepexogoM Ha ansTEPHUPYHOLWLMN PEXNM NpUemMa npeaHnu3orioHa B 4ose 2/3 ot
ne4yedbHou (40 Mr/m2 ) B Te4eHue 6 Hegernb.



NeyeHune ctepounasasucumoro (C3HC) u
4acTo peungmnBMpPYIOLLETO
HedpoTnyeckoro cuHapoma (HPHC)

Hecmompsi Ha xopowul rnepeoHayaribHbIU omeem Ha
CcmepoudHyo mepariuro, 8 50% criydyaeg Heghpomu4decKkul
CUHOPOM ripuobpemaem 4acmo peuudusupyrowud, a 8 25% -
cmepouod3asucuMbIU xapakmep.

- [Ina noaaepxxaHus peM1UCCUmn NpY 4acTo peLnamBrpyoLLEeM
n ctepouasasucrmom HC pekomeHaoBaH nprem
MWUHMUManNbHOM 403kl NPEAHU30MN0Ha, YaepXUBatoLLEN
PEMUCCUIO, B aNbTEPHUPYIOLLIEM PEXMME (MPU OTCYTCTBUN
NoBoYHbIX 3PdeKTOB).

* [1pn HEaPPEKTMBHOCTM AAHHOW CXEMbI PEKOMEH0BAH
npMem MUHUMarnbHOW 403bl NPeaHN30SI0Ha eXXedHEBHO B
TeyeHune 6-12 1 bonee Mec.

* [lpu paszsntn No6OUYHLIX 3G deKkTOB Ha OHE NPOBOANMOMN
cTeponaHoOu Tepannm peKoMeH40BaHO NPOBOAUTL
anbTepHaTUBHYO UMMYHOCYMNPECCUBHYIO TEpanuto



AnbTepHaTMBHasA MMMYHOCYNpPeccuBHas Tepanus

U,VI KIMTOCNMOPMWH 4-6 mr/kr/aeHb B 2 npuema .Hayano Tepanum nocne JoCTUxXeHUs peMmuccim B ycrosusix npuema KC npu
nepexoAe Ha anbTEPHUPYIOLLNIA peXUM nx npuema. KoHTponb TOKCUYHOCTU M AOCTAaTOYHOCTM 403bl OCYLLIECTBISETCS OLEHKOW
YPOBHS KOHLEHTpaumn LinknocnopmHa B CbIBOPOTKE KPOBU, T.€. 0 YTPEHHEro npuema Ao3bl, Ho 06a3aTenbHO Yepes 12 Yyacos
nocrne npmvema BedepHen 0o3bl (C0), a Takke Yepes 2 yaca nocre npyema ytpeHHen aosbl (C2). AnnutenbHOCTb Tepanun He
MeHee 2 net. Heobxoanmas tepanesTmnyeckas koHueHTpauma LICA: CO- 80-120Hr/mn; C2- 700-1200 Hr/mn. O dEKTUBHOCTL A0
80-90%. OCHOBHbIE OCMNOXHEHWS Tepanuun: HePPOTOKCUYHOCTb. [1pn CHUXEHUM cKopoCTU KnyBoukoBon ounsTpauun (CKP) Ha
30% no3y LICA ymeHbLuatoT BoBoe, npy cHmkeHnn CK® Ha 50% - oTMeHsoT npenapar. [Npu gnutensHocT Tepanun 6onee 2,5-3
neT pekoMeHayeTca npoBefeHne HedpobMoncrm A5 BbIABEHNS BO3MOXHbIX MOP(ONOrnyecknx NpusHakos LIMKIOCNOPUHOBON
TOKCUYHOCTW (MOBpEeXAeHNe INUTENUSA KaHanbLEB, CKITEPO3 MHTEPCTULMS N CTEHOK apTepuon). Takke cpeam NoboYHbIX AENCTBUN
LICA — renaTOTOKCUYHOCTb, rMnepypukemMmsl, rmnepTpuxos, runepkanmemMmsi, rmnoMarHesanemusi, runepnnasms gecex

TaKpO.HVI MYC, cxoneH no mexaHuamam aevicteus ¢ LinknocnopmHom A, HazHavaeTcs B Ha4anbHom fose 0,1 Mr/Kr/cyT B 2
nprvema npu KocMeTmnyecknx No6oyHbIx acpdektax LinknocnopmHa A nnm ero He[OCTaTOYHOMN.

MVIKOCbeHOHaTa Mod)emn ncnonbayetcs npu LICA - 3aBucumocTu unm LICA-TokcuyHocTu. MNpenapat
Ha3Ha4yaeTcs B fo3e 20-30 mr/kr (1200 mr/m2 , He 6onee 2000 Mr/cyT) B 2 Nnpuéma. [InMtenbHOCTb HE MeHee 12 mecsaueB. B
OCHOBHOM, OCIOXXHEHUSA Tepannum MMHUMarnbHbIe, NPeNMyLLECTBEHHO AncdyHKunsa XKKT; ogHako, BO3MOXHO pasBuTtue
NenKoneHnn — HeobxoanM KOHTPOIb aHanM3a KpoBWU, B Criydae CHUXKEHME Ymcna NemnkoumMToB Huke 5,0x109 /n, o3y npenaparta
pekoMeHayeTcs yMeHbLWNTb. APPEKTUBHOCTL A0 30-40%.

Ankunupyrouwume areHTbl: LUuknodocdammng, XnopamOoyumn naskavaiorcs: - npu YPHC, -
npun C3HC. [Josa unknodocdammaa cocTaBnsieT 2 Mr/Kr/aeHb, ANUTENbHOCTb Tepanun — 8-12 Heaenb, MakcMmarnbHas
KyMynaTuBHas Aosa — 168 mr/kr. Tepanus uuknodocgammaom npoBOANTCSA TOMbKO Nocre JOCTUXEHUS peMUCCUN Ha (POHe
nepopanbHOro npuéma npegHu3sonoHa. [losa xnopambyuuna coctasngaet ot 0,1 4o 0,2 Mr/kr/cyTkn. nuTensHOCTb Kypca — 8-12
Hepenb MakcnmanbHas KyMmynatueHasa gosa — 11,2 mr/kr [ToBTOpHbIE KypCbl TEpanuun ankunmpyowmMmn areHTammn He
pekomeHaytoTcs. OCHOBHbIE OCNOXHEHUSA Tepanun: UMTONEHUS, MHPEKLMOHHbBIE MOPaXeHWs!, TOKCUYECKUIA renaTtuT,
remMmopparmyeckuin LMCTnT. FoHagoOTOKCUYHOCTL Pa3BMBaETCS NPU AOCTUKEHUN KYMYNATUBHOW 403bl 250 Mr/Kr Ans
uunknodocammaa n 10 mr/kr gns xnopambyuuna. 3 dekTMBHOCTb He 6onee 30-50%.

