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Ienb nccnenopanusi. CpaBHUTEIbHAS XaPAKTEPUCTHKA KJIMHAYECKUX MPOSIBJIEHUI M MCXOJ0B Y NAIMEHTOB C CHHAPOMOM AJIbIIOPTA
C Pa3HBIMH THIIAMH HACJIEIOBAHMS.

XapakTepuCTHKA NMAIMEHTOB M METOIbI UccenoBanus. [IpoBeeHo peTpOCneKTUBHOE KOHTPOJIMPYeMOe CPABHUTEILHOE HEPaH/I0-
MHU3MPOBAHHOE OIHOLEHTPOBOE MPOI0JIbHOE HccenoBaHune 60 nanueHToB, Ha00AaBIIMXCS B He(posiormaeckom otaesnenun PIIKB
¢ 2004 nmo 2020 r.: 22 (37%) neBouku u 38 (63%) MaILYUKOB, BO3PACT KOTOPbIX BapbupoBaj ot 2 0 18 jger. Meauana Bo3pacra
(Me) 8,7 [5,4; 13,7] rona. IlanueHTsl OblM pa3/iesieHsl HA 2 Tpynnbl: 1-51 rpynma noJyyasa Tepanuio NMKIOCHOPUHOM A 1 Hepo-
NPOTEKTOPaMHu, 2-5 rpynna — HeponpoTeKTopsbl.

Pesyasratsl. ¥ 75% HalMX NANMEHTOB BbISIBUIN X-ClielUieHHbIiH, Y 20% — ayTOCOMHO-peleccHBHbIil 'y 5% — ayTOCOMHO-I0MH-
HAHTHDII TUNBI HAcJenoBaHuA. 45% NeOIOTHPOBAIM C COYETAHHOI reMaTypuH ¢ npoTeuHypueii, 43% NanueHToB ¢ U30JMPOBAHHOM
remarypud u 12% c u3oampoBannoii nporennypun. [lopakeHue opraHos ciiyxa 0TMedanoch y 45% mnanueHToB, NOpaxkKeHHe a3 —
y 5%. Hedpornyeckuii cuaapom passuiics y 22% nanueHToB, aprepuajibHas runeprensus y 15%. Y naumentos ¢ X-cuenjieHHbIM
CHHIPOMOM AJIbIIOPTA OTMEYAJIOCH CTATHCTHYECKH 3HAUMMOe (p=0,002) cHiKeHue NPOTEnHYPUH B iepBble 6 Mec Jieuenus B 1-ii rpynmne
10 CPABHEHUIO CO 2-ii rpynmoii. B najbHeiinieM ypoBeHb NPOTEHHYPHH Y NALMEHTOB MEHSICS HE3HAYUTEILHO U ObLI PAKTHYECKH COMO-
CTABMMBIM B 00€UX IrPYNNax 1 ¢ PA3HbIMH THIAMH HacJsie0Banus. COMIACHO JTAHHDBIM N0 BbKMBAEMOCTH Y NIAIMEHTOB C AyTOCOMHO-pe-
[eCCHBHBIM THIIOM HACJIEZIOBAHHUS 3200J1eBaH1e NPOTEKAET OoJiee TSKeJI0, YeM ¢ APYruMHU THnamu Hacsienosanus (p=0,065).
3akmovenne. CBoeBpeMeHHAs TUATHOCTHKA M MPABHIbHASL TAKTHKA Be/IeHHs MAIMEHTOB C CHHAPOMOM AJIbIIOPTA MOTYT YJIyYIIUTh
ero nporuo3. OIHAKO B HACTOsIIIEe BPeMs /ISl ONpe/ie/IeHus POrHo3a 3a00.1eBaHus HEOOXOAUMBI He TOJIbKO TIHATEIbHbII COOp aHa-
MHe3a, MOP(0JIorHYecKoe CClieIoBaHNe, HO U TeHETHYECKOe 00CIIeI0BAHIE C TOYHBIM ONpe/ieJieHHEM THIA HACIEeIOBAHMS.

Karouesote caosa: demu, cunopom Anvnopma, Hacaedcmeernnnlil Heghpum, Koanaeer 1V muna.

Ansa umtuposanus: LLlebankuHa K.B., lNMetpocsaH 3.K., LLymunos 1.B. CpaBHUTENbHAs XapakTepucTuka naumeHToB ¢ CUHAPOMOM Asbriopta
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Purpose. A comparative characterization of clinical forms and outcomes in patients with Alport syndrome with different types
of inheritance.

Characteristics of patients and research methods. We have conducted a retrospective controlled comparative non-randomized sin-
gle-center longitudinal study that included 60 patients who were admitted to nephrology department of the Russian Children’s Clin-
ical Hospital of the Pirogov Russian National Research Medical University from 2004 to 2020: there were 22 (37%) girls and 38
(63%) boys from 2 to 18 years of age. The median age (Me) was 8,7 [5,4; 13,7] years old. The patients were divided into 2 groups:
Group 1 received with cyclosporine A and nephroprotectors, Group 2 received nephroprotectors only.

Results. We identified 75% X-linked, 20% autosomal recessive, and 5% autosomal dominant types of inheritance among our patients. 45%
manifested with combined hematuria with proteinuria, 43% of patients — with isolated hematuria, and 12% — with isolated proteinuria.
Hearing damage was detected in 45% of patients, eye damage — in 5%. Nephrotic syndrome developed in 22% of patients, arterial hyper-
tension — in 15%. In patients with X-linked Alport syndrome, there was a statistically significant (p=0,002) reduction of proteinuria during
the first 6 months of treatment in Group 1 compared to Group 2. The difference in proteinuria decrease during therapy is not statistically
significant among different types of inheritance. According to survival data, patients with autosomal recessive inheritance of disease proceed
more severely in comparison with other types of inheritance, and this difference tends to be statically significant (p=0,065).

Conclusion. Timely diagnosis and proper management of patients with Alport syndrome can improve the disease outcome. To deter-
mine the prognosis, it is important not only to collect detailed patient’s history and conduct morphological examination, but also to
provide genetic testing to determine the type of inheritance.
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CI/IHJIDOM AJBIOpTa — HEUMMYHHasl TeHeTHYe-
CKU JIeTepMUHUPOBAaHHAsI TJIOMepyJonaTtusi, o0y-
CJIOBJIEHHAsT MyTallieii TeHOB, KOIMPYIOIIMX KoJIIareH
IV tuna 6a3anbHBIX MEMOpPAH 1 MPOSIBIISIIONIASICS] TeMaTy-
puei u/Wiav IpOTeMHYPHE, IPOTrpecCUpyIONIIM CHIKE-
HMeM (YHKIIWI MOYeK, HepeaKO COoUeTarolmascs ¢ maro-
Jiorueit ciayxa u 3peHus [1]. B Mupe naHHoe 3abosieBaHue
BcTpeuaercs pexe, yeM y 1 u3z 5000 yenoBek. CoryacHO
nmauHbM FO.E. Benprumesa n M.C. UrHaroBoii yacTtoTta
cuHIpoMa AJbriopTta y aeteii B Poccuiickoit Meaepann
cocrasisteT 17:100 TBIC. HaceneHwms [2].

