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Cnmcok cokpameHui
FDA - Food and Drug Administration
HLA - human leukocyte antigens
KDIGO - Kidney Disease:Improving Global Outcomes,
YIIYYIIEHHIO TJI00AIbHBIX UCXO0/I0B 3a00J1€BaHU MTOYEK
SCr — cbIBOPOTOYHBIN KpeaTHHUH
AB® — aprepuoBeno3Has ¢puctymna
AJl — apTepralibHOE J1aBICHUE
An — anpOymMuH
BPA — GiokaTopsl penentopa aHruoTeH3uHa
'] — remonmnanus
3IIT — 3aMecTUTENBHAS TOYEYHAS TEPAITUS
UAII® — UHTUOUTOPHI AHTHMOTEH3UHIIPEBpAIAIOIIEro PepMeHTa
NUMT — unnekc Maccel Tena
Kp — kpeatnaun
OIIII — ocTpoe NOBpPEKICHUE TTOUEK
[1J] — mepuTOHEANBHBIN AUATU3
IITT" — mapatupeonHbIA TOPMOH
CK® — ckopocTh KiITyOOUKOBOW (pUIIbTpaIiuu
CDA — cKOpOCTh 3KCKpELUU aTb0yMHUHA
COb — ckopocTh IKCKpenun Oeka
V31 — ynbTpa3ByKOBOE UCCIETOBAHUE

XBII — xpoHuueckast 00J1€3Hb TOYEK

HMHHUIIKMaTUBa II0



Benenue

Xponuueckass 0one3np nouek (XbBII) - 3T0 HapymieHue CTpYKTypbl WU
GyHKIMM TIOYEK, MEePCUCTUpPYIOIIHUE OoJjiee YeM TpU Mecsila M OKa3bIBAIOIIHE
BIIUSTHUC HA COCTOSTHUE 3/10poBbhsi. XbII muarHocTHpyeTCcss 4€TKO yCTaHOBIICHHBIMU
KPUTEPHUSIMU, €CITH 00a KPUTEPUsI COXpaHIIOTCs 3 Mecsiia u 0osiee:

1. Mapkepsl MOBpEXICHHS TTOUeK (0IUH U 0oJee):

- AnmeOymMuHYpHUs (CKOPOCTh JKCKpEeIruu anbOymMuHa ¢ Mo4ou >30 mr/cyr,
otHomenue AnbOymun/Kpearunun (An/Kp) moun >30 mr/r [>3 Mr/mMMmoss));

- I3MeHeHus ocajika MOYH;

-  DJEeKTPONUTHBIE U JpPyTHWe HapYLICHHUs BCIEIACTBUE KaHAJbIIECBOM
TuChHYHKIINH;

- ['ucTomornyeckne M3MEHEHNS;

- CTpyKTypHbIE HapylUICHUS TP BHU3yaJIU3AIUPYIOMIUX  METOAax
UCCIIeIOBAHUS

- TpancrraHTanys MOYKA B aHAMHE3E

2. Camxkenne CK®D: CK® <60 ma/mmu/1,73 M2, 49TO COOTBETCTBYET
kareropuu craguu XbII C3a-Cs.

Y munp ¢ CK® <60 mu/mun/1,73 m2 (xareropuu CK® C3a-C5) wunm
MPU3HAKaMU TTOBPEXKICHUS MOYEK HEOOXOAMMO HU3YUUTh KIMHUYECKYIO CUTYAITUIO,
B TOM YHCJIC MHANBUYaTbHBIN U HACICICTBCHHBIM aHAMHE3, COIIMAIbHBIE (PaKTOPHI
1 (GaKTOpbl OKPYXKAIOMIEH CPE/bl, MPUEM JICKAPCTBEHHBIX IMpEnaparoB, JaHHBIC
bu3ukagpHOrO0  OOCJHelOBaHMS,  JTAOOPATOPHBIX,  BU3YAIM3UPYIOIIUX U
natroMopdOJOTHYECKUX  MCCICAOBAaHUW  JIJIE  ONpEJeieHUs  JIUTEIbHOCTU
3a00JIeBaHUS TTOYCK:

- €CJM JUTUTENIbHOCTh W3MEHEHUW/TOBPEXKIACHUS COCTaBiseT Oonee 3
MecsueB, Hanuune XbII moaTBepkaeHo 1 caeyeT HaunHaTh BEACHUE MMAMEeHTA 110
nportokoiry XbII;

- €CJIU IJIUTENBHOCTh HE MPEBBIMIAET 3-X MECALIEB UM aHAaMHE3 3a00J1eBaHuUs

He wu3BecreH, Hammuue XbBII He mnoareepxpaercsa. Cregyer MNOBTOPUTH



WCCIICIOBAHUSL JUIl  YCTAHOBJICHHSI XPOHWUYECKOIO WM OCTPOTO TEYEHHUS
3a00J1€BaHUS.

JIMUTENBHOCTh MOPAXEHUsSI MOYEK MOYKHO OINPENEIUTh MO0 MEAUIUHCKUM
JOKYMEHTAM WJIA UCXOAS W3 KIMHUYECKOrO KOHTeKcTa. Hampumep, CHMXeHuHe
GyHKUMM TOYEK WM TMOpPaXKEeHHE MOYeK B pasrap ocTtporo 3aboseBaHust (Ipu
OTCYTCTBUHU JIOKYMEHTAJbHO MOATBEP>KIECHHOTO 3a00J€BaHUs MOYEK B aHAMHE3E)
MOXHO pacUEHUTh Kak ocTpoe noBpexaeHue noudek (OII). BeizgoposneHue B
TEUECHUE HECKOJIbKUX JHEW WIM HeAeNlb SBWIOCHh Obl MOJITBEPKIACHHUEM 3TOTO
nuarnosa. l[lanpeHTa ¢ TakuMU K€ MPOSBICHUAMHU TPU OTCYTCTBHU OCTPOrO
3a00JeBaHUs MOXKHO paccMarpuBaTh kak OonbHOro XbII, a coxpansitomiasica B
JanabHEHIIeM CUMIITOMATHKa MOCTyKuiaa Obl moaTBep:kaeHuem Hannuusg XbII. B
o0oux ciyyasx Jyisi YTOYHEHMsI JHarHo3a PEKOMEHJYETCs IOBTOpPHAs OIICHKA
MPU3HAKOB TOBPEXJEHU W (GYHKUMU TMMOYeK. Bpems mpoBeieHUs MOBTOPHOTO
oOcJieIoBaHMs 3aBUCHUT OT KIIMHUYECKOW CUTyaluu: OoJiee paHHee oOcieoBaHue
nokazaHo 0oJibHbIM ¢ mojo3penuemM Ha OIIIl, a Oonee mo3aHee — MalMeHTaM ¢
nosio3penreM Ha XbII.

B unenom ompenenenme XbBII y B3pochabIX NPUMEHMMO K JAETAM CO
CJIEAYIOIIMMU UCKIIOUYEHUSIMU UJIU TTONIPaBKaMU:

* Kpurepuii «IIpOJOJKUTENBHOCT >3 MECALIEB» HE MNPUMEHUM K
HOBOPOXJICHHBIM WJIM MJIAJICHIIaM B BO3pPacTe€ MEHEE 3 MECAIIEB KU3HU,

* Kputepuit CK® <60 mu/mun/1,73 M2 He IpUMEHHM K JIETSIM B BO3pacTe
MJaame 2 JeT, Y KOTOPBIX CIeAyeT MPUMEHSTh 3HAYEHUS, COOTBETCTBYIOIIHME
BO3pACTY.

* OOt 60K B MOYE WIIH SKCKPEINH alTbOyMHHA C MOYOH BBIIIIE TIPEICIIOB
HOPMAaJIbHBIX 3HAYEHUH Il COOTBETCTBYIOIIETO BO3pAacTa MOKET ObITh 3aMEHEH Ha
anpOymMuHypuio >30 mMr/cyT.

* Bce 31eKTpoIuTHBIE HAPYIICHUS TOJKHBI pACCMATPUBATHCS C TOUKH 3pEHUS
BO3PACTHBIX HOPM.

Pexomenpayercst knaccuduimponats XbII ¢ yueToM mpUUMHBI U KaTeropui

CK® u anp0yMuHYypHUHU B KOMILIEKCE:



1) XBII o CK®:

- C1 — HopmanwHas pyskmus nouek - CK® > 90 mn/mun/1.73 m2;

- C2 —He3HauuTeNbHO CHIKEeHHAS! (yHKIUA ouek - CKD 60-89 mu/mun/1.73
M2;

- C3a—ymepenHo cHmkeHHas GyHkius nodek - CK® 45-59 mn/mun/1.73 mM2;

- C3b — cymiecTBeHHO CHIDKeHHAs pyHKIus mouek - CKD 30-44 mn/mun/1.73
M2;

- C4 — pe3ko cHmxeHHas pyHkuus nmoyek - CK® 15-29 mn/mun/1.73 m2;

- C5 — noueynas HepoctaTo4HOCTh - CK® < 15 mn/mun/1.73 m2.

