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BBeeHue.

I'emaropeHanbHBIA CHHAPOM — 3TO (PopMa MOYEYHOW HEJOCTATOYHOCTH, PA3BUBAIOIIASCS Y JIUI
C TSDKEJION XpPOHUYECKOH 00JIe3HBIO TIeUeHH 0e3 MOP(OIOTHYECKUX U (DYHKIIMOHATBHBIX
HapYyLIEHUH cO CTOPOHBI oyeK. OCHOBHBIE (DYHKIIMOHAILHBIE HAPYIIEHUS — 3aJepPKKa B
OpraHu3Me HaTpHsl, HapylICHUE BBIBEICHUS KHUIKOCTH, a TAK)KE CHIDKEHUE MTOYEHYHOH repdy3un
U CKOPOCTH Ki1yO04uKOBOW (punbTpanmu. YacToTa renaTopeHaIbHOTO CHHIpOMA y NAI[UEHTOB C
LUPPO30M [€YEHH U acuuToM Jocturaer 8% B roa. B pazButuu cuHapoMa Urparot posb
HECKOJIBKO (PAKTOPOB, B T.4. CHIDKCHHE TIOYCYHOH Mepy3nu B pe3yabTaTe CUCTEMHOM
Ba30/1MJIaTalluy, AKTUBALUS [IOYEUHON CUMITAaTUYECKONW HEPBHON CUCTEMBI C MOCIIEYIOIIUM
CY)KCHHEM MPUHOCAIINX apTEPHOJI, a TAK)KE TOBBIIIICHNE CHHTE3a BA30KOHCTPUKTOPHBIX
MEIMaTOPOB B MOYKAX C MOCIEAYIOIMINM CHIDKEHHEM KIyOOUKOBOW (mibTpanuu. PanHIM
MIPU3HAKOM Te€laTOPEHAIBHOTO CUHIPOMA SIBJISIETCS] CHH)KEHUE 00beMa BbIAEIAEMO MOUH,
COIMPOBOYKAIOIIEECS MOBBIIEHUEM KOHIIEHTPAIMA OCTaTOYHOTO a30Ta U KpEaTUHUHA B KPOBH.
BbricTpoe pa3BuTHE 3TOrO CHHAPOMA OOBIYHO CBS3aHO C BO3/IEHCTBUEM CTPECCOPHOTO (hakTopa,
HanpuMep UHPEKIUH, KETY0YHO-KUIIIEYHOTO KPOBOTEUEHHS HITH OOITMPHOTO XUPYPTHUECKOTO
BMemaTenberBa. [Iporuos 3a0osieBanns HEOIArONpUSTEH: BBDKUBAEMOCTD B CPEHEM
COCTaBIISIE€T 2 HeJ MPH o0CTpoit popme u 6 mec — npu OeccumnToMHOI. Tepanueii BeIOopa
SIBIISICTCS TPAHCIUTAHTAIINS TICYCHHU.

[lepBrie yka3zaHus B IUTEpaType Ha COCYIIECTBOBAHUE 3a00JI€BaHUN MEUEHHU U TTOYEK MOSBUIINCH
ooisree wem 100 net Hazaa. B 1863 r. A. Flint ma6mroman Tsokenbix 6oabHBIX LI ¢ aciuTom n
OJIUTYpHEH, TIPH ayTOTICUHU Y KOTOPBIX MIOYKH OBUIM WHTAKTHBI. B sKkcriepuMeHTax Ha )KHBOTHBIX
M. Pavlow (1893) oTmeuan BO3BHUKHOBEHHE albOyMUHYPUHU MTOCIIE HATOKEHHS
nopTokaBaiaprHOTO aHacTomo3a. B 1911 r. P. Clairmont u coaBr., Tak e kak F. Steinthal (1911),
BIIEPBBIE JTOJIOKUIIN O OPAKEHUU MOYEK C JIETaJIbHBIM UCXOJ0M, MOCIEI0BABLINM MOCIE
OTepaliy Ha JKEJYHBIX MPOTOKAX MO MOBOAY MeXaHHYeCKOU xkenTyxu. B 1932 r. sta matosiorus
noyek Onu1a onricana F.C. Helwig u coaBT. Kak «CHHIPOM MEeUYEHb—TIOYKI.

[IpuyMHbI pa3BUTHUSA renaTopeHaJIbHOr0 CHHAPOMA.

TepmuH «renaTopeHalIbHbIN CHHAPOM» ObLT mpeacTanieH B 1916 r. P. Merklen u npunst B 1939
r. W. Nonnenbruch kak «codeTaHnre aHaTOMUYECKH OIPE/IeICHHOTO 3a00JIeBaHuUs IIEYEHU CO
3HAYUTENIbHBIM OrpaHUYeHHEM (DYHKIIUU MOYEK MPU HE3HAYUTENIbHBIX WA MOJHOM OTCYTCTBUU
MopQooruueckux u3MmeHeHuit B Hux». [lpu stom 3a0oeBanue ne4eHu MoKET ObITh UCXOJ0OM
renaToUeUTIOSIPHOTO NOPaXKEHUS JT000H ITHOIOTUH — TOKCUYECKOTO0, MH(PEKIIMOHHOTO,
ces3anHoTO ¢ L{I1 mm pakom. B Hacrosmee Bpems nmoa I'PC nonnmaroT GyHKIIMOHATBHYIO,
OJIUTYPUYECKYIO, IPOTPECCUPYIOIIYIO, HO B TO K€ BpeMsi 00paTUMYIO MMaTOJIOTHIO MOYEK,
BO3ZHUKAIOIIYIO TIPH THKENBIX 3a00JIEBAHUAX MIEUYEHH C IEYCHOYHON HEAOCTATOYHOCTHIO, KOTIa
UCKJTIOYEHBI APYTrUue IPUYUHBI, CHOCOOCTBYIOIINE MOBPEKICHHUIO oYeK. DyHKIIMOHATBHBIH
XapakTep MOYEHYHOH HeJOCTATOYHOCTH Y 0OJIbHBIX ¢ aciiuToM Ha ¢Goue L1 6bu1 moaTBep:kIeH
MOJIHBIM BOCCTAHOBIIEHHEM (DYHKIIMH MOYEK MOCJe UX TPAHCIUIAHTALUHU U MOCIIE MIepecaku
nevyenu. K 3a0osneBanusam neyeHu, mpu KOTOpeIX Hauboiee yacto pazpuBaercs [ PC, oTHocsTCS:
— IIUPPO3, OCOOEHHO AJIKOTOJIbHBIM, IPU HAIMYMU acliuTa U JUYPETHUECKON TepanuH,
M€YEHOYHOM >HIIe(aTONaTHH, MUIIEBOAHO-KEITYI0YHO-KHIIIEYHOTO KPOBOTEUEHHUS; —
¢GynbMHUHAHTHAs TEYEHOYHAs! HEJJOCTATOYHOCTh; — OCTPbI€ BUPYCHBIE T€MAaTUThI; —
renaToUeIUIIosApHas KapLIUMHOMA; — METACTaTUYECKOE MOPAKEHHUE ITEYEHU; —
TeMUTeNaTIKTOMUS; — OCTpast KUPOBas eueHb OEpEMEHHBIX.