IlpuunnHa 3a0oneBaHUsS JIEKUT B MYTallMM OIHOTO
u3 reHoB: Col4A5, Col4A4, Col4A3 [1]. Cnenyer oTme-
TUTD, YTO JUTSI CHHApPOMAa AJIBITOPTa XapaKTepHO TPU THUTIA
HacJienoBaHUsA: X-CHETJIEHHBIA CHHAPOM AJIbITOpPTA,
ayTOCOMHO-PELIECCUBHBIN CUHAPOM AJTbIIOPTA U ayTOCO-
MHO-JTOMWHAHTHBIN CHHAPOM AJTbITOpTa. X-CIeTIeHHBII
CUHIPOM AJBITOPTa OOYCIIOBJIEH MATOT€eHHBIMU Bapu-
antamu B reHe COL4AS5 n BcTpeuaetcst B 80% cityuaes,
B TO BpeMsl KaK TIPUIMHAMM ayTOCOMHO-JIOMWHAHTHOTO
1 ayTOCOMHO-PELIECCUBHOTO TUIOB CITyKaT MaTOTeHHbIE
BapuaHThl B reHax COL4A3/COL4A4, xotopble BCcTpeva-
foTcs B 5 1 15% ciydaeB COOTBETCTBEHHO. [3].

CuHIapoM AJTBITIOpTa BCTpEeYaeTCs valle, YeM OTUCHI-
BaeTCs, B CBSI3W C Pa3IMYHON MEHETPAHTHOCTBIO U IKC-
MPECCUBHOCTBIO T€Ha, MaTOreHHble BapUaHTHl B KOTO-
pPOM TIPUBOIST K Pa3BUTHIO 3a00jieBaHMsA. B HacTosIee
BpeMsI U3BeCTHO Gosiee 160 mMaToreHHBIX BApMaHTOB TeHa
Col4A5 [4]. JaHHBIA TeH pacIloJOXKeH Ha XpOMOCOME
Xq22 w xoaupyer 1enouky oS5 kosuiareHa IV tuma [5].
INarorennsle BapuaHThl B reHax Col4A3 wnu Col4A4, pac-
MOJIOKEHHBIX Ha XpomocoMe 2q35—37, KogupyloT 1enu
03 1 a4 xoyutareHa I'V cooTBeTCTBEHHO [6].

IMepBBlit  cUMMITOM,  OOpallAlOIWii  BHUMaHUE
npu cuHapome Anbrnopra, — rematypus. [lpm HeGna-
TOMPUSITHOM TeYeHUM 3abojIieBaHUsI pa3BUBAETCS IPO-
TeuHypus. Hedpotuyeckuii cUHApOM pa3BUBaeTCS
npumepHo y 40% Bcex mauueHToB [7]. CortacHO eBpo-
MEeMNCKUM CTaTUCTUYECKUM JTaHHBIM TepMUHAIbHAsST CTa-
JIAST TIOYEUHOM HEAOCTATOYHOCTH Y JaHHBIX MallMeHTOB
B cpeqHeM HactyraeT B 22 roga [8]. Cunapom AnbItopta
CIyXUT npuurHoit 0,5% ciyyaeB TepMUHAIBHOM CTaaun
XPOHUYECKOUN TOYECUHON HETOCTATOYHOCTU Y B3POCIBIX
n 12,9% cnyvaeB y neteit [3]. Tepanust cuHapoMa AJTb-
rnmopra pa3paboraHa He 10 KoHila. Hanbomee yacto rpu-
MEHSIOT MHTUOWTOPBI  aHTMOTEH3WHITPEBPAIAIOIIEro
(epMeHTa 1 610KaTOPHI pelIeNTOPOB aHTMOTeH3MHa [9].

Ienb uccnenoBaHusA: CpaBHUTEbHAS XapaKTepUCTHUKA
KIIMHUYECKUX TTPOSIBIIEHUI Y UCXOJOB Y TTAIIUEHTOB C CH-
JIPOMOM AJTBITOpTA € pa3HBIMU TUTTAMU HACJIEIOBaHUSI.

XapakTepucTuka naumeHToB U MeToabl
uccnepoBaHus

Hccnenosanue BoITOIHEHO Ha 6a3e Poccuiickoit met-
ckoil kymHu4eckoit OonpHULEI PTAOY BO PHUMY
nMm. H.W. TluporoBa MwunsngpaBa Poccuu B Hedpoiio-
TMYECKOM OTAeNieHUU. [IpoBeleHO peTpPOCTIEKTUBHOE

OPUINHAJIbBHbBIE CTATbU

KOHTPOJIPYEMOE CPaBHUTEIbHOE HEPAHIOMU3UPOBAHHOE
OIHOLIEHTPOBOE MPOIOJIbHOE MccaenoBaHue y 60 marm-
€HTOB, HAOIIOAABIINXCS B HE(PPOIOTMIECKOM OTIEICHUN
PIKB ¢ 2004 o 2020 . M3 60 yenoBeK, MPUHSBIINX yda-
CTHe B HalleM uccienoBaHuu, Obuto 22 (37%) neBouku
u 38 (63%) MaTbuMKOB, BO3PACT KOTOPBIX BapbUpPOBAI
ot 2 no 18 ner, MeauaHa Bospacta (Me) 8,7 [5,4; 13,7]
roga. OOGcremoBaHMe BKITIOYAJIO W3yYeHUE aHaMHe3a,
¢usuKanbHOEe oO0CeaoBaHKME, OOIIETPUHSATYIO Jabopa-
TOPHYIO M1 THCTPYMEHTAJIbHYIO TUATHOCTHKY, B TOM YHCIIe
onpesesicHe KOHIEHTPALMKM IIUKJIOCTIOpUHA A B KPOBU
B Touke C, ayIMOMeTpUIO, HE(HPOOUOTICHIO € TOCIIENYIO-
MM TMCTOJIOTMYECKUM MCCIeI0BAaHNEM TKAHU, OCMOTPBI
oToJIapuHTOJI0Ta 1 ohTambMosiora. Kpome Toro, obceno-
BaHbBI pPOIUTENN TTAIIMEHTOB (OOIIMI aHAJIU3 MOYM).