2) Kareropuu nepcuctupyronieii albOyMuHypUH:

- Al — anp0OyMHUHYpUSI HOpMaJIbHAs WM HE3HAYUTEIHHO MOBbIIIEHA - <30 MI/T
(<3 Mr/mMMOIIB);

- A2 — ansOymunypusi ymeperto nossimiena - 30-300 mr/t (3-30 mr/Mmorsb);

- A3 - aneOymuHypus pe3ko noseiieHa — > 300 mr/t (>30 Mr/MMoIh).

Ycranosiaenue craauu XbII

[loukn  BBIMONHSIOT MHOTOYMCIEHHbIE  (QYHKIMH, B TOM  4YHUCIHE
BBIICJIUTENLHYIO, SHIOKPUHHYIO U MeTabonnueckyro. CK® sBisieTcst Julib 0THON
U3 COCTABJISIIONIUX BBIICIUTEILHON (YHKIMHM, HO OHA IIMPOKO MpU3HAHA Kak
HanOoJIee TOUHBI CYMMApHBIN MOKa3aTelb MOYEYHON (PYHKIUH, TaK KaK OOBIYHO
CHIDKAETCS MPH 1IEJIOM Psifie CTPYKTYPHBIX MOBPEXIEHUH, 1 OOIBIIMHCTBO APYTUX
¢bynkumii ipu XbBII cuHuxaercs napamenbHo ¢ CK®. Cawmxenne CKD <60
mi/mun/1,73 M2 (kareropun CK® C3a-C5), coxpansitonieecs: B TeueHue 3 u doiiee
MECSIIeB, BRIOPAHO B KA4€CTBE MOPOTOBOTO 3HaUeHUs Jj1s moaTBepxkaeHust XbII.

Cuamxenue CK® o ypoBHs Huxe 60 Mii/Mun/1,73 M2 MOXKET ObITh BBISIBICHO
Opu PYTUHHOM JlabopaTopHOM wuccienoBanuu. CoBpeMeHHble (HOPMYIbI IS
pacueta CK®, ocHOBaHHbIE Ha YpOBHE ChIBOpoTOYHOTO KpeatuHuHa (CKp), HO
BKJIIOYAIOIINE U APYTUe MOKAa3aTENN, JOCTATOYHO YYBCTBUTEIIbHBI JJIsSI BHIABICHUS
cooTBeTcTBYIOMEr0 ypoBHs m3mMepeHHor CK® <60 mn/mun/1,73 m2. CHnxeHue

CK®, paccuntannoit Ha ocHoBaHuM ypoBHs CKp, npu He0OX0AMMOCTH MOKET OBIThH
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nonrBepxkaeHo pacyetoM CK® ¢ noMompio  ajgbTepHATUBHOTO  Mapkepa
¢unbrpamuu - nucratuHa C wim HenocpenctBeHHoro u3mepenuss CKO (IIpoda
PeGepra). [Tpu CK® <60 mn/mun/1,73 M2 puck ocnoxkuennit XbII Briiie, uem npu
COXPAaHHOM (PYHKIIMH MOYEK:

1. TIlo wmepe cHuxenuss CK® pa3BuBaiOTCsI MHOTI'OYHMCIICHHBIE
OCJIOKHEHUS, OTPAKAIOIIME HAPYILIEHUS SHIOKPHHHON MK K30KPUHHON (PYHKIIUN

IMOYCK, B TOM 4YHUCIIC aHCMMH:A, aAlMI03, HYTPHUTHUBHLBIC WM KOCTHO-MHHCPAJIbHBLIC

HapyIICHUS,
2. N3menenns (hapMaKOKMHETUKHU JIEKapCTBEHHBIX CPEICTB,
DKCKPETUPYEMBIX  MOYKaMH, W  TOBBIIMIEHHBIM  PUCK  JICKAPCTBEHHBIX

B3aMMOJCHCTBUIM HAOMIOAAIOTCS OYEHb YacTO U TPEOYIOT KOPPEKLUHU 03 MHOTHX
JIEKapCTBEHHBIX MPENapaTos;

3. [ToBhIIaeTcst pUCK CEPAEYHO-COCYAUCTHIX 3a00JI€BaHUI U CMEPTHOCTH
OT HUX.

AHOMaiMM pa3BUTHS NTOYeK BRIBIAIOTCA y 30-50% nereit ¢ XBII. B cBa3u ¢
3TUM MHOTME MJAJCHIBI, XOTA M POXKIAKTCA C HOpMalbHbIM ypoBHeM CKp
(COOTBETCTBYIOIIUM BO3PACTy), PaKTUYECKU OYTyT COOTBETCTBOBATH OMPEACIICHUIO
XBbII Ha ocHOBaHWYW HaTWYMsS CTPYKTYPHBIX aHOMAaJHuil, HECMOTpPSI HA OOMaHYHUBO
HopMaibHyt0 CK®, 1 MoryT OBITH KJIaCCU(PHUIIMPOBAHBl KaK TAaKOBbIE B TEUCHUE
nepBbix aHed ku3HH. CK® y HOBOpPOXIEHHBIX B HOPME COCTaBiIsIeT MeHee 60
wir/mus/1,73 M2, 1 nuIIb K 2-€THEMY BO3pPacTy MOXKHO OKHJaTh, YTO 3HAUYEHUE
CK®, ckoppeKTUpOBaHHOE Ha IJIOIIAlb TOBEPXHOCTH T€Ja, TOCTUTHET 3HAYEHUH,
CpPaBHUMBIX C HaOmomaeMbiMu Yy B3pocibix. Oxumaemoe yBenuueHue CKO B
NEpPBbIE  MECSLbl JKU3HU SIBISETCS  PE3YJbTaTOM IOBBIIIEHHUS CPEIHETO
apTepuaIbHOrO JaBJIEHUS, CHU)KEHUS PE3UCTEHTHOCTH MOYEUHBIX COCYOB, a TAKXKE
nepepaclnpenesieHls BHYTPUIIOYEYHOIO KPOBOTOKAa B I0Jb3y IOBEPXHOCTHBIX
KOPTHUKAJIbHBIX HE(PPOHOB Y HOBOPOKJICHHBIX U YBEJIIMYCHHS Pa3MEPOB KIIyOOUKOB
Y IPOHULIAEMOCTH KAIMWIISIPOB Y MIIAJICHLIEB.

Takum  oOpa3oM, wucmonb3oBaHWe  MOPOroBbiXx — 3HaueHwit  CKO

(COOTBETCTBYIOIIMNX COBpeMEeHHOMY onpenenenuto XI1b) y neteit mmanmie 2-x et
7



HE YMECTHO, IOCKOJIBKY Y HIX HOPMaJIbHBIE MAKCUMAJIbHBIC 3HAUYCHUS OYTyT HUKE,
4YeM Yy B3pOCIHbIX WJM JeTedl Oonee crapiiero Bo3pacta. MHade y OonbIIMHCTBA
HOBOPOXICHHBIX U MiiajieHiieB CK® morna Ob1 ObIThH onpe/ieneHa Kak CHUKeHHas,
HO He Ha ocHoBaHun cHMkeHHST CK® oTHOCHTEIRLHO 00JIee BHICOKMX 3HAUCHHI, a
CKOpE€ B CBSI3H C HEJIOCTATOYHOM 3PENIOCTHIO MOYEK.

B pykosoactee Comprehensive Pediatric Nephrology npeacTaBieHbl HOPMbI
CK®, nHaunHasg ¢ MOCTHATaJIbHOIO I€PUOJA M IO NOJAPOCTKOBBIA IEPUOA
BKJIFOUUTEIIBHO.