B oTaenbHbIX cny4dasx no uHaMBuayarnbHbIM NOKa3aHMAM Ha3HavYaeTcs INleBamusons [03e 2,5 Mr/Kr B ansTepHUpYoLLIEM
pexuMe B Te4eHne 12 MecsiLeB Nnofd KOHTPONEM YPOBHSI HEUTPOMUITOB KPOBU (KOHTPOIb HENTPOMNEHNN).

PVITyKCVI MAQO - moHokroHanbHbIe aHTUTena k CD20 numdoumTam) HadHa4YaeTCs TONbKO NPU HEAPEKTUBHOCTH
NpeALlecTBYOLWNX METOAOB NEYEHNSA U TSHXKEMbBIX NOBOYHBLIX 3 EKTAX CTEPOULHON N APYTMX BUOOB MMMYHOCYNPECCUBHON



IleyeHwne cTepomngpesncTeHTHOro
HedpoTndeckoro cuHapoma (CPHC)

doKarbHO-ceaMeHmapHbIl erioMepyriocKkiepo3 — Hauboree yacmasi npudyuHa

paszsumusi CPHC (40-50%) e 0emcKkom go3pacme

PekomeHO0BaHO KOHCTATUPOBATb CTEPOUAHYI0 PE3UCTEHTHOCTb NOCe 8 Heaerb
cTtepougHoun Tepanum 6e3 addekTa

UmmyHOcynpeccuBHas Tepanus

B kauyecTBe nepBoHa4vanbHon Tepannuu CPHC (nocne 8-HeaernbHOro Kypca
NpeaHN3010Ha B TepaneBTUYECKOM [03€e) pEKOMEHOOBAHO Ha3Ha4YeHne
LinknocnopuHa A B Te4eHME MUHUMYM 6 MEC.

[1py OOCTMXKEHNN YaCTUYHOW PEMUCCUM B 3TU CPOKU — pEKOMEHYETCS NPOASINTL
Tepanuo MHrMbuTopamm KanbunHeBpuHa (3a nckrnovyeHnem CI C) MuHumMym go 12
mMecsueB. Bo3MOXHO codeTaHHOE MpUMEHEHME C HU3KOM 4030M NpeaHM3010Ha.

[Tpn oTcyTCTBUM 3pdeKTa OT Tepanum MHMIMoUTopamMm KarnbLnMHEBPUHA
pekoMeHaoBaHO Ha3HadYeHne MukodeHonaTta modeTuna.

PekomeHOoBaHO NpoBeaeHne Tepannm CBEPXBbICOKMMU J03aMN
MeTtunnpegHusosnioHa 30 Mr/kr, He 6onee 1000 Mr Ha BBEAEHUE NN
KOMBOMHUPOBAHHOM Tepannun pasnmMyHbIMU UMMYHOCYNPECCUBHBLIMU NpenapaTamu
No nHamBuayanbHbIM cxemam npu HegocTaTovHOM 3 PEKTUBHOCTH
npeaLecTByOLLEN Tepannumn

B cnyyae passutuns peumnanea HedopoTUHECKOIo CUHAPOMA MOCsie JOCTUXEHUS
pemmnccumn npn CPHC, pekomeHOoBaHO Ha3Ha4YeHUe rmKOKOPTUKOCTEPOUAOB UM
BO3BpaLleHune K npeaLuecTeyoLlen adoPpeKkTMBHON UMMYHOCYNPECCUBHON Tepanun
NN Ha3Ha4YEeHMe anbLTepPHaTUBHOIO MMMYHOCYIMPECCUBHOIO npenaparta angd
npenoTBpaLleHnsa TOKCUYEeCKoro agpdekra.



CuMmnTomMaTudeckasa Tepanums
HC

PekomeH0BaHO Ha3Ha4YeHe aUypeTnveCcCKUX npenaparos A
rnevyeHnsa 6onbHbIX ¢ oTekamn: Pypocemuns B BO3PaACTHbIX
nosnposkax. [pu pedpakTepHbIX OTEKAX MCNOMb3YHOTCA TaKxKe
coYeTaHue NeTneBbiX ANYPETMKOB C Tasmgamu: [mgpoxnopoTtmasmg
nnn CNUpOHOaKTOH B BO3PACTHbLIX JO3UPOBKaXx.

PekomeHOoBaHO NpoBeaeHNE TMMOTEH3UBHOU U
HecpponpoTeKkTopHON Tepanun: Po3nHoNpus, SHananpur-
nHanBmMayanbHbIM Nogdop Ao3bl, B cpeaHem: 0,1- 0,3 Mr/Kr no
do3uHonpuny n bnokatopamu peLenTopoB aHrMoTeH3nHa (bPA).
Takke MOryT NPMMeEHATbCA BnokaTopbl MEANEHHbIX KanbLUNEBbLIX
kaHanos: AMnogunuH 1 bnokaTopbl PeLEnTopoB aHMMOTEH3UHA
IlozapTaH B uHamMBuAayanbHO nogobpaHHbIX 403NPOBKaX.

PekomeHOoBaHO NpoBOANTb NNEYEHNE OCTEONEeHNN N OCTeonopo3a:
Xonekanbuudepon (ButamuH D3) B go3e 1000-3000 ME B cyTkn B
codeTaHun ¢ npenapaTtamMmu Kanbumda 1000-1500 mr/cyT (no
anieMeHTapHOMY KarbLuio).

[Tpy runoanb6ymmnHemMum Hmxe 20 r/n pekoMmeHayeTcs
npodomnakTnka TpoMbOTUYECKUX OCITOXHEHNN
HMU3KOMONEKYNAPHbIMUK renapuHamm (dantenapuH HaTtpua B 4o3e 100
ME/Kr B CyTKM o KOHTPOSIEM aHTMU-Xa (OomKeH nogaepXmuBaTbCs B
npegenax 0,2-0,4 ME/mn).