JlarHo3 ycTaHaBIMBaJIM Ha OCHOBaHWM aHaMHe3a
MaIMeHTOB, XapaKTePHOM KIMHNIECKOM KapTUHBI (TeMa-
Typusl, CHIDKEHHUE CJIyXa, aHOMaJMU OPTaHOB 3pEHUS),
pe3yIbTaTOB JIAGOPAaTOPHO-MHCTPYMEHTATLHOTO 00Ce-
JIOBAaHUSI W TUCTOJIOTMYECKOM KapTUHBI, MPOBEACHHOMN
npu HedpoOUorcuu (yToJIIIeHUE U UCTOHYEHUE TIIOME-
pyJIsIpHOI Ga3aiibHOI MeMOpaHbl, pacleryieHue lamina
densa). Mopdonornueckoe uccieaoBaHue MPOBOIUIOCH
B BUIE CBETOBOI, MMMYHOTHCTOXMMMUYECKON W 3JIEeK-
TPOHHOI MUKPOCKOITHH.

OcylecTBiIeHa MOAPOOHast OlleHKa HACIEeICTBEHHOTO
aHaMHe3a TyTeM COCTaBJICHUS TeHeaJoTUYeCKOro ApeBa
6e3 MOJIEKYJISIPHO-TEeHETUUECKOTO 00CIeTOBAHUST Y O0JTb-
HBIX ¢ CUHIPOMOM AJTBITOPTAa U KIIMHUYECKOTO TCUCHUS
TIJIST OTIpeIeSIEHUST TUTIA HACIeIOBaHUSI.

IMatmentsr (n=30), KoTopbie TOJIyYaJu KOMOWHU-
POBaHHYIO Tepamnuio HedPONMPOTEKTOpaMU U IIUKIIO-
copyuHoM A B mo3e 3—5 wmr/kr/cyt (cpenHsisi ao3a
3,4+0,8 wmr/kr/cyrt), coctaBuim l-to tpyrmy. Dddex-
TUBHOCTh Ha3HAYE€HHOW Tepanmuy OLEHWBAJIM Ha OCHO-
BaHUU CHIVDKEHUS TTPOTEMHYPUU B OTCYTCTBHUE Hedpo-
TOKCUYHOCTH. 3a CHWDKEHUE MPOTEeMHYPUHU Y TTALIMEHTOB
MPpUHUMAIN W3MeHeHue ee Ha 25% OT Mpeablayliero
YPOBHSI, aHAJIOTUYHBIM O0pa30M OLIEHUBAJIM YBeIUYe-
HUE TPOTeNHYpHUU. JJOCTUTHYTast KOHIIEHTPALIUST [INKITO-
crniopuHa A B Kposu B Touke C,cocranisiia 40—80 Hr/mi
(53,7+14,7 ar/mn). KoHlieHTpalLMIo Tipernapara B KpOBU
B cpenHeM olleHuBanu | pa3 B 6 mec. B ciydyae BbIpa-
JKEHHOTO YBEJIMUEHMST a30TEMUHM JieUeHUe IIUKIOCTIOPH-
HoM A mpekpamianu. Y 2 (6,7%) manmeHTOB pa3BUINCh
HexXeJaTeJbHble peakKlUW B BUIE HEe(PPOTOKCHMUYHOCTH,
B CBSI3M C YeM OHU OBUTM MCKITIOYEHBI U3 UCCIIEIOBaHUS.

IMauuentsl (n=30), KOTOpbIE MOJYYATH TOJbKO Hed-
pPOTNIPOTEKTUBHYIO Tepanuio (3Hajmanpwin B jgo3e 0,1—
0,3 mr/kr/cyt u no3apran 0,7—1 Mr/kr/cyT), coctraBuiu
2-10 Tpymmy. 3a CHWXKeHWEe WU yBeJWYeHUe CKOPOCTH
KJTyOOUYKOBOWM (PUIBTpAllA MbI MIPUHUMATN U3MEHEHUS
Ha 10% u 6oJiee OT MpeABIAYIIETro YPOBHSI.

CraTuctrueckyro 00pabOTKYy JaHHBIX TPOBOAWIN
MPY TIOMOIIN MPWKJIATHON CTaTUCTUUYECKON TTPOTrpaMMbI
Statistica 10,0 — cratucTUyeckuii aHaau3 U 00PabOTKY
JIAaHHBIX BHITIOTHSUTM B cpeae Windows. Pasmep BbIOOpKU
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Mlebankuna K.B. u coagm. CpaBHI/ITCJ'leaH XapaKTEPUCTHUKA MALIUEHTOB C CHHAPOMOM AJIbl'[OpTa C pa3HBbIMU THUITAMM HACJIEAOBAHUA

TIpeIBAPUTETFHO HE paccunThiBav. KommdyecTBeHHBIE
TTOKa3aTe TN OICHWBATN Ha COOTBETCTBHE HOPMAIEHOMY
pacripeneneHno. IJIsT 3TOTO WCIOJNB30BAICS KPUTEPUIA
Manmupo—Yunka (ripu yucie uccienyeMbix meHee 50)
wim kputepuii Konmoroposa—CmupHoBa (TIpy 4uciie
uccinenyeMbix 6osnee 50). B ciayyae HopmanmbHOTrO pac-
Mpefe/icHUsT  TIePEMEHHBIX  PACCUMTHIBAIM  CpelHee
apudmeTndeckoe (M) u craHmapTHOE OTKJIOHEeHUe (o),
B CJlyyae HEHOPMaJIbHOTO — MenuaHy (Me) u KBapTuiu
[Q,; Q,]. HoMuHabHbIe JaHHBIE OMUCHIBAIM C YKa3a-
HUEM aOCONIOTHBIX 3HAYEHWM W TIPOLEHTHBIX TOJIEH.
JInsT TIpOBEpPKM CTATUCTUYECKOW 3HAYMMOCTH pasiii-
YUii YaCTOTHBIX TTOKa3aTesjeil MCIOJb30Bald KpUTe-
puii > mo TTUpcoHy, ABYCTOPOHHUI TOYHBIA MU KpH-
tepuit dumrepa ¢ mompaskoii MeTca Tpu KomdecTBe
MeHee 5. CTaTUCTMYECKM 3HAYMMBIMU CUYUTAIM pa3-
muaust nipu p<0,05. OueHKy TOYeUYHON BBbIXKMBAaEMO-
CTU MpoBOIMIM € momolublo Merona Kammana—Meii-
epa, KOHEYHOI TOYKOI ObUla XpoHMYecKasi 0oJie3Hb
nouek III cragum (ckopocTh KiTy0OUKOBOM (DuabTpaliuu
<60 mu/mMuH/1,73 M?).