JIrobast popmyna CKOD, wucnonb3dyemas y JeTei, JODKHA OBITH MO
BO3MOYKHOCTH BaJIMJUPOBAHA JUIsI COOTBETCTBYIOIIETO BO3pACTa U COCTOSTHUS
GyHKIUMA TIOYEK, a JJaOOpaTOpHBIE METOJbI, MUCIOJIb3yeMbIe JIOKAbHO, JOJIKHBI
OBbITh KAJIMOPOBAaHbI WJIM COMOCTABUMBI C TEMH, KOTOpBIE HCMOJb30BaJIUCh B
mpoiiecce paspaboTku mpumeHsieModt (popmynbl. Haubonee HaaexHble U3
uMeroIuxcsi B Hacrosimee Bpemst popmyn nns pacueta CK® y pereit Obutn
nonyuyeHbl B wuccienoBanuu CKiDs. OnHu pa3paboTaHbl Ha OCHOBE KJIMpPEHCa
forekcosla M W3MEPEHHN KpEeaTMHWHA, IEHTPAIM30BAHBIX, KAJTHOpPOBAHBIX U
MIPOKOHTPOJIMPOBAHBIX IO OTHOIICHUIO K MEXIYHAPOAHBIM CTaHIAPTaM:

CK® (CKiDs) = 39.8 x [poct/Scr]0.456 x [1.8/cysC]0.418 x [30/BUN]0.079
X [1.076manbunku] [1.00neBouku] X [poct/1.4]0.179 , rue:

- CKO® (ckopocTs ki1y00ukoBO# GruibTpanmu) = mur/mus/1.73 m2

- BUN (a30T MOueBHUHBI KPOBH) = MT/1IJT

- ¢ysC (uucrarun C) = mr/n

- POCT = METPbI

- SCr (kpeaTHHUH CHIBOPOTKHU) = Mr/ i

Huctatun C 0100peH K MPUMEHEHUI0 B HEKOTOPBIX cTpaHax EBpombl, a B
CIHIA momyunn omobpenune FDA st ucmonb3oBaHusS B KauyecTBE TMOKa3aTems
bynknuu nmovex yxxe mouru 10 net Hazan. B onpeneneHHbIX pernoHax, 0COOSHHO B
e u HekoTopbix obnacTsax Kurtas, CK® pyTHUHHO pacCUUTHIBAIOT U IO

KpEaTUHUHY, U 110 HucTaTuHy C.



B kiIMHMYECKOM NpakTUKE Ha CErOAHSAIIHWM JIEHb Yallle MNPUMEHSETCA
dopmyna «benc [IBapmy. @opmyna 6suta o6HOBIEHA B 2009 Tomy U B HACTOSIIIEE
BpeMsi cuuTaeTcs JydmuMm meTtojioM oueHku CK® y nereit. Hcnonb3oBanue
opuruHanbHOU Gopmyiel [IBapia [0,55 X (pocT / SCr]) co 3HaYeHHEM KpeaTHHUHA
M0 CTapbIM METOJIaM KaluOpoBKHU npuBeAeT K 3aBbiieHut0o CK® na 20-40%:

CK® (Schwartz) = 0.413 X (poct/SCr) ecam pocT BbIpaxKaercsi B
CAHTUMETPAX, WIN

CK® (Schwartz) = 41.3 X (poct/SCr) ecqim pocT BbIpaxkaeTcsi B MeTpax,
rie:

- CK® (cxopocth Ki1y00uKkoBOM puibTpariuu) = Mii/Mun/1.73 m2

- Scr (standardized serum creatinine) = Mr/ i

Onpenenenue anbOyMHHa B MoOYe ABJSIETCA Oosee Crenu(pUYHBIM U
YYBCTBUTEJIbHBIM [10KA3aTEJIeM M3MEHEHUU KIyOOYKOBOM MPOHUIIAEMOCTH TIO
CpaBHEHUIO 00IIMM OesikoM B Move. CyIIeCTBYIOT HAJICKHBIE I0Ka3aTEIbCTBA CBSI3U
MEXy YBEIMYCHHEM YPOBHS aIbOYMUHYpUH W HUCXOJaMU. ANbOYMUHYpHS —
yacToe, HO He ogHopoaHoe Tpossienue XbIIl. Ona npencrasiser coboit Hanboee
paHHUM Mapkep TJIOMEPYJISIPHBIX 3a00J€BaHUM (B TOM 4HCIe U AUAOETUYECKOTO
TJIOMEPYJIOCKIIEpO3a), MPU KOTOPHIX OHA TMOSABISIETCS, KAaK MPaBUIIO, €IIe 0
camwkeHuss CK®. AnpOymuHypusi CIy>KUT MapKepoM THUIEPTOHUYECKOTO
He(ppoaHTrMOCKIIepo3a, HO B TAKUX CIIydasx MOXET OTCYTCTBOBaTh JI0 Hauala
camkeHns: CK®. AnpOymMuHypHsi 4acTO acCOIMHPOBAHA C MPEACYIIECTBYIOMIEH
apTepUAIbHON TUTIEpTEH3UEH, O)KUPEHUEM U COCYAMCTBIMHU 3a00JICBaHUSAMH, MPHU
KOTOPBIX JIeXKAIUE B OCHOBE MOP(}OJIOTUUECKHE U3MEHECHHS HEN3BECTHBI.

HopmaTtuBHbie 3Ha4YeHWS aJIbOyMUHYpUM W TPOTCUHYPHUH  OOBIYHO
BBIpAXKalOTCSl B BUJIE CKOPOCTU MOTEPh ¢ Mouoi. [loTepu anpOymuna u Oenka ¢
MOYOM OOBIYHO 0003HAYAIOTCS KaK CKOPOCTh JKCKpenmu ansOymmuHa (CDA) u
CKOpOCTh JKckpennu Oenka (CDOB), COOTBETCTBEHHO, XOTS B CTPOrOM
(U3HOIOTUYECKOM CMBICIIE OHU HE JKCKpPETUPYIOTCs. B KkauecTBe mOporoBoro
ypoBHsi COA, ykaspiBaromero Ha Hanuuue XDBII, Mbl BbIOpanu 3nauenune >30

MF/CYT, COXpaHArmeeCsa B TCUCHUC 3 u Ooxee MCCALICB. C‘II/ITaeTCH, qTO OTa
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BEJIMYMHA TPUMEPHO COOTBETCTBYET 3HAUYECHUIO OTHOIICHUS albOyMHUH/KpEaTUHUH
(An/Kp) >30 Mr/t wim >3 Mr/MMOoJIb B CIIy9aifHOM pa30BOM aHAIM3e MOYH. Y JeTen
npeajiaraeTcsi  MCCieAoBaTh  CIEAYIOIIME  TOKazaTreld Mpu  HEPBUYHOM
UCCJIEI0BAHUM MPOTEUHYPUH (B IOPAJIKE YOBIBAHUS MTPEANOUYTEHUA):

- o0muit 6e10k/Kp B Moue (3kenaTebHO B IIEPBOM YTPEHHEH MOPIUHN);

- Aii/Kp B Moue (5kenaTesibHO B IEPBOM YTPEHHEH MOPIIHH);

- o0mmii 6emoK B MOYE C TMOMOIIBIO TECT-TOJIOCKM C aBTOMAaTHYECKUM
CUUTHIBAHUEM PE3YJIbTATOB;

- 0o0muii OeNoK B MOYE C IOMOIIBKO TECT-MOJOCKH C BHU3YyaJIbHBIM

OIPEETICHUEM PE3YJIbTaTOB.

KonTpouab runeproHumn.

Ucnwiranne ESCAPE noxkasano, uro ucnoib3oBanue nHruontopa AIlD mms
nojasiepkanusi 1eneBoro ypoBHs AJl B TedeHue 24 yacoB B HIDKHEW YacTu
HOpMaJbHOTO nuamnazoHa (Hmwke 50-ro IEeHTWIS MO BO3pacTy, MOy U POCTY)
CYIIECTBEHHO BIUSET Ha COXpaHeHHEe (YHKIMU TodYeKk. HadanbHbIM 3Tamnom
JICYEHUS TUMEPTOHUHU JIOJHKHO OBITh CHIDKEHHUE CoepkaHus cou B nuiie. [lepBoi
auHuen Tepanuu y pedenka ¢ XbBII ¢ runepToHuel W MpOTEUHYPHUEH SIBISIOTCA
uHruoutopsl AIlD (kanTompui, SHaNANPWI WIA PAMUIIPWI) WU OJIOKATOPHI
penenrropoB anrnoteH3uHa (BPA - mo3apraH, BajicapTaH Wid KaHzaecapTaH). Tam,
rae uaruoutopbl AII® npoTrBomOKa3aHbl, BO3MOXHO Ha3HAYECHUE aHTArOHHCTOB
KaJblug  (amyIoaunuH) win  0eTra-010KaTopoB (aT€HONOJ) B BO3PACTHBIX
JIO3UPOBKAX.

KomOunupoBannass tepanus ¢ unruoutopom AIlD® u BPA nmomkna
paccMaTpuBaTbCsl JJIS MAIMEHTOB, KOTOPBHIE MPOJOKAIOT JEMOHCTPUPOBATH
MPOTEUHYPHUIO B TEPUOJ MOHOTEpANuU, TMOCKOJIbKY OHa 3¢GdEeKTUBHA s
JaJIbHEUIIIETO CHUYKEHUSI TpoTenHypun (1 nporpeccupoBanus XbII) y B3pocibIx.
OneIT y eTel MOJIOKUTENbHBIA, HO OYeHb OIPAHUYEHHBIN, U CIEAYET YUYUTHIBAThH
MOBBIIIEHHBI ~ PUCK  TUMNEPKATUEMHUM W TIOYEUYHOM  HEJOCTATOUYHOCTH.