B Hacrosiee BpeMs B 3aBUCUMOCTH OT TSDKECTH KIMHUYECKUX ITPOSIBIIEHUI U IIPOTHO3a
BbLIensAoT JBa Tuna ['PC. 1-it Tun — ocTpslif, ObIcTporiporpeccupyromuid. Jlnarnocruka
OCHOBBIBAETCS Ha 2-KPATHOM YBEJIMUEHUH KOHIIEHTPALIMM KPEaTUHUHA CHIBOPOTKU KPOBHU C
JOCTH>KEHHEM YPOBHsI OoJjiee 2,5 MI/J UM CHIDKEHUH KIIMpeHca KpeaTHHUHA OoJiee ueM Ha
50% no ypoBHs MeHee 20 MJI/MUH B T€YEHHE JBYX U MEHEE HEJeIb.



ITo xpurepusim, ycTaHOBIEHHBIM MeX1yHapOIHBIM LIEHTpoM acuuTa (1996) Beiensier qsa Tuna
I'PC. I'PC nepBoro Tuma otandaercs 0c0060 HeOIaronpusTHBIM ObICTPOIIPOTPECCUPYIOIIUM
TeueHHEM. BO3HUKAET y MAIMEHTOB C OCTPOU MEYEHOYHOM HEIOCTATOYHOCTHIO U
QJIKOTOJIBHBIM LIUPPO30M ME€YCHHU, TUATHOCTUPYETCS: MPH CIOHTAHHOM OaKTepHUaTbHOM
neputonute (20-25 % ciryyaeB); KenyI0UYHO-KUIIEYHBIX KPOBOTECUEHUSIX YIAICHUH OOJIBILIOTO
KOJIMYECTBA )KUKOCTH TIPH MaparneHTe3e 0e3 BBeJeHUs anbOyMuHa. OOBIYHO B TEUECHHE IBYX
HeZIeNb IPOUCXOUT HapacTaHUE YPOBHS KpeaTHHUHA B 2 pa3a u 0oJiee 0T ucxoaHoro (Oosee 2,5
Mr%) wm ymeHbiieane Ha 50 % cyTouHOTO KiMpeHca kpeatuHuHa (MeHee 20 mur/mMuH). Moryt
oOHapyXUBaThCS THIIOHATPHEMUS U IpyrUe MeKTponuTHbe HapymeHus. [ PC 1-ro Tuma gacto
BcTpeuaercs npu LT ankorosbHOM 3THOIOTUHU € OCTPBIM AJIKOTOJIbHBIM I'E€IaTUTOM, IIPH
(byTbMHUHAHTHON TIEYEHOYHOH HEOCTATOYHOCTH, a TAKXKE TP JIEKOMIICHCAINH [TUPPO3a APYron
strosoruu. B nonosune cinydaeB cumnroms! ['PC 1-ro Tuna pa3BuBaroTcs CHOHTAHHO, B 15—
30% — npu HaNMMUMKU crioHTaHHOTO OakTepuanbHoro neputonura (CBII), B 10-15% — mocie
napaleHTe3a ¢ IBaKkyalel 3HaunTeIbHOTO KOJIMYECTBA KUKOCTH 0€3 COOTBETCTBYIOLIEH
KOMITEHCAIlUH alIbOYMUHOM, a TaKXKe MOCJE SMU30/1a )KEeyJOUHOKUIIIEYHOTO KPOBOTEUEHHUSI U
ONEepaTUBHOIO BMelaTenbecTBa. [Iporuo3 y Takux O0JbHBIX JOCTaTOUYHO CEPhE3HBIM,
neTanbHOCTh B TeueHue 2 Hen gocturaer 80%. [Ipu I'PC Broporo Tuna nouyeyHas
HEZ0CTaTOYHOCTh Pa3BUBAETCS MeAJIEHHEe U MMeeT OnaronpusTHoe TedeHne. OObIYHO SBISETCS
pe3ynbraTtoM pedpakreproro acimra. [aruentsl ¢ [[PC qaHHOTO THIIA )KUBYT B TeUCHHE 3-6
MecsneB. OcHoBHbIE KTMHUYecKkue nposiBienus ['PC - omuroypus wim anypus. Octpas
MOYeyHasi HeJIOCTATOYHOCTh YCYr'yOIIsieT Ie4eHOYHO-KJIETOUHYIO HEIOCTATOYHOCTh (3a cUeT
JIOTIOTHUTEIBHOTO 00pa30BaHuUsl aMMHaKa U3 MOUEBHUHBI U MOPTAIbHYIO THIIEPTEH3HUIO C OBICTPO
HapacTalolMM aclIUTOM (M3-32 YCHIIMBAIOIIEHCS 3aCP)KKH HATPUsI ¥ BOJIbI). Takum o0pa3om,
3aMBIKA€TCsl MIOPOYHBIA KPYT, PE3KO YXYALIAIOMNN TPOrHo3 naruenToB. [Ipu 2-m tune I'PC
HaOJI0JaeTCs MOCTENEHHOE B TEUEHNE HECKOJIBKMX MECSIEB CHIKeHUE (DYHKIIUHU MOYEK, 4TO
MIPOSIBIISIETCS TMTOBBIIICHHEM CHIBOPOTOYHOTO KpeaTuHUHA oT 1,5 10 2,5 mr/mi. OCHOBHOM
kimandeckuii cuaapoM nipu ['PC 2-ro tuma — pedpakrepusiii acuut. [Iporuo3 HECKOJIBKO
nyuarie, yem y narueHtoB ¢ ['PC 1-ro tuna, HO xyke, yeM B oOmieit nomyssiiuu 60pHBIX LI ¢
acCIUTOM.