[Tpodpunnaktmnka HC

* [lepBn4yHasa He cyllecTByeT

* PekomeHayeTcsa npodunakTnyeckaa tepanus
npeaHn3onIoHoM B Ao3e 0,5—-1Mr/Kr/cyT Ha nepvog
MHTEPKYPPEHTHOTO 3260MeBaHmNs C nocreayroLulen
nocteneHHoOU OTMeHOW Tak KaK y 60— 70%
cCTepPONAYYBCTBUTENBHbLIX OOMbHbLIX Pa3BMBAETCS
peunams, Ny 60nbLUMHCTBA N3 HUX (Y 85%)
OTMeYaloTcd NOBTOPHbIE peunanBbl. B kadecTse
npoBouupyloLLero dpakrtopa d0onbLUYH PosSib Urpaet
pecnmpaTtopHasa nHdekuus. lNpodunakrmnyeckas
Tepanua npegHU30sIOHOM Ha nepuoa
MHTEPKYPPEHTHOIo 3aboneBaHnsa 3HAYUTENLHO
CHMXaeT pUck peunanea HedppoTUYECKOro
cuHgpoma



[ ocnuTanuilauyus

« Bce goetu B akTUBHYIO CTagmio He(PpOoTUYECKOro cnHapoma
OOIMKHbI ObITh rOCNUTaNnM3npoBaHbl B Crieumanmu3npoBaHHOEe
oTaeneHue. [letn B ctaaum peMmccum MoryT Habnogatbcsd B
amOynaTopHLIX YCNOBUSAX C perynspHbiM (1-2 pasa B roa)
CTauMOHapHbIM cneyuann3npoBaHHbIM 0b6cnegoBaHMEM B
YCITOBUAX KPYIIIOCYTOYHOIo M AHEBHOIO NpebbiBaHUA.

« [InuntenbHOCTb NpebbiBaHNA B cTaLMOHAPE COCTaBMNSAET B
cpeaHeM 14-21 oeHb Npun gedroTe 1 peunamsax
HedpOTMYECKOro CUHAPOMA, TaKKe NnokasaHa nraHosas
rocnuTanunsaums ¢ Liernblo KOHTPOSIbHOro o6cneaoBaHns U
KoppeKLunn Tepanum — 1 pa3s B 6 MecsILIEB.

« AMOYnaTopHO NPOBOAUTCH KOHTPOJSb TabopaTOpPHLIX
rnokasaresnien: ypoBeHb NPOTENHYPUN, KITMHNYECKUM U
BMOXMMNYECKNM aHanM3oM KpOBU, Koarynorpammon (4actoTa
obcnegoBaHna onpeaensieTca nHansnayarnsHo, B
3aBUCUMOCTU OT COCTOAHMA pebeHkKa).



lcxoabl M NPOrHo3

* [1pOrHo3 3aBUCUT OT OTBETA HEPPOTNYECKOTO
CUHOPOMa Ha rMIOKOKOPTUKOCTEPOUAHYIO U
MMMYHOCYMNPECCMBHYIO TEPANMUIO.

« CTepona4vyBCTBUTENBHLIN HEQPOTUYECKNN
CUHOPOM - JOCTUXKEHMNE PEMUCCUN DES CHMKEHUS
doyHKLMM NoYeK- 95%.

« CTeponape3ncTeEHTHbIN HEPPOTUYECKUN CUHOPOM
- PN COXPaHEHNN aKTUBHOCTU BonesHu
nporpeccupoBaHue 00 TeEPMUHANbHOU cTaaumn
XPOHUYECKOW NoYeYHOoN HegocTaTtodHOCTN. CpoKu
OoCTUXeHuna TepmmHansHon XI'NH B cpeaHem 5-10
ner.



BpoxXaeHHbIN HEPPOTUYECKNIA
CUHOPOM

BpoxaeHHbIn HedpoTnveckuu cuHapom (BHC) — cocTosaHme,
XapaKkTepusyrLleecs BblpaeHHOW NMpoTeUHypuen,
rmnoanbbymmHemMmnen n otekamm, Habnrogarowmnecst B TedeHmne
NepBbIX TPEX MECALEB NOCIE POXAEHMNS.

HedopoTtndeckuin cuHgpom (HC), BeISIBNEHHLIN CMYCTS TPWU MecaLa,
HO B Te4eHue nNepBoro roga (4—12 mec), onpeneneH Kak
nHpaHTUnbHasa popma HC.

Nononatunyeckun HC HabntogaeTcs B A€TCKOM Bo3pacTe Nnocrie roaa.

OTn onpeaeneHnst BblNn NCNONb30BaHbl HA MPOTSKEHUN
OecATUNeTU B NOMOLLb NpakTudeckum Bpadam. OgHako nocnegHue
nccrenoBaHua 4EMOHCTPUPYIOT, YTO MHOIME reHeTu4eckue
aeekTobl, apnsatowmecs npuymHon passmutua BHC, moryT
NpOoSABNATLCSA B pa3HOM BO3pacTe, TEM CaMbIM CTaBA No4 COMHEHUS
Ncnonb3yemMyto B HacTogdulee Bpems knaccudpukauymio BHC,
NOCKOMbKY BCE TPU POPMbI XapaKTepuU3yroTcst 0bLLEN 3TUONOINeEN,
KNHUKoM n nucxogom HC




STHONOIMA BPOXAEHHOIo HePPOTHYECKOro CHHAPOMA
FNenernyeckue

MyTtauma rena vedppusa (NPHS1, dusckuwit Tun BHC).

Myrauus resa nogoumsa (NPHS2)

MyTtauma resa WT1 (cunapom fennc—[pawa, cuHapom
®paiaepa, naonuposauHeit BHC).

MyTtaumu resa LamB2 (cumapom NMupcona, H3onUpoBaHHbii
BHC).

Myrauua rewa PLCE1.

MuTOXOHAPUANBHARA UMTONATHA (CUHAPOM MMyXOThI,
Awnabera xapauoMuonaTnm).

BHC c unu 6ea naronornn LIHC u 4pyrix NOPOKOB Pa3sBuTHA
(OTCYTCTEME reHHbIX AedexToR)

UHpekuroHHbIe
BpoxaenHsid cudunuc.

Tokconnaamos, Manapus.
LUnromeranoaupyc, kpacwyxa, renatur B, BUY

Apyrue npuymnHL

HeoHaransHan CUCTEMHAR KPacHan BOMHaHKa.
HeoHaransHbe ayToaHTUTENa NPOTHE HeRTPanbHOA 3HA0-

NeNTUAA3k.
Heouaransueit HC, oBycnoBnesHbit NeYeHnem marepu

cTepoMaamMm U xnopheHpammHom

lNempocsiH 90uma KoHcmaHmuHo8Ha BpoxXOeHHbIU Heghpomu4vecKul CUHOpPOM: amuorioausi, duagHoCmuKa,
JieyeHue (0630p numepamypel) // BecmHuUuK cogpeMeHHOoU KruHU4YecKkou MeouuyuHbl. 2013. Ne6. URL:
http://cyberleninka.ru/article/n/vrozhdennyy-nefroticheskiy-sindrom-etiologiya-diagnostika-lechenie-obzor-literatury (0ama
obpaweHus: 11.02.2018).