[IpoBeneHne MaHHOTO WCCIIEIOBAaHMS, B TOM YHUCIE
WCIIOIb30BaHWE TIPErapaTtoB He 10 Ha3HAYCHUIO
(off label) omoOpeHO JTOKAJIbHBIM 3TUYECKUM KOMUTE-
Tom PHUMY um. H.U. IMuporosa. MUudopmuposanHoe
NIOOPOBOJIBHOE COTrJlacMe Ha 00ciiefloBaHUE U JieueHue
MaIlMEeHTOB OT 3aKOHHBIX MPEACTaBUTEIEI TTOTyYEHO.

Pe3ynbTathl U 06CyXaeHue

AHamM3 THUMA HaclleIoBaHUsS HaOI0IaeMbIX HaMu
TIAIUEHTOB BBISIBUI, UTO Y 44 (75%) neteit ¢ cMHIPOMOM
Aubriopta uMeeT X-CHEIJICHHBI THUI HacJeI0BaHUSI,
n3 HUX 28 ManbunkoB U 16 neBovyek. C ayTOCOMHO-pe-
LIECCUBHBIM TUIIOM HacieioBaHus Obi10 12 (20%) neteii:
7 MaJTbuMKOB U 5 IeBOYEK, C ayTOCOMHO-TOMUHAHTHBIM
TUTIOM HacienoBaHust — 4 (5%): 3 manmbunka u 1 1eBodKa.

CoryacHO TIOJIYYeHHBIM JTaHHBIM MeIuaHa BO3pacTa
BBISIBJICHUS 3a00s1eBaHus cocTaBuia 2 roga [1 rom; 3 romal
roga Tpu X-CHEIUIECHHOM CHHIpoMe AJbIioprta, 4 roma
[6 Mec; 8,5 roma] mpu ayToOCOMHO-PELIECCMBHOM U 3 TOona

[2 mec; 4,3 roga] nmpu ayTOCOMHO-JIOMMHAHTHOM CHH-
npome Anbriopta. OnHaKO CTOUT OTMETUTD, YTO Y OTHEIIb-
HBIX JeTell OMarHo3 YCTaHaBIWBAJICS KpaifHe TTO3THO
B CBSI3M C TTO3AHUM OOpallieHueM B MEIUIIMHCKIE OpraHu -
3aruu. [ToaToMy Ham TpymHO muddepeHIpoBaTh Y HIX
BO3pacT 1e0r0Ta ¥ BO3PACT BBISIBIICHUS 3a00JIeBaHMSI.

AHanu3 KIMHWYECKUX TIPOSBIEHUN aebiota 3a00-
JIeBaHUS BBISIBUJ, YTO Y BCEX IMAIIMEHTOB OHO BITEPBBIC
MPOSIBIISIETCSI  M30JIMPOBAHHBIM MOUYEBBIM CUHIPOMOM
B pa3JIMYHBIX €T0 BapyallrsiX, a MMeHHO y 26 (43%) mamu-
eHTOB HaOJofanach M30JMpOBaHHas reMarypusi, y 27
(45%) — couetaHHas TeMaTypHs C MPOTEUHYPUE, U30-
JIUpOBaHHAsI TIPOTEeMHYpUs BbIsiBIeHa y 7 (12%) neTeii.
PaznuuHble BapuaHTHI 1e0i0Ta B 3aBUCUMOCTHM OT THUIIA
HacJieIoBaHUsI MpeACTaBIeHbI B Tao. 1.

Kak wu3BecTHO, OCHOBHas XapaKTepHCTMKAa CHH-
JIpoMa AJTbITOpTa — 3TO coveTaHue HedpuTa ¢ Imopaxe-
HUEM OpraHoB ciyxa uiau 3peHus. OQHAKO M3BECTHO,
YTO y psjia NeTelt UMEIOTCS TUITMYHBIE MOP(OJIOTHYECKIE
XapaKTepUCTUKU CUHApoMa AJbriopra 6e3 COueTaHHOTO
MopaXkeHUsT ¢ JaHHBIMU OpraHaMW. AHAJIU3 YacTOTHI
MopaXkeHust 00eUX CUCTEM Y HAIIMX MAIlMEHTOB BHISIBUI,
YTO TIOpaXkeHWe OPTaHOB ciiyXxa oTMeuanoch y 27 (45%)
ManueHToB, u3 Hux 19 (43%) ¢ X-cuemneHHsM, 5 (42%)
C ayTOCOMHO-peliecCUBHBIM U 3 (75%) ¢ ayTOCOMHO-110-
MWHAHTHBIM CHHApPOMOM Ajbrnopta. CTaTUCTUYECKU
3HAYMMBIX PA3JIMUMil TTOPAKEHUST OPTaHOB CITyXa y AeTei
C pa3HBIMU TUTTAMM HaclleIOBaHUS MPU CUHIAPOME AJTb-
noprta He BbIssBIeHO (p>0,05). [TopaxkeHue raa3 oTme-
yajgoch y 3 (5%) OONBHBIX B BUIE THIIEPMETPOIUH,
MHOTMUY, acCTUTMaTHU3Ma, aHTHOMATUM CEeTYaTKU, Kepa-
tonaTuu. Tak Kak OHM HEpEeJKO BCTpeYaloTcs y AeTei U
0e3 cuHApoMa AJIBITIOPTA, MX YaCTOTy B JAHHOI CTaThe
MBI He TpuBOAUM. K TUITMYHBIM MOpaXkeHUsIM TJ1a3 Mpu
CUHApOME AJIBIIOPTAa OTHOCUTCSI KaTapakTa, KOTOPYIO
MBI BBISIBUJIA Y TPEX MAIIMEHTOB ¢ X-CLETUIEHHBIM TUTIOM
3a00JIeBaHUSI.

W3BecTHO, YTO psil MAIMEHTOB C CUHIPOMOM AJTb-
mopTa MOTYT pa3BUBaTh HE(MPOTUUECKUIA CUHIPOM.
MBI OLIEHWIM 9acTOTY Pa3BUTHUSI TAHHOTO OCJIOXKHEHMS

Tabauya 1. Dopma 1e010Ta CHHIAPOMA AJIBIIOPTA Y NAIMEHTOB C PAa3HBIMHU TUIIAMH HACJIEI0BAHHS
Table 1. Clinical forms of Alport’s syndrome manifestation among patients with different types of inheritance

BapuanTt MoueBOro cCuHIpOMA XLAS (n=44) ARAS (n=12) ADAS (n=4)
Muxkporemarypus, mporenHypust <0,5 r/in 12 (27%) 4 (33%) —
Makporemarypus, nporenHypus <0,5 r/i 4 (9%) — —
Mukporemarypust, nporeunypus >0,5 r/x 2 (5%) — —
Maxkporematypusi, mpoteuHypus >0,5 r/in 3(7%) 2 (17%) —
Mukporemartypust 11 (25%) 1(8%) 4 (100%)
MaxkporemaTypust 7 (16%) 3(25%) —
Iporennypus <0,5 r/a 1 (2%) — —
IMporeunypus >0,5 r/n 4 (9%) 2(17%) —