IlaTorenes I'PC.

[Tatorenes ['PC — 3T0 cioKHBI MHOTO3TAHBIN POIECC, TPUBOIALIAN B KOHEUHOM UTOTE K
($hopMHUPOBAHHIO TOYEUHOM HeOCTaTOUHOCTU. COTIaCHO «KJIACCUYECKOM rUIoTe3e
nepudeprudeckoil Ba3oauIaTaluny, pa3BUTHE NOPTAIbHOM TMIIEPTEH3UH BBI3BIBAET PACUIUPEHUE
apTepHil OpIOIIHOM MOJOCTH BCIEICTBUE U30BITOUHOI MECTHOM MPOIYKIIMHU OKCHUJIA a30Ta U
Jpyrux BazoauaaTaTopoB. Ha HauanbHBIX 9Tanax CHIKEHHE 0011ero nepudepuieckKoro
cocyaucroro conporunenus (OIICC), o0ycioBneHHOE Ba3oquIaTallieil, KOMIIEHCUPYETCs
YBEJIIMYEHHEM CEPACYHOTO BBIOpOCa M 4acTOThI cepaednbix cokpamenuii (HCC), onnako B
JalbHENIIeM U THIepIUHAMHYECKUN THI KPOBOOOPAIIEHUS HE B COCTOSIHUU TOIEPKATh
aprepuanbHoe naBieHue (AJl) Ha HopManbHOM ypoBHE. PedexkTopHas CTUMYNALNS pEHUH-
aHrnoTeH3uH-anbaocTepoHoBoit (PAAC) u cumnaruyeckoit HepBHoi cuctem (CHC)
obecrnieunBaet noBeiieHHE A/l 10 HOpMaNBbHBIX BEMHUWH. Y cUlieHHe peabcopOuu HaTpus U
BO/JIbI B AMCTAJIbHBIX KaHANBIIAX MOYEK CIIOCOOCTBYET (hOPMHUPOBAHUIO ACIIUTA, THIIOHATPUEMUHT
pasBenenus. [lockonbKy apTepuu OpIOIIHON MONOCTH (B pe3yabTaTe U30BITOUHON CEKPEIHH
MECTHBIX Ba30AUJIATATOPOB) CTAHOBSITCS PE3UCTEHTHBIMU K JICUCTBUIO aHTHOTeH3rHa [1,
HOpaJpeHaINHa, Ba30MPECCUHA U APYTUX Ba30OKOHCTPUKTOPOB, B U30BITOYHOM KOJIMUYECTBE
npoayuupyemMbix npu aktuBauuu PAAC u CHC, noanepxxanue AJl Ha HOpMaabHOM U
CyOHOpMAaJLHOM YPOBHE MPOHUCXOUT 32 CYET Ba30KOHCTPUKIIMH BHEOPIOIIMHHBIX COCY/IOB,
TaKUX KaK apTepPHH MOYEK, MBI (YTO HEPEIKO MPUBOAUT K PA3BUTHIO CYJOPOT), KOXKHU,
TOJIOBHOTO MO3Ta U T. [I.. be3ycioBHO, 3HaUMTeNbHAsA peHaIbHAsl BA30KOHCTPUKIUS TPUBOIUT K
CHIDKEHHIO TIOYeUHOU repdy3un U CKOpocTH KiryooukoBoit punstpanuu (CKD), azoremun u