BpoXXaeHHbIM HePPOTUYECKUN CUHOPOM
donHcKkoro Tuna (Mmytauum reHa NPHS1)

BpoXaeHHbI HepOTUYECKNU CUHOPOM PMHCKOro Tuna (Mytauumn
reHa NPHS1) xapaktepuayeTtcs ayTOCOMHO-PeLEeCCUBHLIM TUMOM
HacnegoBaHusi. B 1998 r. Kestila 1 coaBT. 0GHapPYXuUnu reH,
OTBETCTBEHHbLIN 3a pa3BUTUE BPOXOEHHOIO HEPPOTUYECKOIO
cuHapoma ouHckoro Tmna — NPHS1, pacnosioXXeHHbIN Ha 19-1
Xpomocome (19qg13.1).

bonbuwas Yactb MnageHueB poXaeHbl NPeXaeBpeMEHHO C HU3KOW
maccou Tena. lNnaueHTa yBenuMyeHa, Bec ee NpeBbILLaeT Maccy
HOBOPOXAEeHHOro bonee yem Ha 25%. OTEeYHbIN CUHOPOM Y
HOBOPOXAEHHOro HabngaeTcs y>Ke NPy POXAEHUN UNKN B TeYeHne
HECKOSNbKUX nocnegyroLwmnx aHen BcneacTeme pasBuBLLErocs
TSAXKerioro HeopoTNUYECKOro cuHapoma.

MaccunBHaga NpoTeENHYPUA COMPOBOXOAETCA BblipaXKeHHOM
rmnoanbdbyMmMHEMNEN U CEPbE3HOU rMnorammarriodynmHeMmen.

Mopdonormndeckas kKapTuHa NoYeKk xapakTepmayeTcs Hanninem
MUKPOKUCT B TYBYynsipHOM annapaTte B COMETAHUN C NOAOUMUTaPHOM
natonornen — audpdpysHoe crnaknBaHme «HOXeK» NoaoLUUTOB.

MMMyHOrMcToxmmmnyeckoe nccriegoBaHne: oTcyTcTteme HedopuHa B
LLieneBon gnadparme.



BpoXXaeHHbI HePPOTUYECKUN CUHOPOM
donHcKkoro Tuna (Mmytauum reHa NPHS1)

CTpyKTypHO HeppUH — TpchmeM6£2|)bm Oenok, OTHOCALLMNCS K
cynepcemencTsy UMMYHOIMOOYMHOB C aAre3vBHbIMU (OYHKLMSMMU, C
MonekynapHon maccoun 185-kDa, cocTosILmnmM U3 1241 aMUHOKUCNOTHOIO
ocTaTtka. HedopuH nmeet Tpu oTnuyarowmxcst obnactu: 6onbluasi BHEKNETOYHAS
obnacTb, TpaHCcMeMbpaHHas 1 BHYTPUKIIETOUHast obnacTw.

BbICOKOMMMKONN3MpoBaHHas BHEKIETOYHas 00racTb COCTOUT U3 BOCbMU
MMMYHOTT06YNMHOBLIX YacTen 1 ogHOM UOPOHEKTUHOBOW HacTMu.
BHyTpuKneToyHasa obnacTtb COAepXUT HECKONbKO OCTAaTKOB TUPO3MHA, KOTopble
SABMNAKTCH BO3MOXHbIMM NTOKycamu ans goocgopunnpoBaHns. PakTnyeckuy,
HedOpUH, KaK ObI10 BbISIBIIEHO, HAXOAUTCS B COCTOSAHUM hOCOOpUMpoBaHUS.

CTpyKkTypa HedpurHa 1 MECTOMNOMNOXEHWNE ero B Leneson anadparme Beno K
rmnoTese, YTo roModunbHOe B3aMmoaencTeme HedppuHa cBg3bIBaET ABa
NPOTUBONONOXHbIX NoaoUNTa, GOPMUPYS NOCHEAHIOL.

[TpucTanbHOEe n3ydeHmne reHeTUYeCckux Mytaumm NPHS1 no3sonuno obHapyxXnTb
bonee nerkne opmbl TEHEHNA BPOXKAEHHOITO HEOPOTUYECKOro CUHAPOMA
JOMHCKOro THna.

FeHeTMYecKkn oOycnoBreHHOe OTCYTCTBUE CUHTe3a HeddpUHa Yy OOSbHbIX
He(ppOoTUYECKMM cCUHAPOMOM (PUHCKOro Tuna, hopmMupyeT apyryto, He
MeHee BaXHYH, npobrnemy, cBA3aHHYK ¢ peunamsom HC B
TpaHcNaHTUPOBaHHOM No4ke. Llinpkynupyrowme aytoaHTuTena K
HedpUHY UrparoT naToreHeTU4YeCKyro pornb B peunamse HC nocne
TpaHcnaHTauum




AYyTOCOMHO-PeLEeCCUBHbIN
HePOTUYECKNN CUHOPOM N MyTaLUSA
reHa NPHS2

Ponb nogounHa B dpopmuposaHnm HC bbina Hanbonee nsyyeHa nocne
oBHapyXXeHusi reHa, KogupyroLwlero aToT 6enok. NPHS2- reH nogoumHa
pacnosioeH B XxpoMocomMe 1g25-q31. MyTauuns reHa nogoumHa BbisBSieHa B
45—55% crnyyaes npu cemenHom HC n B 8—20% criy4asix cnopagmnyecku
Bo3HukLwero HC.

Mopdonoruyeckumm mapkepamn HC, BbI3BaHHOro MytaumamMm nogounHa, Yawle
Bcero ansieTca ®CIC, pexxe MMHMManNbHbIE UBMEHEHNA U eLLEe pexe IgM-
HedponaTus. OgHako B aKkcrnepumeHTanbHon pabote Huber 1 coaBT. Y MbILLEN-
HoKayT no NPHS2 oTmevanoch BHyTpnyTpobHoe passutne HC, aB
MOpdonornyeckon KapTMHe oTMedarnca BblpaXeHHbI Me3aHrnasbHbIA CKnepos
B cOMEeTaHun C TyOynapHbIM KNCTO30M C BaKyonuaauuemn anutenus, 4to Bo
MHOIOM HanoMUHaeT MOPOIOrMYeckyto KapTuHy BpoxageHHoro HC domHckoro
TMNa. (MOXET ObITb COYETAHME MYyTaUMN FEHOB NoAOoLMHA N HEQPUHA).

[Tpn 3NeKTPOHHON MUKPOCKOMNUM OTMeYanoch AnddysHoe CriaxmBaHUe « HOXEK»
nogoumntoB. [laHHbin HC xapaktepunayeTtcs ctTeponapesncTteHTHOCTbIO 1, bornee
TOrO, €ro He yaanochb KyrnmpoBaTtb, UCMOSb3YS B NIeHeHNN LMKITOCNOPUH A 1
umknodpocdaH.