CnepoBaTenbHO, JJIA YIYYIICHHS KOHTPOJS apTepualbHOW TUnepTeH3uu O0e3
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IPOTEUHYPHUH MTpeanouTuTenbHa komounanus bPA ¢ nuyperukom. Mcnonb3oBanue
KOMOMHAIUKA (PUKCUPOBAHHBIX 103 BPA ¢ THa3uaHBIM TUYPETHKOM MOKET OBITH
PacCMOTpPEHA y MOJPOCTKOB, B MEHBIIEH CTEIIEHH Y AETEW MIIAJIIETO BO3pacTa, e

TpeOyeTcs yacTasi KOPPEKIHUS T03bI.

Koppexkuusi anemun.

VY nereit ¢ XBII penko HaOIr0/1aeTCsl aHEMUS B HAYAIIbHBIX CTaAUSX OOJIE3HH.
Yame yxe Ha goctwkenun 3 cragun XbII, xkorma CK® mamaer Hmke 35
Mi/MuH/1,73 M2, TOSBISIOTCS TPU3HAKA HOPMOXPOMHOW W HOPMOITUTAPHOU
aHEMUH C HEaJIEKBATHBIM PETUKYIOIUTAPHBIM OTBETOM. DTHOJIOTUS aHEMHUH MOKET
UMETh He oJIuH reHe3. JKene3onepuiuT pacnpocTpaHeH B JaHHOU IpyIie O0JbHBIX
U JIOJDKEH OBITh UCIIPABIICH MyTEM SHTEPaIbHON KOPPEKIUU MpernaparamMu xKejesa.
Bricokas J0CTYymHOCTH JKeje3a HeoOXoauma JUisi MaKCUMalIbHOTO OTKIIMKA
sputponodTiHa. KoMOMHUPOBaHHOE JIEYEHUE C IPUTPOIOITUHOM HHHUIIUUPYETCS
JUISL TOTO, 4YTOOBI YBEIWYUTH 3puTpornon3. llamuentam BBoOAAT nubo Oerta-
PUTPOIIOAITUH (TIOAKOXKHO 2—3 paza B HeNeno), 0o aap03modTuH anbda,
KOTOPBIN UMEET 0oJiee TPOI0KUTEIbHBIN MEPUO/T TOJTypaciaga U MOKET ObITh J1aH
ONMMH pa3 Kaxasie 2-4 Hemenu. PexoMeHIOBaHO MOIIEPKUBATh IEJEBOM
remorso0uH B npenenax 95-115 r/n y nereit B Bo3pacte g0 2 jet u 100-120 r/n y
nerei 0oJiee cTapiiiero Bo3pacra.

Jledenne aHemMuu mpemnapaTamu Kejie3a B KOMOWHAIUU C IPUTPOIIOITHHOM
yIy4dllaeT KadeCcTBO JKU3HHU, 3aMemrier nporpeccuposanue XbII, a Taxxe
YMEHBIIIAET HArpy3Ky Ha CepAeYHO-COCYAUCTyH cucrtemy. Kpome Toro, mpu
HEYACThIX SIMH30/aX 3aMEHHOI0 IMEpPEMBAHUSI SPUTPOLUTOB CHIXKAETCS PUCK
MMMYHHOTO OTBETA C MOSBJICHUEM ITUPKYIUPYIOIIUX AHTUTEII, YTO MOKET MOBJIUSATH

Ha OyAyIIyIO TPAHCIIAHTALIUIO TIOYKH.

IHoanep:kanue BOAHO-2JIEKTPOJIUTHOIO 0aj1aHca.
OpHolt u3 yacThIX MpoOJeM Mpu HapylIeHUH (PYHKUHUU TOYEK SIBISAETCA

HapymCeHHUEC pErysiiiyi BOAHOTO U DJICKTPOJIUTHOI'O OOMEHOB. I[GTI/I C JUCILIa3uen
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MOYEK OOBIYHO MMEIOT TEHJCHIMIO K pa3BuTuio Heonurypuueckoir XbII u gacto
MMEIOT TMOBBIIICHHYIO MOTPEOHOCTh B KUJAKOCTU C JOTAIMEN OMOIHUTEIHLHOIO
HaTpusi W OukapOonara. Jletm c¢ TyOynomaTtuei, Kak IIMCTUHO3, BEOyT K
3HAYUTEIHLHOW TMOTEepe ¢ MOYOW HaTpwsi, OmkapOoHata, Kambims u docdopa, B
oTiM4Yre OT 3a00JeBaHUN C TIOMEPYJISPHBIMU HAPYIICHUSIMH, TJ€ YacTO
MIPOUCXOJUT 33JIEPHKKA BOJBI U COJIEM, YTO MPUBOAUT K MEPETPY3KE JKUAKOCTU H
runeptoHud. [IpuMepoM SBISIOTCS TIOMEpPYIOHES(DPUTHI, TAC KITFOY K YCIIEITHOMY
ynpasiennto XbII - 3To cHmwkenue norpedienust Hatpust U kanus. [Ipu 4-it u 5-i
ctagusix XbBIl rumepkanueMusi MOXKET BO3HUKHYTh B PE3yJIbTaTe MOBBIIMICHUS
YpOBHsI Kanus B nuiie. Pekomenayercs coomoaaTh AUETY ¢ OTPAaHUYEHUEM COJIH U
MPOAYKTOB, COAEPKAIME IMOBBIIIEHHOE KOJIMYECTBO KalMs. 3aJ€p:KKa BOIBI U
HaTpHUs TaKXe€ MOTYT MPUBECTU K Meperpy3ke oobemoM. J(nypernueckas Tepanus
BKJIIOYAET B CeOs METIEBbIE MUYpEeTUKH - ¢hypocemun B n1o3e ot 0,5 - 2 Mr/kr/ cyr
WIN THA3UJHBbIE TUYPETUKH — ruapoxioptuasua 1 - 3 mr/kr/cyr. Kak mpasusio,
THA3UIHBIE JUYPETUKU MCHOJIB3YIOTCS Ha paHHMX cragusax XbII u mernesnie
TUYPETUKH B OoJiee Mo3AHMX cTaausax. O0a kiacca TUypeTUKOB CTAHOBSITCS MEHEE
s dexTuBHBIMU TTpU yMeHblieHnn CKO.

Bo3MoxHbIE TPUYUHBI U TPUHITUIIBI JICUCHUS] TUTIEPKAJIEMHUH:

- HAJINYWE TUIMEPKAIIEMUU B COUETAHUU C OTHOCHUTEIIBHO BBICOKUM YPOBHEM
KpEeaTMHWHA y JAeTe C MOYeYHOW JHUCIIa3uei, OOCTPYKTHBHOM ypomaTwew,
pedmokcHedponaTueil Wil WHTEPCTUIHANTBHBIM HedpuToMm. Yactas mpuunHa —
HEJIOCTATOYHBIM 00BbEM IMOCTYMUBIICH XUJIKOCTH. JledyeHue: BO3MeEIIeHne NoTeph
YKUJIKOCTH U HATPHUS;

- npueM auypetukoB, UAII®, BPA. JleueHne: CHU3UTH 103bI WU UCKITFOYUTh
npenapar;

- IPU NEPCUCTUPYIOLIEH TUIEPKATIEMUU, UCKIIOUUTh U3 PAlIMOHA TPOIYKTHI,
Oorateie kamwem (Iokosaa, KapTodenb, 3€JI€Hb, BUHOTPaj M T.I.), OOYYHTH
MAlKUEHTa U €r0 CEMbIO JAaHHOW JTUETE.

Koppekius 6ananca HaTpus U KUIKOCTH:
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- netsiM ¢ XbI1 Ha poHe 0OOCTPYKTUBHOM ypOIIaTUX WU MOYECYHON TUCTUIA3UH
B MOJIMYPHUH YaCTO HEOOXOAMMO TOTMOIHUTEIHHOE O0ECrieueHne HaTpUeM XJIOpUaa
10 4-7MdKB/KT/CyT;

- netssm ¢ XbBII Ha (oHe mepBUYHBIX TIOMEPYISPHBIX 3a00J€BaHUI WK B
OJIUTYPUHU HEOOXOJIMMO OrpaHMYECHHE IMPUEMA COJIM U JKUJKOCTH JJIsi CHHXKEHUS
pUCKa pa3BUTHA OTEKOB U apTEpUAIbHOW TUIEPTEH3UH. PexomeHmyercs
OrpaHUYUTh TOCTYIUICHWE TOBapeHHOM comu 1m0 1,5r/cyT mimu 25-70mr/kr/cyT (1-
3MMOJB/KI/CYT) y J€TEH MIIaJIIero BO3pacTa.