MOBBIIICHUIO YPOBHS CHIBOPOTOYHOIO KpeaTHHUHA — 0cHOBHOMY cumnTomy I'PC. Onnako
CYXEHHE COCYJIOB IIOUYEK B OTBET HA JICHCTBUE CUCTEMHBIX BA30KOHCTPUKTOPOB SIBIISIETCS HE
€MHCTBEHHBIM MEXaHU3MOM IaTOoreHe3a rnmovyeuHoil Hepocraroynoctu npu ['PC. bonbmioi
BKJIaJ B ()OpMUPOBAHUE THIIONIEP(Y3UH TOUYEK BHOCUT HAPYIIICHHE OalaHca B TOYCIHON
MIPOAYKIIMU SHIOTEHHBIX BA30KOHCTPUKTOPOB U Ba3zoAMiIaTaTopoB. Y nanuentoB ¢ ['PC
HaO0JI0TAeTCs 3HAYUTEITLHOE CHIKCHHE SKCKPEITUU C MOYOH TaKUX PEHAITBHBIX
Ba30IMJIATATOPOB, KaK MpocTaryiananH E2, MeTabomuT NpocTanukiInaa — 6-KeTonpocTariananH
Flo, xammkpenn. C apyroi CTOpOHBI, UIIEMHUS MIOYEK caMa MPUBOJIUT K YCUIICHUIO CEKPEIIT
pEeHUHA, SHIO0TEINHA, JIEUKOTPUEHOB, F2-1301pocTaHoB, aJlecHO31HA, IOTEHLIUPYIOLIErO
cocymuctbie 3¢ ekt anrnotensuna-11 . Jlonroe Bpems cymectBoBasio MHeHHE, uTo 1ipu [ PC
HaOJI01aeTCsl HOpMallbHAsL WK JIaXKe MOBBIIIeHHAs PyHKIHS cepama. Takas Touka 3peHHsI
0a3upoBaachk Ha JJaHHBIX psAJia Ucciaea0BaHui ¢ yaactueM 00apHBIX L{I1 6e3 azoremun ¢ unu
0e3 acuuTa, B X0Jie KOTOpbIX ycTaHOBIIEeHO, uTo ['PC pa3BuBancs B ycnoBusx Huzkoro OIICC u
MOBBILIEHHOTO CEP/IEYHOr0 BHIOpOCa, 00YCIOBIECHHOTO Ype3BbIYaiHO ObUIHM SKCTPANOIHPOBAHBI
Ha BCIO MOMYJISIIMIO MAllMEHTOB ¢ iekomneHcupoBaHHbIM L[], oiHako corsmacHO JaHHBIM
HECKOJIBKUX MOCJEeIHUX uccienaoBanuil y nanuentoB ¢ [ PC oTmevanock qoctoBepHoe
CHIDKEHHE CepJIeYHOr0 BbIOpoca 1o cpaBHeHUIO ¢ OosibHbIME 0e3 ['PC . BrickazaHo
MPENIONI0KEHNE, UTO [IUPKYIATOpHAst nuchyHKIus, nMeromas mecto pu ['PC, oGyciosiena He
TOJIBKO Ba30uIaTalliel, HO M CepieYHOM HEeJ0CTaTOUYHOCThIO. Pe3yabTaThl ABYX HCCIEI0BaHUN
L. Ruiz-del-Arbol u coaBT. HOATBEP AN 3TO TPEANOI0KEHHE. BbITO MOKa3aHo, 4To y
nanuentoB ¢ ['PC He Habmomaetcs agexBatHoro ycuineHus: aktuBHocTH PAAC u CHC,
noBeiieHns YCC u BenmuuuHbI cepaedHoro Beiopoca (puc. 1). Kak mpeamonararot HEKOTOphIE
y4eHble, B OCHOBE 3TUX M3MEHEHUH jexuT pazsutue npu LI cnenudpuyeckoit
KapJIMOMHUOTIATUH, XapaKTEPU3YIOMIECHCS CUCTOINYECKON U TUACTOIMYECKON TuCcyHKITUEH,
TUIaTamnyei u runepTpodueit kamep cepla, a Takke NEKTPUIECKOW HECTAOUITbHOCTHIO
muokapya [30]. CymecTByeT u Apyroe MHCHHE: HApYIICHHE HHOTPOTTHOW (PYHKIIMM MHOKapaa
npu ['PC pyHKIIMOHATEHON TPUPOIHI BEI3BAHO CHIKEHHEM BEHO3HOTO BO3Bpara K cepaiy [29],
a HapyIIeHUuEe XPOHOTPOITHOM (PYHKITMU — TIOJIaBIICHUEM [3-aIpeHOPEIENTOPOB, 00YCIOBICHHBIM
xponnuecko runepcrumysiuein CHC. Heo6xoqumMo 0OTMETUTB U TO, YTO HabJto1aeMast mpu
I'PC runepcekpenys 3HI0T€HHBIX BA30KOHCTPUKTOPOB B YCIIOBUSIX CHU)KEHHOU ITE€YEHOUYHON
MIPOJIYKIIMK Ba30AUIaTaTOPOB [S51] mpu TsKenbIX 3a00JIeBaHUAX IEYEHU IPUBOIUT K
3HAQUYUTEJIbHOMY IOBBIIIEHUIO BHYTPUIIEYEHOUHOTO COIIPOTUBIIEHHS U YCUJICHUIO TOPTAJIbHON
runeprensuu. [loaromy npu I'PC Hepenku 31130161 KPOBOTEUEHUS U3 BAPUKO3HO-
pacuMpeHHbIX BeH nuuieBoaa. HemanoBaxHoe 3nauenue B natorenese I'PC npupaercs
HAJMOYECYHUKOBON HETOCTATOYHOCTH. OTMEUYEeHbI BBRIPAXKEHHOE CHIKEHUE (PYHKLINN
HaAMo4Ye4yHuKoB y nanueHToB ¢ LI u Tspkenoii GakTepuanbHOM nHpeknueid, Hanboyee 4acTo
npuBosieil k popmupoBanuto ['PC [47], a Taxke ObICTpOE BOCCTAHOBJICHHUE T€MOAMHAMHUKHI
mpu 100aBIEHUH K TEPANTUU 3TUX MalMEeHTOB KOopTH3oJa [12]. Bo3aMOKHBIM MEXaHU3MOM
Pa3BUTHUS HAAOYEUYHUKOBOK HeocTaTouHoCTH npu ['PC sBisieTcst pernoHanbHas
Ba30KOHCTpUKIHSA. Kpome Toro, o6cyxaaercss yuacTue IUTOKMHOB, MPSMO YTHETAIOUIUX CUHTE3
KOPTHU30J1a KOPOH HAaANO4YeYHUKOB. CUHTE3 3TUX MEPBUUHBIX MEIUATOPOB BOCIAIUTEIBLHOTO
OTBETa 3HAUUTENHHO TMOBHIIIAETCS pH OakTepuanbHoi nHpekuu. [Ipenmnomnaraercs, 4To
HAMOYEYHUKOBAS HEJOCTATOYHOCTh MOYKET BHOCUTh BECOMBIN BKIIaJ B (POPMHUPOBAHUE
mucyHkuu kpoBooOpareHus npu ['PC, mockonbky HopManbHOE (HYHKIIMOHUPOBAHKE
HAAMOYEYHUKOB 00eCreunBaeT aJJleKBaTHBIN OTBET HA JHCTBUE SHAOTCHHBIX
Ba30KOHCTPUKTOPOB. Takum o6pazom, npu ['PC pazBuBaetcs moinopraHHas maToJIoTHs,
XapaKTepPHU3YIOIIAsICs OCTPHIM HapylIeHueM QYHKIIHI cepAeuyHO-COCYTUCTON CUCTEMBI, TIOYEK,
ME€YEHU, HAANOYEYHUKOB, TOJJOBHOTO MO3Ta U T. ..



I[[I/IaI‘HOCTI/IKa rernaTopeHajibHoro CMHApoMa.