Bo3moxeH peunamB B TpaHCNNaHTaTe. 3Ha4MMbIM (pakTopom Asis
copmupoBaHuns ®CI'C n ceazaHHoro ¢ HUM HC oTBOAMTCA HAannyuio
UMPKynupytoLero pakropa npoHMLaeMoCTH, KOTOPLI BCeraa BbiSiBNAETCS y
BONbHbLIX C MyTaunen nogounHa. BosMoxHo, 4TO B psige cnyvyaes peunamBebl
®CIC B TpaHcnnaHTate obycrnoBneHbl HaNMYMeM aToro paktopa y 00nbHbIX.



CnHgpom [lnepcoHa

« B 1963 r. Pierson n coaBT. onucanu BpoXaeHHbIn HedOpOTUYECKNN CUHOPOM B
codeTaHnM C aHOManuaMm rnas B BUAe MMKPOKOPUK. (BO3MOXHO HapyLLEHWEe
HIMP)

« OpHako reHeTH4yeckast OCHoBa AaHHOIo CUHApPoMa Oblna BbisiBNeHa M. Zenker U
COaBT., UCCreaoBaBLUMeE B ABYX ONMM3KOPOACTBEHHbBIX CEMbSIX C 11 NOTOMKaMM,
NMEeBLUNX aHOManun rnas (MUKPOKOpPUIO) .

* C NOMOLLbIO FOMO3UIOTHOrO KAaPTUPOBAHUSA 3TUX CEMEN OHMN CMOITIN BbISIBUTb
KaHOUOATHbIW reH, oKanm3oBaHHbIN Ha 3p14-p22 XpOMOCOME, OTBETCTBEHHbIN
3a cnHTE3 B2 —namMuHunHa (Morsekyna namuHUHa s16119€mMcsi KOM- [TOHEHIMOM
6a3asnibHolU membpaHbl 2rTOMepPYribl, cem4yameku, a makxe 6asanbHo20 fucmka
8HympuanasHbIX MbIWY U HeUpOMYCKYrspHO20 cuHarica anas. bornee moeo,
JTaMUHUH ugpaem po’ib 8 dugbghepeHyuayuu rnpecuHanmu4eckux u
rnocmceuHarnmu4yeckux uereu rnepugepudyeckou Hep8HoOU cucmemsi 8
cKeriemHou Myckyrnamype).

* B HacToswee Bpems obHapyxeHo 6ornee 10 MyTaHTHbIX JTOKYCOB reHa,
KITMHUYECKN NposiBRAloLLEroca cuHApomomMm [nepcoHa.

*  Mopdonornyecku cuHapom lNmnepcoHa xapaktepunayetca andodysHbIim
Me3aHrmanbHbIM CKIlepo3oM. B psige crniyyaes B coMeTaHUM C NOSTYNYHUSAMMU .

Pierson syndrome: a novel cause of congenital nephrotic syndrome / R. Van de Voorde, D. Witte,
J. Kogan, J. Goebel // Pediatrics. — 2006. — Vol. 118. — P.501—505.



HedpoTtnyecknm cnHapom, obycrnoBreHHbIN
MyTauuneun reHa PLCE1 (NPHS3)

« B 2006 r. rpynna y4eHbIX BbisiBUNa HOBYO MyTauuio reHa NPHS3
(PLCE1- cbocdonunasbl C ancunoH-1), obycnosnueatoLlas pas- BUTueE
BPOXOEHHOIo N MHPAHTUNBLHOIO HEPPOTUYECKOIO CUHAPOMA,
MOPJOSIOrNYECKN XapaKkTepusyrLMnUcs npe- UMyLLEeCTBEHHO
Aanddy3HbIM Me3aHrnanbHbIM ckrepo3om unu PCIrC.

* WHTepecHom okasanacb 3QPEKTUBHOCTL CTEPOUAHOW TEpPANUN B
COMETaHUU C UHTMBUTOPaMU KanbLMHEBPUHA Y AETEN C TOMO3UTOTHOM
yKopoyeHHou myTaumen NPHS3. [locrnegytowimne nccnegosaHus
nokasanu, 4To myTtauum B PLCE1 6bInin BbIABIIEHLI B 28% Criy4Yaes
nsonunposaHHoro [JMC. lNocnegHue paboTbl NpogEMOHCTPUPOBany,
4TO HapyLleHue doyHKuMK PLCE1 ABNAETCA crieacTBMeEM pasfinyHbIX
MyTauWn N YTOo Yy YacTu nogen mytaums PLCE1 MOXET npoTeKkaTb
0eccMMnTOMHO.

 MexaHu3mebl, BCrieacTeme KOTOPbIX MyTaunmn reHa PLCE1 Bbi3biBaOT
HedPOTNYECKNI CUHOPOM, HE 0 KOHLA U3y4veHsbl. bbino
YCTaHOBJIEHO, YTO PLCE1 aKCNpEeCCUpyeTCcH B pasBMBatoLLIMXCS U
3penbIxX nogounTax 1 4YTo B pesyrbrare myTtaunm reHa PLCEL
Mutat@kenpectusy iogouirnerusaedpimHadymigrsuiasTcsiy/ sclerosis (IDMS) / R.
Gbadegesin, B.G. Hinkes, Hoskins [et al.] // Nephrol. Dial. Transplant. — 2008. — Vol. 23, Ne

4. — P1291—1297




CuHapom leHnca—[patlua

Accouraunsa BpoXXaAeHHOro HePPOTUHECKOTO CUHAPOMA C MY>KCKUM
ncesoorepMaddpoanTMaMom n HedpobnacTtomon (1967).

[1pn cuHgpome [leHnca—/[palla BbigBNeHa MMCCEHC-MYyTaLUNA reHa
WT1 (2eH-cyrnpeccop onyxosnu Bunbmca), KapTMpOBaHHOIO Ha
Xpomocome 11p13. bonbMHCTBO MUCCEHC-MYTaLUMN BbiABIEHbI B 8-
M 1 9-M 3K30HEe, Koaunpyrowme 2- 1 3-n UMHKOBLIN «naneuy». ITu
MyTauun U3MEHSIOT CTPYKTYPHYHO OpraHn3auunto nocneaHmx, n
cnegoBaTtesibHO, B peaynbsrarte HapyLLaeTcsl UX CroCOOHOCTb
cBA3biBaHus ¢ [JHK.

B KnnHnyeckoun KapTuHe vaule HabnogaeTcs u3onupoBaHHas
npoTenHypuda. HeppoTrnyeckmum CMHOPOM MOXET popMUpOoBaTLCS
No3Xe U XapakTepusyeTcsa CTeponape3ncTeHTHOCTLIO.