Tlpumeuanue. XLAS — X-clLerieHHbI cuHApoM AsbriopTa; ARAS — ayrocoMHO-pelLiecCUBHBIN cMHApOM Anbriopta; ADAS — ayTocoMHO-/10-

MUHAHTHBIN CUHAPOM AJ'[I)]'[ODTa.
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y HallUX NauueHToB. HedpoTuueckuii CMHAPOM OTMe-
qajicsl y MalueHTOB ¢ X-CIEeIIEeHHBIM U ayTOCOMHO-pe-
1eCCUBHBIM cuHApoMoM AnbriopTta 'y 10 (23%) u 3 (25%)
0OJILHBIX COOTBEeTCTBeHHO. Kpome Toro, cuHapom Ajib-
MOpTa MOXKET OCJIOXHATHCS pPa3BUTHEM apTepUabHOMN
TWTIePTeH3UN, KoTopasi oTMedanach y 6 (14%) wHammx
ManyueHToB ¢ X-CLeTUIEHHBIM CUHIPOMOM AJIbIOpTa, y 2
(17%) ¢ ayrocomHo-petieccuBHBIM U Y 1 (25%) ¢ ayToco-
MHO-JIOMWHAHTHBIM CUHIPOMOM AJTbITOpTA.

YpoBeHb remMaTypuy TIpU pa3HBIX THIAX HaclieoBa-
HUST ObUT TIPUOIU3UTENIBHO OAMHAKOBBIM Y BCEX HAIINX
manueHToB: Me 192 [62; Bce n/3peHus]|. MakporemaTy-
pust otmevanach y 17 (28%) denoBek. Y GOJNBIIMHCTBA
U3 HUX MakKporemMaTypHsi oTMeJajach Ha (POHE OCTPBIX
peCTIMpPaTOPHBIX 3a00JIEBAHUIA.

OLIeHKY KJIMHUYECKOTO TeUeHUsT 3a00JIeBaHUS TPO-
BOAWJIM TIO YPOBHIO MPOTEUHYPUM M CKOPOCTH KIIy-
OOUYKOBOI (UIBTPALlMK B TIEPBYIO TOCIHUTAIU3AINIO
u Ha oHe Tepanuu B TeueHue 24 mec. [1o nmpencrapieH-
HBIM JAHHBIM MBI HE BBISIBUJIM CTATUCTUIECKU 3HAUMMBIX
paznuuuii 3Gp(GEKTUBHOCTH pa3IMIHON Tepanuu y 00J1b-
HBIX C pa3HBIMU TUTIAMU HacjienoBaHus (Tabdm. 2—5).

OnHako TIpU CpaBHEHUW IWUHAMUKHU TPOTEUHYPUU
y OoNbHBIX C X-CIEIUIEHHBIM CUHAPOMOM AJIbIIOpTa
Ha ¢oHe JIeYeHNST IMKJIIOCTIOPUHOM A B COYETaHUU C He(-
pOTpOTeKTOpaMU M Ha (hOHE HM30JMPOBAHHON Teparmu
HePPOMPOTEKTOPAMU OTMEYAIOCh CTATUCTHUYECKH 3HAYM-
MO€ yBeJIMYeHMEe YKciia OOJIbHBIX CO CHUKEHUEM YPOBHST
MPOTEMHYPUN Yepe3 6 MeC IO CPaBHEHUIO C MCXOIHOIA.
VY mMaluMeHTOB ¢ ayTOCOMHO-PEIECCUBHBIM CUHIPOMOM
AJsbriopTa Takoi [MHAMUKU MbI He HaOonanu (tab. 6).

OmHO U3 TSXKENbIX OCIOXHEHMI CHUHIpoMa AJb-
rnmopTa — (hopMUpOBaHNUE XPOHUYECKOU MOYEUHOM HEO-

OPUINHAJIbBHbBIE CTATbU

CTATOYHOCTH YXe B JIETCKOM Bo3pacte. Hamu mpoBeneH
CpPaBHUTEJbHBIN aHAJIN3 BBDKMBAEMOCTH TOYEK C pas-
HBIMY THUTIaMU HacJiefoBaHUs. B cpaBHUBaeMble IPYITITbI
BOIILJTM TOJIBKO TIAIIMEHTHI ¢ X-CILIETIEHHBIM 1 ayTOCOMHO-
PEIeCCUBHBIM CUHIPOMOM AJTBIIOPTA, ITOCKOJIBKY C ayTO-
COMHO-JTOMUHAHTHBIM CUHIPOMOM AJTBITOPTa OBLT BCETO
y 4 nereit (cM. pucyHOK). JIerko yBUIeTh 1O TIpeACTaB-
JICHHOMY PHUCYHKY, YTO TeueHMe 3a0oJieBaHUSI y neTeit
C ayTOCOMHO-PEUECCUBHBIM CHHAPOMOM  AJIBITOPTa
HOCHJIO GoJiee TIPOTPEeCCUPYIONINA XapakTep U (hOpMU-
poBaHUE XPOHUYECKON TIOYEYHON HEeAOCTaTOYHOCTH
Y JaHHBIX JeTei MPOUCXOIUIIO PaHBbIIIe.

B Hamem uccienoBannu y 75% maueHTOB MBI TIpe/I-
nojlaraeM X-CUEIUIEHHBI CUHAPOM AJbriopra (caMblii
YacTO BCTpEYAIOIIUiCA BapWaHT), U3 HUX 64% wMmaib-
yyukoB. [TouyTm Bce MallMeHTHl M3 JAHHOW KaTeTOpUH
WM OTSTOIIeHHBIN HACIeICTBEHHBIN aHaMHe3 (TemMa-
TypUI0 W/WIN TIPOTEMHYPUIO, TEPMUHAIBHYIO CTaIUIO
XPOHWUYECKYIO TIOUEUHYI0 HEMOCTATOYHOCTb, TYTOYXOCTh
WJIM TIaTOJIOTUIO OpPraHoB 3peHus1). 3aboJieBaHUE 1e010-
TUPOBAJO B cpenHeM ¢ 2 JeT. Y 48% neteit 3abosieBa-
HUE NeOI0TUPOBANIO C TeMaTypUu U MPOTEUHYPUH; €CITU
B eOI0OTe TIPOTEUHYPUST HE OTMeuaiach, TO B JaJbHe-
1IeM OHa HabJIroJa1ach MOYTH Y BCEX HAIIMX MALIMEHTOB.
Ha BTOpoM MecTe 1o 4YacTtoTe B JeOloTe 3a00JIeBaHMS
Obl1a M3oaupoBaHHas rematypust (y 41%), uy 11% cun-
IpoM AJBIIOpTa JAeOIOTUPOBAT C M30JMPOBAHHOM IIPO-
TeuHypuu. Y 50% manumeHToB ¢ X-CUEIJIEHHBIM TUIIOM
HacJle[IoOBaHUs B HaIlleM WCCIIeJIOBaHUU HaOII0AANCh
TYTOYXOCTbh M TIaToJOTHsT 3peHus. Y 23% malueHToB
¢ X-CIeTIeHHBIM CUHIPOMOM AJIBITOPTa MBI HaOJTI0DaTH
pa3BuUTHE He(pOTHUECKOTO cHApoMa Uy 14% — apre-
puanbHO TUnepTeH3un. CTaTUCTUYECKU 3HAYMMBbIX