Ha mepBoM 3tarne 1uarHoCcTUKH He00X01uMo BISIBUTH cHIDKeHHEe CK®D, uTto siBIsieTcs JOBOJIBHO
CIIOHOM 3ajjauell IpU TsHKEINbIX 3a00JieBaHusAX neueHu, B yacTHocTy npu L. [Tockonbky y
TaKkuX OOJBHBIX CHIDKEHA Macca MBIIIEYHON TKaHH, & COOTBETCTBEHHO U CHHTE3 KPeaTHHUHA,
naxe peskoe nageHue CK® moxer compoBOKIaTHCSI HOPMATBHBIM WJIH HE3HAYUTEIIHHO
MOBBIIEHHBIM YPOBHEM CHIBOPOTOYHOIO KpeaTuHHHA. [10100HBIM jk€ 00pa30M KOHILIEHTPALIUS
MPOAYLIHPYEMO IMEYECHBI0 MOYEBHHBI MOKET OBITh CHIDKEHA MTPH NIEUCHOYHON
HEZ0CTaTOYHOCTU. DT OCOOEHHOCTH OEJIKOBOI0 0OMEHa y MAalMEHTOB C TSKEJIBIMU
3a00JIEBaHUSIMU [TEYEHU YacTO MPUBOIAT K MIOCTAHOBKE JIOKHOOTPHUIIATEIbHBIX TUAarHo30B. C
Y4€TOM CKa3aHHOTO ObLIO penIeHo BhICTaBIATh AuarHo3 I'PC npu nogbeMe ypoBHS
CBIBOPOTOYHOTO KpeaThHuHa Bbie 1,5 mr/mut . Ha Bropom 3Tarne quarHocTUYecKoro noucka
ocymiectBisiercs nupdepennrporka ['PC oT moueuHol HeIOCTATOYHOCTH, 00YCITOBICHHOU
IpyruMu npudrHaMu. B 1996 r. mexxayHapoIHBIM 0OIIECTBOM I10 aclUTy OBLIN BIEPBBIE
paspaboTans! AuarHoctuyeckue kpurepuu I'PC . bonbime kpurepun: 1. Hannune xpoHndeckux
3a00JIeBaHUI MTEYEHHU C TICUEHOUHOM HEJOCTaTOYHOCTHIO, MOPTAIbHOM rUIepTeH3neN 1
(GyIpMUHAHTHOM MeYeHOYHON HepocTaTouHOCThIO0. 2. Huzkass CK® (moBbllieHne YpOBHS
CBIBOPOTOYHOTO KpeaTHHHHA 6osee 1,5 MI/mi1 uimu cHHKeHue KiupeHca kpeaTuHuHa Mmenee 40
mi/mMuH). 3. OTCyTCTBHUE TIO0KA, HH(GEKIINHN U TaHHBIX 00 UCTIOJIb30BaHUN HEPPOTOKCUIECKUX
JIEKapCTB; OTCYTCTBUE YKa3aHWI HA TUTIOBOJIEMHIO, 00yciioBiieHHYt0 ntaTtoorueit JKKT
(HeykpoTuMas pBOTa, AUApes) WK NoyekK (moteps xuakoctu 6oiaee 500 r/n1eHs BTeUeHHE
HECKOJIbKHX CYTOK Yy MaIIMEHTOB ¢ acuToM 0e3 nepudepuieckux orekoB wim 1000 r/neHpb
yHalKUeHTOB ¢ nepudepuueckumu otekamu). 4. OTCyTcTBUE yaydlleHUs] QYHKUINUN MOYEK
(CHMKEHHE YPOBHSI CBIBOPOTOYHOTO KpeaTMHHUHA 10 1,5 MI/11 1 MeHee WK TOBBIIIeHHE
KJIMpeHca KpeaTuHuHa 110 40 mur/MuH 1 60J1€€) 1ocie OTMEHBI ANYPETHUKOB U BBeACHUS 1,5 11
M30TOHUYECKOTO pacTBopa. 5. [Iporennypus menee 500 Mr/neHs U OTCYTCTBHE YIBTPA3BYKOBOH
KapTUHBI 0OCTPYKTHUBHBIX UJIM MMAPEHXMMATO3HBIX 3a00JieBaHni oyeKk. Masbie kputepuu: 1.
CHmwxenne cyrounoro nuypesa meHee S00 mur/cyt. 2. KoHnentpanus Hatpust B Mode MeHee 10
MaKB/J1. 3. Coneprkanue HaTpus B CBIBOPOTKE KpoBH MeHee 130 MakB/11. 4. OCMOISIPHOCTD MOYH
00JIBIIIE OCMOJIIPHOCTH CBIBOPOTKH KpoBH (K03 durineHt Boie 1,3). 5. OTCyTcTBHE reMaTypuun
(menee 50 sputporuToB B moJie 3penust). st moctanoBku nuarHo3a ['PC tpeboBaiocHanmame
Bcex OOJIbIINX KpuTepueB. Masble KpUTepuu ObUIM HEe 00s3aTeIbHbI, HO KeJIaTeIbHbI 171
nocranoBku auarHo3a ['PC. B mociemyromieM 3tu kputepuu ObUIH iepecMoTpeHsl u B 2005 . B
Can-®paHUKCKO NpeIoKeHbl HOBbIe quarnoctuueckue kpurepuu ['PC npu LI1- uuppos
MEYEHHU C aCIUTOM; — YPOBEHb CHIBOPOTOUHOTO KpeatnuHuHa 6ozee 133 umons/n (1,5 mr/mn); —
OTCYTCTBHE HOPMAaJIU3ALIUU COJEPIKAHUS CBIBOPOTOUHOTO KpeaTHHUHA (IOCTUKEHHS YPOBHS
<133 pumons/n) nocine 2-AHEeBHOM, KaK MUHUMYM, OTMEHBI IUYPETUKOB U BBEJCHUS allbOyMUHA —
pexomenayemas 1o3a 1 r Ha 1 Kr Macchl Tena B ieHb (10 MakcuManbHOU 10361 100 1/1eHb); —
OTCYTCTBHE II0KA; — OTCYTCTBHE JaHHBIX 00 UCIOIH30BAHUU HEPPOTOKCUUECKUX JIEKAPCTB; —
OTCYTCTBHE KaKUX-THOO MapeHXUMAaTO3HbIX 3a00JIeBaHUH MOYEK, MPOSBIISIONINXCS TPOTEHH
ypHel, MUKporeMaTypuei 1/uiu cooTBeTCTBYoIel Y 3-kapTuHoil. KinupeHc kpeaTnHuHa MeHee
40 MJI/MUH KaK OJJMH U3 AUarHOCTHUYECKUX KpuTepueB 1996 r. OblI UCKITIOUEH, TOCKOJIBKY
OLIMOKU ITpU cOOpe MOYM MPUBOAMIIH K MOBBIIIEHUIO YACTOTHI JIOKHOTIOJIOKUTEIBHBIX
nuarao3oB I'PC. Kpome Toro, Hanmmuue oJIMrypus, CHUKEHUE COEP)KaHNS HATPUsI B MOYE U
MOBBIIIEHUE €€ OCMOJIIPHOCTH, MPOJIEMOHCTPUPOBAHHBIE ITPU OCTPOM TYOyJIOHEKpPO3€E Y
naruenTos ¢ L{I1 n acuurom, 00yCIoBMIN UCKIIIOUEHHUE U MAJIBIX JJMArHOCTHUECKUX KPUTEPHUEB
I'PC. K cosxanenuto, B HacCTosIIee BpeMs HE CYIIECTBYET CeU(PUIECKUX TUArHOCTUYECKUX
mapkepos ['PC. [IpuaumMasi Bo BHUMaHKe GyHKIMOHAIBHYIO PUPOAY MATOJIOTHH MOYEK PU
I'PC, nuarso3 cTaBWiICS IIPU UCKIIOYEHUH BCEX OCTAJIBHBIX BO3MOKHBIX TPUUNH IIOYEYHON
HEI0CTaTOYHOCTH Y MALMEHTOB C OCTPHIMHU MJIM XPOHUUECKUMHU 3200 I€BaHUSAMU TEYCHH —