B mopdhonornyeckon KapTnHe TKaHW NoYek onpenenaercs
andpdy3HbIN Me3aHrMasibHbIW CKNEepo3.

HedpobnacTtoma, kak npaBmnio, NOABMAETCS NO3XKE OCTasbHbIX
KOMMNOHEHTOB Tpunadbl. OTOT hakT NOBYXOAET K UCKIMOYEHMIO
HedpobnacToMbl N NPOBEAEHMIO KAPUOTUMNPOBAHNSA Yy OETEN C
XXEHCKUM (PeHOTUNOM, BOMbHLIX rIIoOMepyronaTnen ¢
MOPJOSIOrM4eCcKom KapTMHOW Me3aHrmanbLHoOro ckrepoaa.

Bce 6onbHble C reHOTUNOM 46XY MMEKOT ypOoreHUTanbHbl CUHYC UNu
XXeHcknn peHoTmn n gmucreHesnto roHag. HC nporpeccupyet B XINH
[0 4 ner.




CuHapom ®pansepa

XapaKkrepusyercsa coMeETaHMEM MY>KCKOro ncesaorepMmaddpoanTnama, NporpeccuBHON rno-
MepynonaTtnen u roHagobaacToMon .

[ebioT 3aboneBaHns, NPOSBNSAIOLWMIACSA N30IMPOBAHHOM NPOTEUHYPUEN, ANArHOCTUPYIOT B
paHHEeM Unn B AOLLIKONbHOM BO3pacTe.

Cnenyet oTMETUTDL, YTO TeYeHNe 3aboneBaHns bonee BrnaronpuUATHOE B CPaBHEHUN C
cuHapomom [leHnc—[Lpatdl.

XINMH HacTtynaeT cnycta 20—30 neT ot aebtota bonesHu.

Mopdonorudecku rnomepynonatus npm cungpome dparsepa xapakrepmsyeTcs Kak
dokanbHO-CErMeHTapHbIN MOMEPYNOCKIEP03.

O cuHppome ®pansepa criegyet Aymatb Npu Hanuynm HepoTUYECKOro cMHapoMa y
XXEHLMH B COMETAHNN C aMEHOPEEN.

[MprymHON pas3BUTUSA AaHHOIMO CUHAPOMA CIY>XXUT MyTauus B 9-M UHTPOHE reHa WT1, B
pesynbraTte KOTOPOW CHMXKAETCA cuHTE3 +KTS nsodopmbl 6erka. NonykonnyecTBeHHbIN
[MLIP-aHanns, npoBeaeHHbIN y 605bHbIX, 0BHAPYXNIT CHUXKEHNE KonmnyecTBa +KTS n3ogopm
B CPaBHEHMN CO 340POBbLIMY .

Knaccunyecknn cnngpom ®pansepa BKIIOHaET rMoMepynonaTuio, C XXeHCKUM PeHOTUNOM U
kKapuoTmnom 46 XY. OgHako B psige criydaeB cmHapom dpansepa MoXeT
ONarHoCTUPOBAaTbLCS Y XXEHLWMH C FEHETUYECKMM KEHCKMM KapuOTMUNOM U rriomMepyronaTnen
B Buae ¢CIC.

CnegyeT OTMETUTD, YTO B TPAHCMNIIAHTUPOBAHHOW NOYKe Y 60MbHbLIX C
cuHgpomom HeHnca—[Opaiua n cuHgpomom Ppansepa, peunans
3aboneBaHuUsi He OTMeYaeTCcd, YTO N03BOAAET NPOANUTL XKU3Hb 0DPEYEHHbIX
neTemn.




CuHapowm lannoBen—MoBaTa

« XapakTepusyercd codeTaHUeM
MUKpoLedannum, BDOXAEHHOIO
HEDPOTUYECKOIO CUHAPOMA U TPbKEW
NULLIEBOHOIO OTBEPCTUA Anadoparmbl u
ABNSAETCS Ype3BblMaNHO PEOKUM
reHeTn4ecknm 3aboneBaHmnemM, KOTOPoE
nepenaeTcy No ayToCOMHO- PELIECCUBHOMY
nyTw.

* [onck reHa, OTBETCTBEHHOIO 3a pa3BUTUSA
9TOro CMHAPOMa, 10 HACTOSALLEro BpeMeHu He
yBeHYarcsi ycrnexom.




HereHeTn4deckmne goopmbl BHC

HecmoTps Ha TO YTO reHeTn4YecKkne popmbl COCTaBNAKT Nogasnstoulee
bonbwmHcTBo BHC, ogHako B passBmBaloLLMXCA CTpaHax MHgeKUum moryT
TakXe ABMATLCA 3TUONOrM4yeckom ocHosow passutus BHC.

[1aBHO N3BECTHO, YTO BPOXAEHHbIU cudunmc Moxet obycnosnuneaTb
pasBuUTNE HedPPOTNYECKOrO CUHAPOMA Y HOBOPOXAEHHbLIX, MOPJ)ONOrn4yeckom
OCHOBOW KOTOPOro aBnsieTca MmembpaHo3Hasi HedoponaTus.
AHTMBaKTEepMnanbHasa Tepanns NEHULUNTIMHOM NPENSTCTBYET PasBUTUIO
HeobpaTUMbIX MOPaXKEHUN MOYEK.

Tokconna3mo3s, BpoXXaeHHas KpacHyxa, BUPYCHbIU renaTtut B n Bupyc
nMMyHozaedunumTa YenoBekKa Takke MOryT Bbl3BaTb pa3sutme BHC. Kak
NpaBuIo, ero NPosaBieHne HabnogaeTca y AeTen ctaplue 1 roga, HoO MOXET
BCTpeYaTbCs N B HEOHATanlbHOM Bo3pacTe. N. Besbas 1 coaBT. onybnukosanu
cnydan BHC, accounnpoBaHHOro ¢ UMToMeranoBmpycHOW MHeKUnen.
OpHako criegyeTt NOMHUTL, YTO B Crlydae OTCyTCTBUSA adbdpekTa oT
NPOTMBOBUPYCHOW TEPANnn raHUMKIIOBUPOM Y 3TUX AeTen Heobxoanmo
onpenenuTb reHeTn4veckyto ocHosy BHC.

Cpeaun HenHpeKkunoHHbIX popm BHC xoTenock Obl OTMETUTL CUCTEMHY O
KpacHYI0 BONYaHKy, Habnogaemyto y HOBOPOXAEHHbIX OT MaTepen ¢ AaHHbIM
3aboneBaHnewM, a B nocneagHee Bpemsa accounauymio BHC ¢
annonMMyHu3aLUnen HOBOPOXOEHHbIX MPOTUB HENTPanbHbIX aHOONENTUAAas,
9KCnpeccupyemMblx Ha nogouuTax.