33BUCUMOCTE BLOKMBASMOCTH NAUWEHTOR OT ANUTENLHOCTH 2abonesaquA (Kaplan—Meier)
o Complete + Censored p=0,065
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XLAS — X-cuenjieHHblii cuaapom Asbnopta; ARAS — ayTocoMHO-peliecCHBHBII CHHAPOM AJILIIOPTA.
Figure. The dependence of patient survival rate with different types of inheritance on duration of the disease (by the author).
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pasauunii B CHIDKEHUW TIPOTEMHYPUM Ha (DOHE Teparmuu
y TALIMEHTOB ¢ X-CLETUIEHHBIM CHHIPOMOM AJIBITOPTA,
10 CPaBHEHMIO ¢ TTALIMEHTAMU C APYTUMU TUTIaMU HacJie-
JIOBaHUSI, BBLISIBJIEHO He ObLIO. Y 2 MaJbuMKOB JOCTHUT-
HyTta IV cTagust XxpoHn4YecKoit 60JIe3HN TTOYeK B TeUEHUE
repyoa HaGIIoIeHMS.

CoracHO JaHHBIM JIUTEPATYphl MPU X-CUETJICHHOM
CUHIpOME AJIBIIOPTA YACTO UMEETCS CeMEMHBIN aHaMHe3
remMatypuu (c TpoTeMHYpHei uian 6e3 Hee) WM TModyeyd-
HOI HETOCTAaTOYHOCTU. MMKPOCKOIMMYECKast TeMaTypust
HabIIomaeTcs y BceX MYKYMH. Y TMallMeHTOK XXEHCKOTO
oJ1a HabJogaeTcst mpuMepHo B 98% citydaeB reMaTypust
u B 73% ciydaeB Kak TeMaTtypusi, Tak U mpoTennypus [10].
VY manueHToB MYXXCKOTO Iojla MPOTEVMHYPUs pacrios-
HaeTcs B paHHEM JIETCTBE, WHOTIA MPOSBISISICh HeDpO-
TUYECKUM CHUHIPOMOM; COOOIIaeTcs Takxke, 4ro y 90%
MallMeHTOB pa3BUBAETCSI TEPMUHAIBHAS CTAAUs XPOHU-
YecKOol MOYEeYHOU HeIOCTaTOUYHOCTU B Bo3pacte 40 Jer,
MpU 3TOM MeAMaHa BO3pacTa ee Pa3BUTHSI COCTABIISIET
25 net [11]. Y XeHIIWH TepMUHAJIbHAS CTaIsI XPOHUYE-
CKOI TIOUEeYHOI HeIoCTaTOYHOCTH K 40 romaM pa3BHBa-
ercst B 12% cnyvaeB [12]. HelipoceHcopHast TyroyxocTh
YacTO BO3HMKAeT B TOAPOCTKOBOM Bo3pacte; y 90%
MallMEHTOB MYXXCKOTO Tojla U OKoJo 12% manmeHToK

JKeHCcKoro mnoJja K 40 rogam HabJogaeTcs noTeps ciayxa.
ITpu cuHIpome AJbITOpTa BCTpeYaroTcsl O(PpTaTbMOTOTH -
YecKUe TaTOJIOTUM, TaKhe KaK TepPeIHUI JISHTUKOHYC,
3aIHss CyOKarcysipHasl KaTapakTa, 3aJHsIsl ToJIuMopd-
Has TUCTPOMUS CETUYATKU U TIATHA; HapylIeHUe 3PEeHUS
BcTpevaeTcs peako [13].

V 20% nHamux nmauMeHTOB MbI IpeAIioaraeM ayTo-
COMHO-peleCcCUBHbBIN cuHApoM Aubrnopra. K maHHoMy
TUITY HACJIEAOBaHUSI Mbl OTHOCWIM CUHAPOM Y TAllMeH-
TOB 0€3 JaHHBIX HACJIEICTBEHHOTO aHaMHe3a, COOTBET-
CTBYIOIIMX MPOSBICHUSM cUHApoMa Ajbriopta. OmHaKo,
HECMOTpPST Ha 3TO, CUHIPOM AJIBITOPTa OBIT MOATBEPK-
NeH pesyibTaTamu Hedpobduoncuun. M3 naHHOM Tpyrimbl
y 5 MalueHTOB MMEIOTCS KPOBHBIE OpaThsi M CECTPHI
C TIOHOOHBIMU TIPOSIBICHUSIMU. 3aboseBaHMe HeOIOTH-
poBajio B CpeHEM C 4 JIeT, Kak MpaBWIo, C COYETAaHHOM
reMaTypum ¢ TpOTeMHypueil. TyroyxocTb oOTMeuanach
y 42% TMalueHTOB C ayTOCOMHO-PELECCUBHBIM CUHIPO-
mMoMm Anbnoprta. Hedporuyeckuit cuHApoM pasBuUiCs
y 3 (25%) GONBHBIX, apTepyalbHasT TUTIEPTEH3UST — Y 2
(17%). CornacHO HaIlMM JaHHBIM ayTOCOMHO-peIec-
CUBHBI CHHIPOM AJBIIOpTa TIPOTEKAET OAMHAKOBO
TSDKENO Y MaJIbYMKOB M JeBouyeK. [1o JaHHBIM JHTepa-
Typbl, ayTOCOMHO-PELIECCUBHBI CUHIPOM AJbIIOpTa

Tabauya 2. JnHaMuKa YPOBHS IPOTEHHYPUH HA (hoHE COUETAHHOI Tepanuu He()PONMPOTEKTOPAMH Y IIMKJIOCTIOPHHOM A MpPHU pa3iny-