Koppekuums anmnposa:

- mo naHHbiIM K/DOQI xponumueckuii anmpo3 y mnauueHtoB ¢ XbBII
aCCOLMUPOBAH C YCKOPEHHEM IPOrPECCUPOBAHUS MOYEYHOM HEIOCTATOYHOCTH U
BBICOKOM CMEPTHOCTBIO M pa3zBuBaercs Impu cHkeHun CK® wMeHbiie
30mn/mun/1.73Mm2. 1leneBoii ypoBeHb OMKapOOHATOB KPOBHU JOJIKEH OBITh BhIIIE 22
MMOJIB/JT;

- CTaHJapTHOE JedeHue Meradonuueckoro ammposa y nered ¢ XbBII —
nepopaibHbli TprieM OukapOoHata HaTpus (mumieBass coja) u3 pacuera 1-3

MMOJIB/KT/CYT.

Koppekuus HapyuieHui pocra.

3amemieHre pocTa HaOMIoAaeTCs MPUMEPHO Yy moioBuHBI neteit ¢ XbIT Ha 3-
el craguu W BbIIE, YTO KoppenupyeT co cHuwxkenneM CK®. Hayano mosoBoro
CO3pEBaHMS y TAKUX JACTEH 4acTo 3aJepKUBACTCs. 3aMeJieHHe pocTa Hanbosee
3ameTHO, eciau XBII mposiBisieTcss B paHHEM BO3pacTe, KOTJia pOCT O0YCJIOBJICH
pexae Bcero pakropaMu MUTaHUS ¥ TOMEOCTasa B KOCTHOM TkaHu. Y aeteit ¢ XbII,
MpOsIBUBIIEH ceOsi OJMKe K TMOJPOCTKOBOMY TNEPHOAY, TEMIIBI POCTa MOTYT
PUOIU3UTEIIEHO HOPMATTLHBIMHU.

B mpodumakTike 3amepkKu pocta B TEPBYIO OYEpENb YUHUTHIBAIOTCS
NOTpeOHOCTh peOCHKA B MUTATENbHBIX BellleCTBAX, Kanblii U BuTamuHe /1. Korna
HE yIAaeTCsl CKOPPEKTHPOBATH TEMIIBI POCTa MPU MOMOIIM MHUTAHUS, BO3MOXKHO

paCcCMaTpuBaTh TCPAIINIO TOPMOHOM PpOCTa B OTCYTCTBHH HpOTHBOHOKaSaHHﬁ.
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N3BecTHO, uTO y nereit ¢ XbII nmeercs moBbIlIeHHAs pE3UCTEHTHOCTh K BBEJICHUIO
TOpPMOHA POCTa U, CIEAOBATEIIbHO, TpedyeTcs Oojee BRICOKAs 103a, YeM Y JIeTeH ¢
NEePBUYHOM  HENOCTATOYHOCTBIO  COMATOTPOINHOrO  ropMoHa.  JledeHue
PEKOMOMHAHTHBIM TOPMOHOM pPOCTa paspenieHo g JAETed NpermyOepTaTHOTO
Bo3pacta, ubsd CK® cuuszmnacs Ha 50% u Oosiee U y ieTeit ¢ OTCYTCTBUEM NMPUOABOK

B POCTC B TCUCHHUC I'0ld ITOCJIC TPAHCIINIAHTAllUH ITOYKH.

ITuranmue.

Hetu ¢ XBII g0KHBI peryssipHO POXOauTh o0clieloBaHe y HedpoJiora u
JVETOJIOra € LEIbI0 MAKCHUMAJIBHOTO YBEIMYEHUS HX POCTOBBIX IOKA3aTENEw,
npo(UIaKTUKU OEIKOBO-PHEPreTUUECKON HETOCTATOYHOCTH U APYTUX HApyIICHUN
oOMeHa. AHopekcus rpu XbII aBisieTcss MHOroakTOpHOU U TsKeaa B KOPPEKIIUH.

AnexBatHOe mOTpeOieHue Oenka BaXKHO I POCTa, PEKOMEHIYEeTCs
JIOTIOJIHUTENbHASL JOTalsl OelKka OTHOCUTEIBHO BO3pPacTHOM HOPMBI U B
3aBucuMocT 0T craguu XbBII. B nutanum Moryt OBITh HMCHOJB30BaHbI
BBICOKODHEPIE€TUYECKUE CMECH U NPOAYKTHI ITUTAHUS.

Ha Tepmunansnoi cragumn XbII nenbro sBisieTcs nmoanep:kaHue BBICOKOTO
YPOBHSI TOTPEOJICHUSI DHEPTUU C HUZKUM cojiepkaHueM GocdaToB, Kanus, HATPUs
U B MEHbILIEH CTENeHU Oelka.

OcHoBHbIE pUHIMIIEI AueToTepanuu y aerer ¢ XbII ciemyromue:

- BOCIIOJHEHHE HSHepreTuueckux mnorpedHocter y aereir ¢ XbII momkHO
pacCcUMTHIBATBCS B 3aBUCMMOCTH OT Bo3pacta W craguu XbII (momuanusnas,
Jan3Has);

- CJIEYET IOMHUTB, YTO JETH, ITOJTYyYAIOLIUE JICUCHUE TUAITU30M, HYKIAIOTCS
B OoJibIlIeM NOTpeOIeHUH OeliKa, YeEM PEKOMEHIYEMbIE CYTOYHbIE TOTPEOHOCTH;

- HET HEeOOXOJAMMOCTH OTpaHWYUBaTh TMOTpeOJeHue Oelka MeTIM B
nonuanu3Hbix cragusx XbII, eciau oHO He peBbIIAET CYyTOUHYIO TOTPEOHOCTH;

- IIPY IUIOXOM IIMTaHUU, & TAKXKE IPU JICYCHUU JUATU30M, CIEAYET IPUHATH
BO BHUMaHHE BO3MOXHOCTH JIOMOJHUTEIBHOTO Ha3HAYEHUS BUTAMUHOB ((posreBoit

KHUCIIOTBI, BUTaMUHOB rpytibl B, C);
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- 00y4eHMe POIUTENEHN U AETEH CTapIlIero BO3pacTa pacCYUThIBATh CYTOUHYIO
HHEPTEeTUYECKYIO MOTPEOHOCTH C UCTIOJIH30BAaHUEM TAOJIHIT;

- IIPU HECOCTOSATEIBHOCTH CaMOCTOSITEIBHOIO IUTAHHUS WU BBIPAXKEHHOIO
nepuruta UMT npuHATE BO BHUMaHUE MUTAHUS Yepe3 HA30racTPaIbHBIN 30H/T;

- KOPpPCKIUA HYTPUTHUBHOI'O HAPYHICHUSA HC3AMCHUMBIMHA aMUHOKHCJIOTAMU.

KocTHO-MuHepaabHbie Hapymenus npu XbII.

B nauane XBII ypoBens ¢docdara B miazme coxpaHsieTcs B Ipejesiax HOpMbl
B pe3yibTare B3auMoJeicTBus (hakTopa pocta GuOpoOIacTOB U €ro KopelenTopa
Klotho, xotopsrii cHibkaeT ero peabcopOnui0 B MOYEUHBIX KaHamblax. [lo mepe
nporpeccupoBaHusi OOJIE3HM 3Ta OCh CTAHOBUTCS MeEperpyxeHHoh u ¢ocdar
ma3Mbl noBeimaerca. Kpome Toro, B mia3Me HauMHAET NapajulesIbHO CHUXKATHCA
ypoBeHb Kanbiius u 25 (OH) Buramuna D. DT W3MEHEHHS B COBOKYITHOCTH
BBI3BIBAIOT ITyTEM OOpaTHOM CBSI3U YBEJMUECHHUE YPOBHS NMapaTUPEOUTHOTO TOPMOHA
(ITTT°), yTto OOBIYHO HPHUBOAWUT K MOBBIIEHHON mnoTepe (ochopa ¢ MoUOl U
noBbleHuto koHBepcuu 25 (OH) Butammua D B aktuBHyoo ¢opmy 1,25 (OH)
ButamuHa D, noBeimas adcopoumto kanbius. [Tpu XBII nocTOSHHO MOBBIIEHHBIN
ypoBeHb IITI' mpuBOAUT K yBEJIWYEHUIO BBIMBIBAHUS KajdbLMS W3 KOCTH U
noBbllIeHHUIO ocdar B razme kpoBu. [lpu ganbHeleM BbIMBIBAHUM KaJlbLIUS B
KpOBb M TIOTEPH €r0 € IOYKAMU MPOUCXOIUT Hcueprnanue pesepBos, I[ITT
CBIBOPOTKM  NPOJOJDKAET  pacTH,  CO3AaBas  YCIOBUS  XPOHUYECKOTO
TUIEepapaTUPeonIn3mMa, U MHOTIa MOXKET MOTPeOOBATHCS MapaTUPEOUAIKTOMHUS.