IIPEPEHAIBHON, PEHAJIBHOW U ITOCTPEHAJILHOM IT0YEYHON HEA0CTAaTOYHOCTH, a TAKkKe
«IICEBJIOTENAaTOPEHANIBHOIO» CUHApOMA. [lerniparanus ¢ yMEHbIIEHUEM 00beMa
uupkynupytomen kpou (OLK) — kpoBoTeUeHue, Tepamnus IMypeTuKamMu, napareHTes,
nepepacnpeesieHue KpoBH, IOHOCHI — MOKET IIPUBECTHU K IpEpeHanbHO azoTeMuu. HeoOxomumo
NOMHUTB, uTo I'PC (hakTuuecku sBisiercst mpepeHanbHol noyeyHoi naroyarueid. CoriacHo
kputepusam 1996 r., nuarno3 I'PC BbI3bIBas COMHEHHS IPU BOCCTAHOBJIEHUH TOYEYHON (QYHKIIMU
I10CJIE OTMEHBI IMYPETUKOB U BBeACHUS 1,5 11 n30TOHMUYECKOro pacTtBopa. OIHAKO Pe3yibTaThl
psaa paHAOMHU3UPOBAHHBIX UCCIIEI0OBAaHUI MOKa3alu, 4To y nauueHToB ¢ I'PC Goiee

s dexTuBHBIM cpencTBoM BocctaHoBieHust OLIK sBisiercst ansOymuH. [109TOMY B HOBBIX
JMarHOCTUYECKUX KPUTEPUSIX PEKOMEHIYeTCSl IPOBOIUTH BO3MEILIEHUE JKUJKOCTH ITyTEM
BHYTPUBEHHOT'O BBeJIeHUsI aibOymMuHa. [Ipu nckimoueHny nepBUYHbIX 3a00JI€BAHUN MTOYEK
(rmomepynonarus, THTEPCTUIIMATIbHBIE, COCYIUCThIE MOPAKEHUs ), TaK ke KaK U OCTPOro
TyOyJIOHEKPO3a, pa3BUBILErOCs B pe3y/IbTaTe CENCUca, TMIOKCUH, IIOKa WU BO3AEHCTBUS
pa3IMYHbIX HE(PPOTOKCUHOB, TOMUMO KIIMHUYECKUX 0COOEHHOCTEN 0OHapyKUBatOT OoJiee
BBIPA)KEHHBIE N3MEHEHHUS CO CTOPOHBI MOUYEBOTO OCajiKa. JIuarHo3 moaTBep:K1aeTcst
MIpOBeJIEHUEM OUOTICHH MOoYeK. 3a00sIeBaHus IEYEHH U KEITYHBIX ITyTeH ¢ Halu4ueM win 6e3
KEJITYX! MOTYT COIIPOBOKIATHCSI BTOPUYHBIMH MOBPEXKICHUSMU TOYEK, KOTOPbIE MOTYT
pa3anyaThCs MO CTENEHH TSHKECTH, POTHO3Y U BBI3BIBATh ONPEIEIIEHHBIE CIOKHOCTH MIPH
npoBesieHNH auddepeHInanbHoi TMarHoCTUKU. Y CTaHOBJIEHBI CIIEAYIONIe GOpPMbl BTOPUYHOTO
MOpaXEHUS MOYeK MpHu 3a00JIeBaHUsAX renatoominapHoi cucremsl. KiryboukoBsie 3a00sieBaHus
nouek: 1. Hapymenus ux @yHKIuu npu oCTphIX BUPYCHBIX renaTuTax. 2.
VIMMyHHOKOMITIEKCHBIA HEQPUT MPU XpOHUYECKUX BUPYCHBIX renatutax B u C. 3.
['momepynocknepo3 npu nuppo3ax: — Me3aHruanbHas Gopma; — [gA HedpomnarTus; —
MeMmOpaHo3HO-TiposrdepaTuBHas Gopma. KananeiieBoie 3a00meBanus nouek: 1. [louedynsrit
KaHAJIBIICBBIN alu103: — qucTanbHas Gopma (tur 1); — mucTanpHas U IpoOKCUMaibHas hopMa
(tum 2). 2. OcTphIii KaHATBIEBBIN HEKPO3 (OCcTpas moueyHasi He0CTaTOYHOCTh). 3. bunmapHsrit
Hedpos. [ToMuMO KITHHUKO-Ta00pAaTOPHBIX 0COOCHHOCTEH, XapaKTePHBIX IS KaXI0W U3
HO30JIOTHUYECKUX (popm 3ab0s1eBaHMi ITEUeHH, TPU TUCTOJIOTMYECKOM HCCIeA0BaHUN
Habmoga0Tes 60Jee UM MEHE € BhIpaKEHHbIE U3MEHEHHUSI MOUYEBOTO 0Ca/IKa U pa3InyvHbIe
HapyIIEHUs CTPYKTYPHI IOUEK, KOTopbie He XapakTepHbl 111 ['PC. OqHoBpeMeHHOEe opaxeHue
MEYEHU U TIOYEK MPH Pa3TUYHbIX 3a00JIEBAHUAX OMUCAHO KAK «IICEBAOreNaTOPEHAIbHBII
CUHIPOM (cM. Ta0nuily). B KakJIoM KOHKPETHOM CiTy4ae OTMEYalOTCs Pa3IMyHOM CTeleHU
BBIPAKEHHOCTHU MOBPEXKACHUS MeYeHH U nouek. [Iporuos onpenensercs MMpOKUM AUANAa30HOM
BapuabenbHoCTU. [Tocne uckioueHus: NepBUYHBIX, BTOPUYHBIX 3a00JI€BaHUI MTOYEK U
«TICEBJIOTENaTOPEHATBHOT0» CUHIPOMA MPHU NATOJIOTHH MIEYEHH C TOUYECYHBIMU CUMIITOMaMHU
HauboJiee BeposITHBIM cTaHoBUTCA AuarHo3 ['PC. B noBceHeBHOM KIMHUYECKOM MPAKTUKE A
onpezeneHus (yHKIMOHAIHHONW MOYEYHON HETOCTATOYHOCTH MBI OPUEHTUPYEMCsI Ha
[IO0Ka3aTes CyTOYHOTO JUype3a U KiIMpeHca kpeatuHuHa. L. Caregaro v coaBT. CpaBHUBAIIU
KITyOOUKOBYIO (DUIIBTPALIMIO MTOYEK M0 KIUPEHCY HHYIUHA U KIUPEHCY KPeaTHHU