[NunarHoctnka BHC (1)

OwnarHoctuka BHC ocHoBaHa Ha KNUHMKO-NabopaToOpHbIX NU3MEHEHUSIX,
XapakTepHbIX 4na HedopoTUYECKOro CMHAPOMa He3aBUCUMO OT BO3pacTa.

Kak npasuno, ans BHC xapaktepHa Tsxxkenaa npotenHypusa o 20 r/n,
rmnoanbbymmHemma — meHee 10 r/n. OgHako cTeneHb NPOTEUHYPUN MOXET
BapbMpoOBaTb B 3aBUCUMOCTU OT KInnHM4eckon doopmbl HC.

B MOuYeBOM CMHOPOME HEPEAKO NPUCYTCTBYHOT SPUTPOLNTLI N NENKOLMUTHI.
DyYHKUMA NOYEK B TEYEHNE NEPBLIX MECALEB OCTAETCHA COXPAHHOMN.
Bcneacteue runoansbyMnHeEMUN, runepToHna He HabngaeTcs, ee
nosiBrieHmne BbiCTpee CryXuT Mapkepom bopmmpoBaHust Hedppockrieposa u
pa3BUTUA NOYEYHOW HEAOCTATOYHOCTM.

[Ona HoBopoxaeHHbIX ¢ BHC dpuHCKOro Tvna xapakrtepHo yBennyeHne macchbl
nnaueHTbl 6onee 25% OoT HOpMbl. HO aHanornyHbie USMeHeHNa MoryT
Habntogatbcs u npu apyrmx dopmax BHC.

[Mpun ynbTpa3BykoOBOM UCCNEA0BaHNN NOYEK OTMEYAETCS UX yBENNYEHNE U
rMNEepP3aXOreHHOCTb KOPKOBOTO CIOS.

Buoncua nodek mano nomoraet B onpeaernieHnn atmosnorum BHC, nockonbky
MHOrne goopmMbl UMEKOT CXOXKNE MOPdOIIornyeckme N3MeHEHUS, Takmue Kak
6onesHb MUHUManbHBIX U3MEHEHUI, (DOKaNbHO- CErMeHTapHbIN
rromMepynocknepos, Anpdy3sHbI Me3aHrnasnbHbI CKnepos. bornee Toro, Takme
N3MEHEHUS, Kak gmnaraumsa n pudpos KaHanbLeB, HE UMEKOT
NPOrHOCTUYECKOro 3Ha4veHusa ansa geteu ¢ BHC.



[NunarHoctmnka BHC (2)

 Mopdonornyeckoe nccrnegoBaHue cnenyeTt NpoBOoAUTL B Criyvae
HanNU4ns aHTUTenN K HedpuHy, NOAOUUHY, NAaMUHUHY N OPYTUM
KOMMOHEHTaM nogouunTta ans MMMYHOIMCTOXMMUYECKOIO
nccrieqoBaHus rnodvexk.

« [eHeTn4yeckoe nccriegoBaHne ABNAETCS 30/10TbIM CTaH4APTOM Ans
onpenernenuna reHetndecknx popm BHC. YuntbiBag, yto BHC Bxogut
B COCTaB HEKOTOPbIX CUHAPOMOB, HEODXOANMO TLlATENbHOE
obcnegoBaHue apyrmx opraHoB N CUCTEM A5 BbISIBNEHUS UX
aHoMasiMn CTPOEHUA NN HapyLLEeHUA PYHKLNN.

« Cnenyet NOMHUTb, YTO Npu n3onuposaHHom BHC Bo3amMoxHa
rmnepTpodusa mmokapaa, KOToOpyto He crieyeT paccMmaTpuBaTh B
CTPYKTYPE MOSIMCUHAPOMHOTIO MNopaXXeHus.

« BHC domHckoro tTuna MmoxeT ObITb 3anogo3peEH eLle B NpeHaTtanbHOM
nepuoge. 'pu noBbileHUN YPOBHA anbda-geTonpoTenHa B
aMHMOTUYECKOU XXNOKOCTU N B CbIBOPOTKE KPOBU MaTepW, npu
NCKMNKOYEHUN aH3HUedanmm n gpyrux mansgopmaunm cnengyet
3anogo3pute BCH duHckoro tuna. Cnegyet NOMHUTbL, YTO ANs
reTepo3nroTHbix popm BHC dpumHckoro Tnna gaHHoe NoBbILLEHNE
anbda-eTonpoTenHa MOXET ObITb TPAH3UTOPHLIM, NO3TOMY cneayet

ProteiiPOBRETMNOBTORKLNIE AHAMNS A 20 Hel OePeMEHHRETH: nephrin gene
mutations / J. Patrakka, P. Martin, R. Salonen [et al.] // Lancet. — 2002. — Vol. 359. —
P1575—1577.



BeneHue gpeten c BHC (1)

* B oTnnume ot goeten bonee crapLiero
Bo3dpacTta ¢ HC, ncnonb3oBaHue cteponaoB u
OPYrnx UMMYHOCYNPECCUBHbIX NpenapaToB He
PEKOMEHAYETCS.

* OCHOBHa4 LEeNb B JIEYEHUN 3aKITHOYAETCSH B
KOHTPOJIE OTEYHOIro CUHAPOMA, a30TEMUM,
npeaynpexgeHnn n NeYeHNn OCNOXHEHUN,
TaKux Kak nHdekumns n Tpomoosel. B
OonbLUIMHCTBE Crly4yaeB TPpaHCcNNaHTauus
NOYKN ABNAETCA €ANHCTBEHHbIM
rie4yeHuem.



BeneHue gpeten c BHC (2)

UHdy3una anbbymunHa. BennunHa notepun 6enka ¢ Mo4omn aBnaeTcs

OCHOBHbIM KpUTEpUem Ans onpeneneHns 4osbl U AnMTenbHOCTU
NHY3nK anbbymunHa. Kak npasuno, ncnomnb3yoT 20% pacTeBop
anbObymVHa BMeCTe C BHyTpBEHHbIM BBEAEHMEM (hypocemuaa (0,5—1
Mr/Kr). [TockonbKy MHY3ua ansbymnHa OyaeTt exxegHeEBHON, crne- ayeT
MCNOoNb30BaThb LieHTparibHble BEHO3Hble KaTteTepbl. MHy3uda
anb0yMWHOB B rnepBble Hegenu OOMKHa Npo- 4ormkaTbca He boree 2 v,
a gosa coctaBnatb 1—5 mn/kr. B ganbHenwem, Yyepes HECKOSbKO
Heaenb, Ao3a anbdy- M1MHa yBenuuneaeTcsa 4o 15—20 mn/Kr ¢
yBernunyeHnemM npoaosKnTenbHOCTU BBEAEHNA 0 6 Y. [JaHHaa Tepanud
KOpPPEKTUPYeET rmnoans0yMmMHEMUIO N OTEYHbLIN CUHOPOM.