N3BecTHO, 4YTO BBICOKMI YypoBeHb (ocdopa mIazMbl KpOBH CBS3aH C
NOBBIIICHHBIM PUCKOM CMEPTH OT KalbUU(UKAMU COCYIOB M CEpIEHHO-
COCYIUCTBIX 3a0oJyieBaHMil. PekoMeHayeTcs: u30eratb MpPOAYKTOB, COJEpKAIIMX
BbICOKHE YpoBHHU (ocharoB (Mosounbie MpoaykThl). «DochaTcBA3bIBAIOIIIEY
npenapaTbl, TakhMe Kak KapOOHAT KallbLiMs, alleTaT KaJbliug M HE CoJepiKalliue
KaJblMK Tpenaparbl (ceBejgamep), YMEHBIIAIOT BcachiBaHHe (ocdaToB uepes
KEIyT0YHO-KUIIEYHbII TpakT norjoieHue ¢ocdara. Llenpio nedeHus spisercs

nojJiep>kaHue HopMaabHOro YpoBHs (pocdara B mazme.
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VYposens 25 (OH) Butamuna D cnexyeTr aHanu3upoBaTh MyTEM PETYISIPHOTO
MOHHMTOPUHTA KPOBHU U MOCTOSTHHOM MOTallMM BUTAMHMHA 10 MEpPE HEOOXOIUMOCTH.
CyliecTByIOT J0Ka3aTelbcTBa TOTO, YTO JTO 3aJ€PKUBAET CTapT KOCTHO-
MUHEpaJIbHBIX HapyleHud. JlomonHUTeNbHAs Tepanus BUTaMUHOM D yiydimaer
OMOXUMHUYECKUE KOHEYHBIE TOUKH MTPAKTUYECKU B TOM K€ CTENEHHU, UTO U aKTUBHbBIC
aHajioru ButamuHa D, HO mpu 6ojee HU3KOM CTOMMOCTH M MEHBIIIEM KOJIMYECTBE
no6o4uHbIX 3 dekroB. Onpenenenne ypoBHs 25(0OH)D B kpoBU — 1OpOroCTOSIIIHIA
METOJl, U Bce yTo TpeOyercss B momyisuuu nanueHToB ¢ XBII m gepunurom
BuTamuHa D, 3To npocToe BocnoyiHeHue Aedunnta ButaMuda D, o kpaiineit mepe,
JI0 TIOJIyYE€HHsI HOBBIX JI0Ka3aTeNbCTB. HeT HEOOXOAMMOCTH ONpEeNeisTh YPOBEHb
BuTamMrHa D B oOmieit npakTuke, KpoMe Kak B 00pa3oBaTeNbHBIX WJIM HAy4YHO-

HCCICAOBATCIIbCKUX LCIIAX.

3amecTuTeIbHAA MOYEYHAS TEPANHUA.

Huanuz  —  3TO  3aMellleHHe  YTpaueHHOM  (QyHKIMM  TOYeK
AKCTPAKOPIOPATIbHBIMA WM UMHTPAKOPIOPAIbHBIMU  CHEUUAIM3UPOBAHHBIMU
MeTOoJaMU JiedeHus depe3 chopMupoBaHHbIM TOcTyn. [IpoBoauTcs B yClOBUSIX
CTaI[MOHApa, JHEBHOTO CTallMOHApa WKW aMOyJaTOPHO B JOMAlTHUX YCJIOBHSIX.
3amectutenbHas noyeunas tepanus (311T) paccmarpuBaercs, korna CK® manaer
awke 15 vt / mun / 1,73 M2 (XBII cramus 5). [IpunsaTtue perieHus o Havaie
JUAIA3HOTO JieueHus: nauueHTy ¢ XbIl 10JKHO OCHOBBIBATHCS Ha KIMHUYECKHUX U
Ja00paTOPHBIX JAHHBIX, MPU 3TOM BpPEeMs Hadajla JUaju3a JOJDKHO Y KaKJIO0ro
OOJILHOTO OMPEACNSIThCS HHAWUBUIYATBHO, C YYETOM BCEH COBOKYMHOCTH STHUX
JMaHHBIX. /[nanu3 momkeH ObITh HayaT MPU HAJTMYUHA OJTHOTO U3 TIEPEUUCTICHHBIX H,
TeM OoJiee, IPU COUETAHUH CIIEAYIOIINX CUMIITOMOB:

- IPU3HAKU YPEMUU: CEPO3UT, HAPYLIECHUS] KUCITOTHO-OCHOBHOTO (allUJ103) U
AJIEKTPOIUTHOTO OanaHca, KOXKHBIN 3Y/I;

- HEBO3MO>XHOCTh KOHCEPBATMBHBIMM METOJAMH KOHTPOJIMPOBATH CTATYC

rUApaTaluy W/l apTepuaibHOe JaBICHUE;
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- TPOrPECCMBHOE CHIDKEHHE CcTaryca MUTaHus, pedpakTepHOe K
JTMETUYECKOMY BMEIIATENIbCTBY;

-3HIIeaionaTusi U KOTHUTUBHBIC HAPYIICHUS, BBISIBICHHBIC TTPU CHIDKCHHUU
OCTaTOYHOU (PYHKIIMU MOYEK WJIH MPOTPECCUPYIOIINE IO MEPE €€ CHUKCHHUS.

VY nereit mpoBoautcs ABa Bapuanrta 31T - remoananus U nepuTOHEATbHbBIN
JAaJun3.

[lepuToneanbubiii guanus (I11) oTHOCHTCS K MHTpaKOPIOPaIbHBIM METOAAM
OUMIIEHUS KPOBH. OTO CHELHUAIM3UPOBAHHBIA METOJ OCHOBAaH Ha IPUHLUIIE
YpaBHOBEIIMBAHUSI KOHIIEHTPALMH BEIIECTB B PAcTBOPE, BBOJWMOM B MOJOCTb
OpIOIINHBI, U KPOBBIO, MPUTEKAIOLIEH U OTTEKAIOIIEN OT OPIOIIMHBI C TOCTETIEHHBIM
Y HENPEPBIBHBIM OYHUIIECHUEM KPOBH OT 3HJOI€HHBIX M 3K30I'€HHBIX TOKCHHOB C
OJTHOBPEMEHHON  KOppEKLUMEel BOJHO-COJIEBOro OajaHca, METa0OJIMYECKHUX
paccTpoiictB nytem nuddysun um ¢unbTpanuu pactBopoB. Ilpoiecc 3amuBku
JMaln3ata v ero y/ajeHue BbINOIHIETCS py4HbIM criocoboMm. Mcnonbs3zoBanue I1/1
peaycMaTpUBaeT UMIUIAHTALMIO CIEHHATIBHOIO KaTeTepa B OPIOUIHYIO MOJOCTb.
[1/] sBnsieTcs TEXHUYECKHM MPOCTHIM, OE30MacHBIM, JCHMIEBHIM U A(PPEKTUBHBIM
METO/JIOM JAHalii3a y MalMeHTOB, KaKk BHE HWHTEHCHUBHOW Tepamnuu, TaKk U B
peaHuMaIly, B YCJIOBHIX IHEBHOTO CTallMOHapa, amOynaTopHo naruentam XbII 5
CTa/INH.

I'emonumanus (I'J]) — cnenuanu3upoBaHHbIN MOTYCEIEKTUBHBIA MEMOPaHHBIHI
METOJ  JKCTPAKOPINOPAJIBHOIO  JAMald3a C  HWCIOJb30BAHWEM  amnaparoB
«HUCKYCCTBEHHAasi TI0YKa», OCHOBAHHBIK Ha MpuUHIMNE AUPQPY3UOHHOTO U
(GUIBTPALIMOHHOTO nepeHoca  yepes MOJIYIPOHULIAEMYO MeMOpaHy,
U3TOTOBJICHHYIO U3 €CTECTBEHHBIX WJIM CHHTETHYECKHX MaTepHualioB. 3abupaemas
13 COCYAUCTOTO JOCTYIIAa KPOBb IPOIMYCKAETCS Yepe3 FreMOANAIN3aTOp U HAXOUTCA
C OJHOM CTOPOHBI OT MOJIYIPOHHUIIAEMON MeMOpaHbl, B TO BpeMs KaK pacTBOp, IO
CBOEMY  JJIEKTPOJIMTHOMY  COCTaBy  ONM3KMH  LUPKYJIUPYIOIIEH  KpPOBH,
MPOKAUYMBAETCS C APYTOM CTOPOHBI OT Hee. B OONBIIMHCTBE CIy4yaeB JIUTEIbHOCTh
npoueaypsl 10 6 udacoB, TpeOyeTcs MpoBeaeHHE OOJIOCHON WM HENmpepbIBHON

AHTUKOATYJISILIUU. Jnst BBITIOJIHEHU S npoLesyp TpedyeTcs
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BBICOKOKBATM(DHITMPOBAHHBIN TEPCOHAI, CIOKHAsI HHPPACTPYKTypa M KOMILIEKC
obopynoBanus. ['J] mpoBoAUTCS B yCIOBHUSX CTallMOHApa, JTHEBHOTO CTAlMOHApa,
amMOyJIaTOpHO, B IOMalIHuX yciaoBusx nmamueHTam XbII 5 craauu.