HBIX TUNAX HACJICIOBAHUA CUHAPOMA A.T[bl]OpTa

Table 2. Dynamics of the level of proteinuria in patients with combined therapy (nephroprotectors and Cyclosporine A) in different

types of inheritance of Alport’s syndrome

6 mec 12 mec 18 mec 24 mec
ITapamerp XLAS ARAS ADAS XILAS ARAS ADAS XLAS ARAS ADAS XLAS ARAS ADAS
n=24 n=3 n=3 n=21 n=2 n=2 n=18 n=2 n=2 n=16 n=1 n=1
CHIUXEHHE IIPo- 212 2 3 11° 1 1 8¢ . 2 50 1
TEeUHYpUU 88%) (67%) (100%) (52%) (50%) (50%) (44%) (100%) (31%) (100%)
VBenuuyeHue
MPOTEUHYPUU 3 1 _ 10 1 1 10 2 0 11 _ 1
nim 6e3 u3me- (12%) (33%) 48%) (50%) (50%) (56%) (100%) (69%) (100%)
HEeHMIA

Tpumeuarue. XLAS — X-cuerieHHbII cMHApOM AJibriopTa; ARAS — ayTocOMHO-peLiecCuBHbIN cMHAPOM Asbriopta; ADAS — ayTocOMHO-10-
MUHAHTHBIM CUHIPOM AJIbIiopTa; a, b, ¢, d — p>0,05 (pa3nuyust CTaTUCTHYECKN HE3HAUNMBI).

Ta6auya 3. JluHAMMKA YPOBHS IPOTEMHYPHH HA (poHe Tepanuu He)PONPOTEKTOPAMH NPH PA3IMYHBIX TUNAX HACJIEIOBAHUSA CHHIAPO-
Ma AnbnopTa

Table 3. Dynamics of the level of proteinuria in patients with nephroprotective therapy in different types of inheritance of Alport’s
syndrome

6 mec 12 mec 18 mec 24 mec
Iapametp XLAS ARAS ADAS XLAS ARAS ADAS XLAS ARAS ADAS XLAS ARAS ADAS
n=21 n=8 n=1 n=19 n=5 n=1 n=17 n=5 n=1 n=14 n=3 n=1

CHUXEHUe Tpo- 82 4 _ 12° 2 _ 8¢ 3 1 84 1 1
TEUHYPUU (38%) (50%) (63%) (40%) 47%) (60%) (100%) (57%) (33%) (100%)
VBenuueHue
MPOTEUHYPUL 13 4 1 7 3 1 9 2 _ 6 2
i 6e3 u3Me- (62%) (50%) (100%) (37%) (60%) (100%) (53%) (40%) 43%) (67%)

HEHUM

Tlpumeuanue. XLAS — X-clLierieHHbI cuHApoM AsbriopTa; ARAS — ayTocoMHO-pelLiecCUBHBIN cUHApOM Anbriopta; ADAS — ayTocoOMHO-10-
MMHAHTHBII CUHIPOM AJIBIIOPTA; a, b, ¢, d — p>0,05 (pa3anyusi CTaTUCTUYECKU HE3HAYNMBI).
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KJIMHUYECKU CXOJIEH € X-CLIETUIEHHBIM CUHIPOMOM AJlb-
rnopra y MaiabuukoB [14, 15]. HeT reHnepHbIX pasnuauii
B KJIMHUYECKUX CUMIMTOMAaXx M paclpoCTPaHEHHOCTH,
U 9TO COCTOSIHME CMOPAJAMYECKH BCTPEUYAETCS! B OTHOM

OPUINHAJIbBHbBIE CTATbU

WU TIPOSIBIIIETCS] TOJBKO MUKPOCKOIMMUYECKON TeMaTy-
pueii (1 nerkoii nporenHypueit). [1o nanusim H. Storey
u coaBT. [15], cpenHuii Bo3pacT pa3BUTHSI TEPMUHAIb-
HOM CTaouM XPOHUYECKOW TMOYETHON HEeIO0CTATOUHOCTU

MOKOJIeHUU. B cemMbsix ¢ HOCUTENIMU MOHOAJIIETBLHOTO
BapuaHTa 3a00JIeBaHUE YacTO IIPOTEKACT 0ecCUMITTOMHO

cocTaBisieT 21 Tof, a HepOCeHCOPHAsT TYTOYXOCTh pa3-
BuBaeTcd K 20 romaM.

Tabauya 4. inHaMMKa CKOPOCTH KJIy00YKOBO# (huiibTpamiu Ha (hoHe COYETAHHOI Tepamun HedPONPOTEKTOPAMH M IIUKJIOCTIOPHHOM
A npH pa3HBIX THNAX HACJIEIOBAHUS CHHAPOMA AJIbIIOPTA

Table 4. Dynamics of the level of glomerular filtration rate in patients with combined therapy (neuroprotectors and Cyclosporine A)
and different types of inheritance of Alport’s syndrome

6 mec 12 mec 18 mec 24 mec
Iapametp XLAS ARAS ADAS XLAS ARAS ADAS XLAS ARAS ADAS XLAS ARAS ADAS
n=24 n=3 n=3 n=21 n=2 n=2 n=18 n=2 n=2 n=16 n=1 n=1
CHUXeHUE 122 2 2 10° 1 2 11¢ 0 1 9d 1 1
CK®D (50%) (67%) (67%) (48%) (50%) (100%) (61%) (50%) (56%) (100%) (100%)
VBenuye-
Hue CK®D 12 1 1 11 1 0 7 2 1 7 0 0
W 0€3 U3Me- (50%) (33%) (33%) (52%) (50%) (39%) (100%) (50%) (44%)
HeHUIA

IIpumevanue. CK® — ckopocTh Kity60ukoBoi prbrpanun; XLAS — X-cleruieHHbIi ciHIpoM AsbiopTa; ARAS — ayToCOMHO-peTIeCCUBHBII
cuHapoMm Anbriopta; ADAS — ayToCOMHO-IOMUHAHTHBIN CUHAPOM AJIBIIOPTA; a, b, ¢, d — p>0,05 (pa3nuuus cTaTUCTUUECKN HE3HAYNMBI).