3aboneBanusi, TPH KOTOPBIX OJHOBPEMEHHO TOPAKAIOTCI TE€YeHb U IMOYKHU
(«riceBorenaTopeHanbHbI» cuHApoMm) 1. Bpoxaennsie HapymeHus: 5. LupkynstopHbie
HapyIICHUS: — TOJMKUCTO3 TIEYCHW U TMOYEK; — IIOK; — BPOXACHHBIN (puOpo3 medeHw. —
cepliedHass HEJOCTAaTOYHOCTh. 2. Merabonudeckue 3aboneBanms: 6. HHTOKcHKammm: —
reMOXpoMaTo3; — THUIEPTEPMHUS; — CaxapHbli JauadeT; — MHUKOTOKCHHBI; — OCTpas
WHTEPMHUTTUPYIOMIAs OpGUPHs; — 3MEUHBIA SJI; — aMHJIOMJI03; — XUMUYECKUE (TETPaxIOpHI
yriaepona, cyiabpar MeAd, XpOoM, CBUHEI, METaHOJ, TPUXJIOPATHIICH); — OKIAMIICHS; —
SHIOTOKCHHBI. — cuHApoM Pes; 7. MemukameHTbl: — TJIUKOT€HE3 1-TO TuIa; — rajoTaH; —
TUPO3UHEMHS, — cylbhaHuIamMuael; — Ooyie3Hb Bunbcona. — mapameramon; 3. CucremHbIe
3a00JIeBaHUS: — TETPAIMKIINHBI; — PEBMATOUIHBIN apTPUT; — HIIPOHUA3H]I. — CUCTEMHAs KpacHast
BoiyaHka;, 8. Omyxonmu: — capkouno3. — rumnepHedpoma; 4. MHPEKmuu: — Meracrasbl. —
JENTOCUpPO3; 9. DKCIepuMEHTaNbHAS MOJENb. — JKeNTas JIMXOpajKa; — HEIOCTATOYHOCTh
XOJIMHA. — MAJIPUS; — 0OJIE3HB JISTHOHEPOB; — CETICHC; — BUPYCHBIC TCIIATHTHI.

Mopd¢osiornyecKkue N3MeHEHU MPU renaTopeHaJIbHOM
CUHJApOME.,

Mopdosiorndeckiue U3BMEHEHHS B TIOYKaX MPHU TenaTopeHaIbHOM CHHIPOME MUHUMAJTbHBI

U OOHApY)KHMBAIOTCA KaK TMPH BCKPHITHH, TaK M B KpailHE HEMHOTOYMCIECHHBIX OMOTICHITHBIX
WCCTIEOBAHUAX, UYTO €IIe pa3 MOATBEPKIACT HYHKIIMOHAIBHBIN, TeMOIUHAMUYECKUA XapaKkTep
sToro cujapoma. OOHapyKuBajlaCh JHIIb AUCTpO(dUsS TYyOyJIsSpHOTO SOUTENTUS U YMEPEHHO
BBIPAKEHHBIN CKJIEPO3 KIIYyOOUKOB, HHTEPCTUITNATIFHON TKAHU U COCY/IOB.
B xupyprudeckoit mpakTHKe STOT CHHAPOM 4Yalle BCErO OCIIOKHSIET 3a00JIEBaHUS >KEITYHBIX
nyTel (OCTPBIA XOJCIUCTUT, OCTPHIA XOJIAHTUT, OIMYXOJH MMaHKPEOIyoJeHaIbHON 30HBI). [lo
naHHbIM A. . [Tertens (1962), remaropeHaIbHBIA CHHIPOM TIOCIIE OTIEPAIUA HA KeTIHBIX MTyTAX
pa3zBuBaercs B 18% cnywaeB. [Ipu 3ToM B oTiiMuue OT MOJOOHOTO CHHIpOMA IMPHU LUPPO3E
MEYeHHU HAONIONAeTCs KOPPEISIIHS MEXKY TSKECThIO MOYEYHOW HEAOCTATOYHOCTU U CTENEHbIO
XOJIeCTa3a: eClId MPU HEOCIO0)KHEHHOM OCTPOM XOJIEHUCTHTE HapylieHHe (YHKIUH MOYeK, Kak
MPaBUJIO, SIBJISIETCS MUHUMAIbHBIM M OOpPaTUMBIM, TO TpU OOTYPALIMOHHOM JKENTyxe C
runepounupyonnemMueii 6osee 171 MKMOJB/T CMEPTHOCTH OT ypeMuu paocturaer 2,2—6,8%.
YCcTaHOBIIEHO, YTO TNpPU OOTYPALlMOHHOM >KENTyXe YCHJIEHO BCAChIBAHHUE DHJOTOKCHMHA U3
KHIICYHUKA U CHIDKeHa (prOpHMHOIMTHYECKas aKTHBHOCTh KpoBH [Bayley M., 1976; Wilkinson
S.etal., 1978].