I'emomuanu3  WHTEPMUTHPYIONIAHA  MOXKET  MPOBOJUTHCA  MTOMHUMO
CTaH/JapTHOTO B BApHAHTAaX KOPOTKOIO €XKEAHEBHOTO MJIM HOYHOTO reMouanusa. B
CBSI3M C BBICOKOM YacTOTOM W/WIM JJIUTEIBHOCTBHIO JAHAIM3HOW CECCHUU JIaHHbIE
BapUaHThHl TEMOUAIN3a Yallle MPOBOIATCS aMOYyJaTOPHO B IOMAITHUX YCJIOBHSX,
r7ie CTallMOHAPHO YCTAHABJIMBAIOTCS CHCTEMa BOJIOMOJTOTOBKM U  ammapar
«HCKYCCTBEHHAs TMOYKay. [[allMeHT U /M «TTOMOIIHUKY» - OOBIYHO POJICTBCHHUK,
IPOXOAT CHEIUAIBHYIO MOATOTOBKY, MOAKIIOYEHHWE M OTKIIOYEHHE OOJIHHOTO
MIPOBOJUT TIPHE3KAIONIAsT METUIIMHCKAS CECTpa.

HmeroTcs pa3nuvHbIe TPOrpaMMBbl TeMOHAN3a — OT TPEXPA30BOTr0 B HEACIIO
10 exenHeBHO. [Ipyu 7 TOM MUHUMAIBLHOM YacTOTOM SBJSETCS MPOBEIACHUE JICUCHUS
TpWKIbl B Heaemo. He MeHee 3HAYUMBIM KpUTEPHUEM KadyecTBa IMPOTPaMMBI
reMorann3a SBISETCS MPOJOHKUTEIFHOCTD JICUEHUSI — KaK OTAEIBHOTO CeaHca,
Tak W cymMMapHas 3a Henemto. [lpeacTaBieHbl J0Ka3aTeNbCTBA TOTO, YTO
BBDKMBAEMOCTh OOJIBHBIX JIOCTOBEPHO BBINIE, €CIIH JITUTEIBHOCTH MPOICIYPHI
Javanu3a cocrapisieT He MeHee 240 MUH TIpH TPEXKPATHOM B HECIIO MPOBEICHUH,
T.€. 720 MUH B HEJIEIIO TPU APYroM, OoJiee yacToMm pexkume. [Ipu sTom auanusHoe
BpEMs — 3TO CaMOCTOATEIbHBIN, HE3aBUCUMbIN (DAaKTOP, OKA3bIBAIOIINIA BIMSIHHUE HA
pe3yNbTaThl JICYCHUS, HEM3MEHHBIN Jaxe TMpU JOCTIKCHHH JPYTHX IIeNeH,
HaIpUMep, 1035l TUATH3A.

CrnenyeT MOAUEPKHYTH Pa3IHdde MEXAY MOHATHAMHU <«JIHATM3HOE BPEMS» H
«(pdexTuBHOE NUATU3HOE BpeMs»: TMepBoe (PUKCUPYET HAYaI0 U KOHEIl
MIPOILIETYPBI, BTOPOE — ITEPHOJT aKTHBHOTO JICUCHUS, HCKJTFOYas Ha4ajao U OKOHYAHUE
C HHM3KHM KPOBOTOKOM, OCTAHOBKHM WJIM 3aMEJJICHHs MPOICAYpPHI, CBA3aHHBIC C
ocnokHeHusiMu u  T.m. CoBpeMeHHas amnmapaTrypa TMO03BoOJisieT (UKCHUPOBATH
sbdexTuBHOE BpeMsi quaiu3a, B MHOM CiIy4yae 3TO JOJDKEH JeNiaTh IMepcoHal,

COOTBCTCTBCHHO I[O6&BJ'I5[$I BpCM: JUalin3da 10 NpCAIIMCaAHHOIO.
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HanexHo (GyHKIMOHUPYIOMIMI COCYIMCTBIN JOCTYIT OCTAeTCS KIIIOYEBBIM,
byHIaMEHTATBHBIM ~ KOMIIOHEHTOM  aJIeKBaTHOTO TeMmojuanu3a. laeanpHbIN
COCYIUCTBIM AOCTYN JOJKEH 00ecrednTh 0e30nacHyto u 3 (PEeKTUBHYIO TEpanuio,
JIOCTATOYHBIM KPOBOTOK, OBITh MPOCTHIM W HAJEKHBIM B HCIOJIb30BAaHUU, HECH
MUHHUMAJIbHBIN PUCK I MALMEHTA, MOJYyYAOLEro Juaan3. 30JI0ThIM CTaHAAPTOM
SBJIIETCSI BBICOKOKAUECTBEHHAs HAaTHBHAasi apTepuoBeHO3Has ¢Quctyna (ABO),
KOTOpast AOCTYIHA JIsl OOJbITMHCTBA ManueHToB. AB® oTiamdaercst caMbIM HU3KAM
YPOBHEM OCJIOKHEHHUMU, HE TpeOyeT 3HAUMMBIX JOIMOJTHUTEIIbHBIX BMEIIATENIbCTB,
SKOHOMHUYHA. APTEPHUOBECHO3HBIE UMIUIAHTATHI, BBHIIIOJHEHHBIE U3 CUHTETUYECKOTO
WM OMOJIOTMYECKOrO0  MaTepuasna, NPUMEHSIIOTCS NpU  HEBO3MOXKHOCTU
dbopmupoBanust ABO.

Jl1s mpeioTBpalieHust TpoMO000pa3oBaHus B AKCTPAKOPIIOPATIBLHOM KOHTYpE
B XOJE CEaHCOB JICYEHHUs JIOJDKHBI MCIIOJIb30BATHCSA AHTUKOATYJIIHTBI WU
aHTUTpoMOOTHUYeCcKre areHThl. Hanbosee pacrnpocTpaHEHHBIM aHTHUKOATYJISTHTOM
ABJIsIETCA HEe(PPaKIMOHUPOBAHHBIA T€MapuH, KOTOPBIN JTOHKEH HUCMOJIb30BATHCS B

BU/JIC TIOCTOSIHHOW MH(Y3UM ¢ Harpy304HOU 10301 B Hayaye auain3a.

TpanciiaHTaUMs MOYEK.

Jlist GonpmmHcTBa nanueHToB ¢ XbBII 5 craanu nepecaaka MOYKH SBIISAETCS
ONTUMAJIbHBIM BapHAHTOM 3aMECTUTENIbHOM MOYEUHOH Tepanuu, 00ecnedrBaroIM
MaKCUMAJIbHYIO NPOJIOJKUTEIIBHOCTh M KAYECTBO KU3HU MO0 CPABHEHUIO C JPYTUMHU
MeTojaMu JedeHus. Tak, o gaHHeIM eBponeickoro peructpa ERA-EDTA 3a 2015
roji, ISTUJICTHSS BBDKMBAEMOCTh IMAlMEHTOB B 3aBucuMoctu oT Bujpa 3IIT
COCTaBWJIA MPHU MEPUTOHEATTLHOM Wi Temoauanuse 41,8%, mpu TpaHCIUIaHTAIUN
TpynHo# nouku 88%, npu TpaHCIUTAHTALIMKM MOYKH OT KUBOTO AoHOpa 94,1%. Ilpu
ATOM TMSITUJIETHSS BBIKMBAEMOCTh TPAHCIUIAHTATOB MOYKU OT TPYIHOIO JOHOpa
oreanBaetcs B 7/8,9%, ot xuBoro — B 87,4%. [lo gaHHBIM TOTO XK€ PETHCTPA,
3G (HEKTUBHOCTD Mepecajki MOYKH MaKCUMaJbHA Y MAallMEHTOB, ONIEPUPOBAHHBIX B
JIETCKOM M MOJIPOCTKOBOM BO3pacTe — HMX MPOTHO3UPYEMasl MPOAOJIKUTEIBHOCTD