Tabauya 5. InHaMuKa CKOPOCTH KIIy00uKoBOii huisTpanuu Ha (one Tepanuu HeponpoTeKTOPaAMH NPH PA3HBIX TUNAX HACJIE0BA-
HUS CHHIPOMA AJIbIIOpTa
Table 5. Dynamics of the level of glomerular filtration rate in patients with nephroprotective therapy in different types of inheritance

of Alport’s syndrome
6 mec 12 mec 18 mec 24 mec
apametp XLAS ARAS ADAS XLAS ARAS ADAS XLAS ARAS ADAS XLAS ARAS ADAS
n=21 n=8 n=1 n=19 n=5 n=1 n=17 n=5 n=1 n=14 n=3 n=1

CHuXeHue 152 3 1 9v 4 1 8¢ 4 1 9d 2 1
CK®D (71%) (37%) (100%) (47%) (80%) (100%) (47%) (80%) (100%) (64%) (67%) (100%)
VBenuue-
Hue CK® 6 5 0 10 1 0 9 1 0 5 1 0
i 6e3 u3Me- (29%) (63%) (53%) (20%) (53%) (20%) (36%) (33%)
HEHUM

ITlpumeuanue. CK® — ckopocTb KIyooukoBoit (huibrpannn; XLAS — X-cuerieHHbiin cuHapoM Anbropta; ARAS — ayTocOMHO-peLiecCUBHBIIM
cuHIpoM AnbriopTa; ADAS — ayTOCOMHO-IOMUHAHTHBINM CUHAPOM AJIbIIOpPTa; a, b, ¢, d — p>0,05 (pa3nuuus cTaTUCTUYECKU HE3HAYUMBbI).

Tabauya 6. CpaBHATEIBHAS XapAKTEPUCTHKA TMHAMHKH YPOBHS IPOTEeMHYPUM B 1-ii M 2-if rpynmax npu pa3jiH4HbIX THIAX HACJIe-
JIOBAHUSI CHHIPOMA AJIBIIOPTA

Table 6. Comparative characteristics of the dynamics of changes in the level of proteinuria in the 1st and 2nd groups with different
types of inheritance of Alport’s syndrome

6 mec 12 mec 18 mec
1-a 2-51 1-a 2-51 1-a 2-51 1-a 2-51 1-a 2-51 1-a 2-51
ITapamerp rpynma rpymma [pynma rpynma [rpynma rpynma  [pynma rpyoma  [pynma [pynma  rpynma  rpynma
XLAS XLAS ARAS ARAS XILAS XLAS ARAS ARAS XILAS XLAS ARAS ARAS
n=24 n=21 n=3 n==8 n=21 n=19 n=2 n=5 n=18 n=17 n=2 n=5
CHMXeHUe Tpo- 212 8 2 4 11¢ 12 1¢ 2 8¢ 8 of 3
TeUHYpUU 88%) (38%) (67%) (50%) (52%) (63%) (50%) (40%) (44%) (47%) (60%)
VYBenuueHue
MPOTEUHYPUK 3 13 1 4 10 7 1 3 10 9 2 2
wim 0e3 u3me- (12%) (62%) ((33%) (50%) (48%) (37%) (50%) (60%) (56%) (53%) (100%) (40%)
HEHUM

Tpumeuanue. XLLAS — X-cleruieHHbIii cuHapoM Asbriopta; ARAS — ayTocoMHO-perieccuBHBIM cuHapoM Aubriopta; ADAS — ayTocoMHO-10MU-
HaHTHbII cuHApPoM AJtbriopta; a — p=0,002 (pa3nuuus CTaTUCTUYECKU 3HaUUMBI); b, ¢, d, e, f — p>0,05 (pa3anuusi CTaTUCTUYECKU HE3HAYUMBI).
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VY 5% Hammx TaIMeHTOB MBI TPEATIONaraeM ayTo-
COMHO-IOMUHAHTHBIA CUHIPOM AJbIOpTa. B HaHHBIX
CEMbSIX OTMEYAJTUCh CXOMHbIE CUMITOMBI KaK MUHUMYM
y OHOTO U3 poauteseid. Bce mammeHTsl 1eGoTrupoBain
C M30JMPOBAaHHOW TeMaTypuu B CpeIHEM B BO3pacTe
3 roma. Y ’/, HalmX ManMeHTOB OTMEYaloCh Pa3Bu-
THE HENPOCEHCOPHOI TYTOYXOCTH, YTO HE COTJIacyeTcs
¢ TaHHBIMU 3apy0OeskHOoI nuTepaTyphl. CKopee BCero, 3To
00YCJIOBJIEHO Te€M, UTO y Hac Oblja HeOoJbIlasl rpyrra
JeTell ¢ JaHHBIM TUIIOM HacjemoBaHus. OrmmcaHo,
YTO TIpU AayTOCOMHO-AOMWHAHTHOM CHHIpPOME AJlb-
MopTa TePMUHAJbHAS CTAAUsT XPOHUYECKOW ITOYEYHOM
HenocTtaTouHocTH pasBuBaetcs K 70 ronam. Kpowme Toro,
M3BECTHO, YTO TIOTEPsT CyXa W MopaxkeHue Ta3 TMpouc-
XOJISIT IOBOJILHO peako [3].

ITo maHHBIM, TTPOAEMOHCTPUPOBAHHBIM B TabI. 2—06,
oOpaliaeT BHMMaHWE CTATUCTUYECKM 3HAYMMOE CHU-
>KeHMe TIPOTEeMHYPUU B MepBble 6 Mec Ha (hoHe Teparuu
LIMKJIOCTIOPMHOM A 1 HedpOonpoTeKTOpaMH B CpaBHe-
HUU C U30JMPOBAHHOM Tepamueit HeponpoTeKTOpaMu
y TALIMEHTOB ¢ X-CIETUIEHHBIM CHUHAPOMOM AJIBIIOPTA.
ITpu 5TOM y GONTBHBIX ¢ ayTOCOMHO-PELIECCUBHBIM CHH-
JIpOMOM AJbITOpPTa TaKOM MWHAMUKWA MbI He HaOJ0-
nanu. B pmanbpHeiieM ypoBeHb MPOTEUHYPUU Y TAllH-
€HTOB MEHSUICS HE3HAYMTEJIbHO W OBUI TMpaKTUYEeCKU
WICHTUYEH B 00EWX Tpymmax M ¢ pa3sHbIMU THIIAMU
HaclienoBaHus. CleayeT OTMETHTh, YTO WCIOJIb30Ba-
HUEe IIMKJIOCIIOpMHAa A ObUIO MPOAEMOHCTPUPOBAHO
B Oojiee paHHUX paboTax C HEOJHO3HAYHBIMU BBIBO-
namu [7, 16—18]. Tak, B padote L. Callis u coasr. [16, 17]
B 1992 ., KOoTOphIie BIEpPBbIE MCMOJB30BAIN HUKIOCTIO-
pUH A B JI€4eHUU OOJIBLHBIX C CHUHAPOMOM AJIBIIOpTa
MPOIEMOHCTPUPOBaHa BBICOKast 3(M(HEKTUBHOCTh JTaH-
Horo jeueHust. OnHako M. Charbit u coast. [7] B 2007 .
MOJyYUJIM  TIPOTHUBOTIONOXHBIN 3ddexr. B wuccreno-
Banun L. Massella u coast. [18] B 2010 1. OBITO TIpO-
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