MeaovnkameHTo3Haa Tepanus. C aHTUNPOTENHYPUYHECKOU LIESbIO
MO>XHO ncnonb3oBaTtb MHIIMGUTOpbI Al n nngometaumH. OgHako
HoBOpOXXaeHHble ¢ BHC dpuHcKoro Tuna u ¢ mytaumnen reHa nogouuHa
Ha JaHHY Tepanuio He oTBeYvatoT. [insg KoppeKkumn runotupeosa,
xapaktepHoro ansi aeten ¢ BHC, Heobxogumo HasHadeHune
npenaparoB TUPOKCUHA B J03e 6,25—12,5 mr/cyT. JledeHne nHdekumnm
OCYLLUECTBNSAETCA aHTUbaKTepmanbHbIMUK NpenaparaMmu, HO He crneayeT
NX NPUMEHSATL B MOCTOAHHOM PEXUME C LieNbio NpodonnakTUKu
NHMEKLUNK, TAK KaK, KpOME pa3BUTUSI YCTONUYMBOCTU DAKTEPUM K
aHTubBakTepuanbHbIM NpenapaTam, 3pdeKTOB NpeaynpexaeHuns
NHMEKLNM OHa HE UMEET. A BOT Ans npeaynpexaeHnsa Tpomb030B
crnenveT MCNnoNnba0BAThk AHTUKOANVASHTRI HAnpuved RanhabviH.




BeneHue geten c BHC (3)

e HyTtputuBHasa nogaepxka. OCHOBHas LeNnb HYTPUTUBHOW NOALAEPKKM — 3TO
obecnevunTb BbICOKOKaNoOpUmMHoe nutaHmne (130 Kkan/Kr CyT) C BbICOKUM
coaepxaHnem benka (3—4 r/kr/cyT). (pyaHoe MOIOKO U MOSTIOYHbLIE CMECH
SIBMNAKOTCSA NepBbIMU NpoayKTamu anga nutaHna geten ¢ BHC. YeennyeHune
6enkoBon Harpy3kmn JOIMKHO NPONCXOAUTb 3a CHET Ka3enHOBOro berka, a
KanopUMHOCTb MOXET BbITb yBENNYeHa NyTeM NCNOSIb30BaHUS ParcoBoro 1
noacosiHe4yHoro macna. logknioyveHme rmoKO3HbIX MOSIMMEPOB MOXET Takxke
NOKPbIBATb 3aTpavyeHHYI SHEPIUIO pacTyLlero mrnageHua. Koppekuums
rmnepnapaTtmpeosa y geteu c BHC nposoantcsa ncnonb3oBaHnem ButammHa D2
(400 ME/cyT), npenapatamu kanbuma (500—1000 mr/cyT) u marHusa (50 mr/oeHnb).
HecMoTps Ha BbipaXXeHHble OTEKN, Y 3TUX AeTeu criegyeT nogaepXxmeaTtb
BOAHbIN BanaHc exxeaHeBHbIM NoTpebneHnem Boabl OKoro 100—130 mi/kr.

 Hedpoaktomusa. OQHOCTOPOHHAS HEDPOIKTOMUS, UCNOSIb3yeMasi B HEKOTOPbIX
LEeHTpax, yMeHbLUAET NoTepto 6erka, a TeM caMbiM U HacToTy MHAY3NN
anbbymMunHa . Y aTnx geten BO3MOXHa nepecagka novku B 6onee no3gHem
Bo3pacTe. [pyron noaxon 3akro4aeTcs B NpoBeaeHUn OBYCTO- POHHEN
HepoakTOMUKM npu pernctpauum BHC, noaknoyveHnss 3aMmecTuTenbHON
Nno4Ye4yHOW Tepanum B BUOE NepuTOHearbHOro gmanusa u nposeaeHus
TpaHcnnaHTaunm NoYKK Npu 4OCTUXKEHUN pebeHKoM Beca 9 Kr 1 bornee ¢
9KCTpanepuToHearibHbIM pa3MeLleHneM TpaHcnnanTarta. B psge KnmHuk
OBYCTOPOHHAS HEPPOIKTOMUSA C NOAKITHOYEHMEM NEPUTOHMAIIBHOIO AMnanusa
NpoBOAMTCA NMpu Bece pebeHka He MeHee 7 Kr.



TpaHcnnaHTaumMa no4Yek npu
BHC

[ToyeyHas TpaHcnnaHTauus siBNSIeTCA eQUHCTBEHHbIM
addpekTnBHbIM criocobom neveHust aeten ¢ BHC. OBbbIYHO
TpaHcnnaHTauuto nodvek aetsam ¢ BHC npoBogsaTt B Bo3pacte 1—2
NneT, UCNonb3ys MNo4YKy B3pOCnoro Yenoseka. [loatomy ans
noggepXxaHusa onTUManbHOIMo KPOBOTOKa B MNOYEYHOU apTepun
pebeHKy cnegyeT NPpoBOAUTL ODUIBHYIO rMapaTaunoHHY0 Tepanuto
(3000 m1ni/m2 ). crionb3oBaHne MMMYHOCYNPECCOPOB AOSMKHO ObITb
cbanaHcupoBaHHbLIM A5 NPeAoTBPaLLEHUSA OTTOPXKEHUS MOYEK, C
OOHOW CTOPOHBI, C ApPYron — 4YTobbl n3bexaTtb MHOrne nobo4YHbIE
adpeKTbl, 0OYCNOBIIEHHbIE 3TUMW NPenapaTamu.

Peunguebl HC B annoTpaHcnnaHTaTe BECbMa peaKku, HO B Criydae nx
perncTpaumm BO3MOXHO UCMNOoNb30oBaHWE LmKnodochammaa u
nnasmodpepeasa.

BbiknBaemMocCTb NauneHToB, No JaHHbIM €OUHNYHbIX LEHTPOB, B
TedyeHue 5 net cocrtaBnaeT bornee 90%, a BbI)KMBAEMOCTb
TpaHcnnaHtata — 6onee 80%.

XpoHunyeckaa HedoponaTuns annoTpaHcninaHTara aBnseTca ogHou m3
OCHOBHbIX NPOBeM y 3TUX NaLMEHTOB 1 BTOPOW TpaHcnaHTauum nm
He n3bexaTb B cTapLueM Bo3pacTe



Cnacnoo 3a BHumMmaHue!