YKU3HHU COCTaBJIAeT 0KoJio 60—65 ser.
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[ToaroTOBKAa K TPaHCIUIAHTAIIMH JODKHA HAUMHATHCS 32 HECKOJIBKO MECSIICB
10 oreparuu. JIoJKHBI OBITH MOTYYEHBI TAHHBIE TEMATO-OMOXUMHUYECKUX METO/I0B
HCCIICIOBAaHUsI, KOaryJaorpaMMbl, TpYIIBl KpoBHU U pesyc-daktopa, HLA-
TUTIAPOBAHUE, BUPYCOJIOTHH, IOJHOICHHOEC WHCTPYMEHTAIBHOE WCCIICIOBAHKE
(koMmriptoTepHass ~ Tomorpaduss ~ OpIOIMIHOW  TOJIOCTH,  3XOKapauorpadmus,
JNIeKTpoKapauorpadusi,  CyTOYHBIA ~ MOHHTOPHHT  3JEKTpoKapauorpadmuu,
Harpy3o4yHble  TPOOBI,  HUCCIEIOBaHHE  COCYAOB  TIOYEK W  Cepila).
NMMyHoOIOrn4eckuii moi00p JOHOPCKOTO OpraHa MpY TPAHCIUIAHTALUUA Y JIeTer
UMeeT ropas3fo Oosbliee 3HaUCHUE, YEM Y B3POCIBIX. DTO 0OBICHAETCS, BO-TIEPBBIX,
BBICOKOM PEaKTUBHOCTHIO WMMYHHOW CHCTEMBI B JIETCKOM H IOJAPOCTKOBOM
BO3pACTE, a BO-BTOPHIX — OOJIBIIIEH, YEM Y B3POCIIBIX, IOTPEOHOCTHIO B IOBTOPHOM
TpaHCIUTAHTAIMK B OyaymieM. B cBsI3u ¢ prCKaMu, CBSI3aHHBIMU C XHPYPTHUUECKAM
BMEIIIATEILCTBOM, aHECTE3UEH U MOCTTPAHCIUIAHTAIIMOHHON UMMYHOCYTIPECCUBHOM
Tepamuel, IoKa3aHO 3a0JaroBpeMEHHOE U THIaTeNIbHOE  00Ciel0BaHue
MOTCHIIMAIBHBIX PEIUITUCHTOB (HamOoJiee NPHCTAILHOE BHUMAHHUE CJEAYeT
YAEIUTh OIIEHKE COCTOSIHUSI CEPJICUHO-COCyaucTOn cucteMbl). [TogoOHas TakThka
MO3BOJISICT YMEHBIITUTh YacTOTy CJIy4daeB TMOTEPH TPAHCIUIAHTATa W YBEIMYUTH

IMOKa3aTCJIM BIZKUBACMOCTH ITAIMUCHTOB B ITOCTTPAHCINNIAHTAIMOHHOM IICPUOACL.

JAucnanceproe Haoaoaenue 3a ferbmu ¢ XbII Ha amOysiaTopHom 3ramne.

VY nereit ¢ CK® ne nmxe 60 mu/mun/1.73 M2 u cTaOuiIbHBIM TEUCHHUEM
3a00JIeBaHUs ATOPUTM BEICHUS BKIIFOYALT:

* HaOJIIO/ICHUE TIeInaTpa 1Mo MECTY JKUTEIbCTBA,

* MOHUTOPHHT apTEPUATTLHOTO JTaBJICHHUS;

* MOHUTOPHHT (PU3UYECKOTO pa3BUTHUS (POCT, Macca Tena);

* KOHTPOJIb INYPE3a;

* KOHTPOJIb JTA0OPaTOPHBIX MMOKa3aTeNe:

- o01ero aHaiu3a KpoBH (11eJIeBoi ypoBeHb reMoroorna 120 r/mn);

- oOmiero anamm3za mMoud — | pa3 B 1 Mec. U mpu HHTEPKYPPEHTHBIX

3a00JIEBAHHAX
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- OMOXMMHUYECKOTO aHanm3a KpoBU (ChiB.kene30, Tpancheppun, OXCC,
Kalluid, HaTpui, Kaiubiui, ¢dochop, oOmmii Oemok, MOYEBWHA, KpPEaTHHUH,
menouHas ¢ocdaraza) — 1 pas B 3 mec;

* Y3 nouek ¢ ucciaeaoBaHUEM MMOYEYHOTO KPOBOTOKa — 1 pa3 B 6 Mec;

* Kccre0BaHue CKopocTH KiyooukoBoit punbrpanuu (CKD) — 1 pa3 B 3 mec.

* KOHCYJIbTaIMs Hedposora 1 pa3 B 3-6 mec.

Ecmn mx CK® magaer mHmwke 60 mu/muu/1.73 M2 (HO ocraercs BhIme 45
mi/mMue/1.73 M2), HaOIOJEHUE JTOJDKHO OBITh YCHUJIEHO CO CTOPOHBI JIETCKOTO
Hedpouiora.

Hetasm ¢ CK® wmenee 45 wmu/mun/1.73 M2 TpeOyeTcssi exeMeCSYHOE
HaOJI0ICHUE, JOJDKHBI IMOJTy4YaTh MOMOIIL BO TJIaBe C JETCKUM He(dpoJIoroM B
accoluanuu ¢ MHoronpoduibHOM KomaH0i. [lenbio BeaeHust 00IBHBIX SBISIETCS
COXpaHEHHWE  TOYeYHOM  (YHKIMH,  yCTpaHEHHME  OHOXUMUYECKHX U
reMaToJIOTUYECKUX HAPYUICHUH, YIyUYIlIEHUE MAaCCO-POCTOBBIX MTOKA3aTEINEH:

* HaOmoAeHue Hedposora 1 pa3 B Mecsll

* MOHUTOPHHT apTePUATILHOTO JaBJICHUS ¢ BeaeHueM qHeBurnka, CMAJI;

* MOHHTOPHUHT (PU3NYECKOTO pa3BUTHUs (POCT, Macca Teja, OKPYKHOCTEH);

* KOHTPOJIb INYPE3a;

* KOHTPOJIb JTAOOPATOPHBIX MOKa3aTeNeH:

- 00mIero aHam3a KpoBH (1eneBoi ypoBeHb remoriioouna 105-110 1/m);

- obOmero aHanmm3a Moud — | pa3 B 1 Mec. U mpU HHTEPKYPPEHTHBIX
3a00JIeBaHUAX, KOAryJIOrpaMmMa 1o MOKa3aHUsIM;

- OMOXMMHYECKOr0 aHajm3a KpoBHU (chiB.Kene3o, TpaHcheppuH, OXCC,
KMk, HATpui, Kambluid, Qocdop, oOmmii Oelok, MOUYEeBHMHA, KpEaTHHUH,
niesnioyHas ¢pocdaraza) — 1 pa3 B 1 mec, Buramud D u IITT" — 1 pa3 B 3 mec.;

* OCTEOJCHCUTOMETPHS 1 pa3 B roj;

* ¥Y3U nouek ¢ ucciaeaoBaHUEM MOYEYHOTO KPOBOTOKa — 1 pa3 B 6 Mec;

* KCCIeIOBaHUE CKOPOCTH Ki1yooukoBo punbTparuu (CKD) — 1 pas B 14-30

JTHEMN.

21



Cnmcoxk Jiurepatypsl

Christopher T. Chan at al. Dialysis initiation, modality choice, access, and
prescription: conclusions from a Kidney Disease: Improving Global Outcomes
(KDIGO) Controversies Conference. Kidney International, 2019.

Grubb A, Blirup-Jensen S, Lindstrom V, Schmidt C, Althaus H, Zegers I. First
certified reference material for cystatin C in human serum ERM-DA471/IFCC. Clin
Chem Lab Med. 2010;48(11):1619-1621.

Hadtstein C., Schaefer F. Hypertension in children with chronic kidney
disease: pathophysiology and management. Pediatr Nephrol. 2008 Mar; 23(3): 363—
371.

KGIGO 2012 Clinical Practice Guideline for the Evaluation and Management
of Chronic Kidney Disease. Kidney International Supplements. Vol. 3,January,
2013.

Schwartz GJ, Munoz A, Schneider MF, et al. New equations to estimate GFR
in children with CKD. J Am Soc Nephrol. 2009; 20: 629-637.

Shenoy, M., & Stannard, H. Principles in the management of chronic kidney
disease. Paediatrics and Child Health, 24(7), 2014, 311-316.

bux6os B.T., Tomununa H.A. 3amectuTenpHasi Tepanus TEPMUHAIHHOU
XPOHUYECKOM MOYeYHOU HegocTatouHoCcTH B Poccuiickoii @eaepanuu B 1998-2013
rT. OTuer no naHHbIM PoccuiicKoro peructpa 3aMeCTUTEIbHOM TOYEYHON TEPAInH,
«Hedponorus u quanusy - npuwioxenue k T. 17, Ne 3, 2015, ¢.76-80.

JlamunoBa M.A. XpoHudeckass OOJe3Hb TOYEK Yy JETEH: ITHOJIOTHS,
Kiaccudukanms W (QakTopsl IporpeccupoBaHus. BecTHHMK COBpeMEHHOU
KIMHU4YeCcKoM MeauuuHel. T. 9, Beim. 2, 2016., ¢.36-41.

CymkoB A.M., MomuanoBa E.A., Kaabak M.M., Moiictok S.I.
TpaHCHJ'IaHTaHI/Iﬂ MMOYKU JACTAM: HCIIOCPCACTBCHHBLIC M OTAAJICHHBIC PC3YJIbLTATHI

1187 onepammii. Xupyprus. XKypuan um. H.W. ITuporosa. 2019;(1): 14-26.

22