B pasBepHyToil cTajiuu renaTopeHaNbHOTO CHHAPOMAa y OOJIbHBIX OOHApyXUBAETCS
noprajgbHas U mnepudepuyeckas IHIOTOKCUHEMHMsI, CHIDKEHHUE 4YHUCIa TPOMOOIMTOB KpPOBH,
(dbparMeHTanUs SPUTPOIMTOB, MPU AHTHOTPAPUUECKOM HCCIEIOBAHUM TOYEK — CHa3M U
MUKpPOTPOMOO3bI TMOYEUYHBIX apTepuid. lIpW THUCTONOTMYECKOM HCCIEIOBAaHUH OTMEYaeTCs
oTnoxkeHue (uOprHA B MOYEUHBIX KIyOOUKaxX W MEPUTYOYISApPHBIX KamWUIspax, 4acTo B
COUETAaHUM C HEKPO30M DJIIUTENUS U3BUTHIX KaHaublieB. [Ipu OOTYpallMOHHOW XKenTyxe B
OTJIMYME OT TENaTOPEHAIBHOTO CHUHAPOMA IMpHU LHUPPO3E MEUEHU HEPEIKO OOHAPYKHUBAIOTCS
KIIMHUKO-JIa0OpaTOpHbIE TMPOSIBICHUS] OCTPOTO KaHAJIBbI[EBOTO HEKpO3a: pe3Kas OJIHUrypus,
WU30CTEHYpHUsI, THUIEPKAIMEMUS, YBEIMYEHHE OHKCKPEUMM C MOYOM HaTpus W JU30LKMA,
reMatypus, MOpOTeUHYypHs, IUAUHApYpHus. OmHako, HECMOTPS Ha OOJBIIYIO BBIPAKEHHOCTH
KITMHUKO-MOP(HOIIOTUYECKUX TPOSBICHUHN, TeNaTOpPeHANbHBIM CHHAPOM MpPH OOTYyparmoOHHON
KENTyXe XapakTepu3yercs Ooblield 0OpaTUMOCTBIO U JYyYIIUM MPOTHO30M, YeM MpU LUPpPO3e
neyenu. M3BectHo, uto I'PC OGpIBaeT qBYX THUIIOB.



[epserrit Tun ['PC aBnsieTcst ObICTPONIPOTPECCUPYIONIMM HapyIIeHHEM (YHKIMH MOYEK B
OTBET Ha OBICTPOE M MPOTPECCUBHOE yXy.uleHue (GyHKIMM meueHu. Yaire Bcero JaHHBIM THII
BCTPEYAETCS IPU TSXKENBIX AJIKOTOJIBHBIX MENaTUTaX WK y MAllUEHTOB C TEPMUHAIBHON CTa el
HMppo3a MEUEeHU MPHU Pa3BUTUU cenTUYecKux ocioxxkHenuil, takux kak CIIb. Xots, wunorma
YCTaHOBUTH NMPUYUHY, NpuBeAlIyio K pa3putuio ' PC neBo3mosxno. Tpaaunmonso, 1-it tun I'PC
JUarHOCTUPYIOT IpU MNOBBILIEHUH YPOBHA KpeaTuHuHa Oosiee yem Ha 100% oT mcxomHoro
YPOBHS, YTO COOTBETCTBYET YpOBHIO Ooiyiee yem 2,5 mr/mt (221 mmonw/n). 2-ii tun 'PC
pa3BUBaeTCs y MAIMEHTOB C peQpaKkTepHbBIM K TUYPETHYECKOW Teparmud acHuToM U
XapakTepu3yercsi 0oyiee CTaOMIBHBIM U MEHEE NMPOTPECCHBHBIM CHM)KEHUEM (PYHKIMH TMOYEK.
Taxke He uckmoueHa tpanchopmanus ['PC 2-ro tuma B ['PC 1-ro Thma crnoHTaHHO WK
BCJICJICTBHE pa3BUTHUA CBII.
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Penenzus
Ha pedepaT nmo aucounimmne "narosiorudeckas anaromus'
Opaunaropa I'opogusnckoii M.I'. Ha Temy «enaTopeHaIbHLIH CHHIPOMY.

Pa6ora lopommsmckoit M.I'. mocBsimeHa akTyambHOM  mpoGieMe  OCOGEHHOCTEN
NaTOMOP(OIOrUYECKOH TMATHOCTHKY TeNaTOPEHATLHOIO CHHAPOMA.

IlpoBenénnble B JaHHOM paboTe HCCIENOBAHMS BAXHBI C HAYYHOH M NPAKTHYECKON TOUKH
3peHus. B wmccienoBanMum  OBUIH  pacCMOTpEHBI NPHYMHEI Pa3BUTHS M ATOTEHE3
FE€NaTOPEHAIBHOTO  CHHIPOMA, a TaKXe €ro Mop(oJIorHdYecKHe NPOSBIEHHS B Pa3IMIHBIX
OpraHax ¥ TKaHs;X, HEOOXOJMMEBIE JUIS NaTOJIOrOAHATOMHUYECKOM IMArHOCTHKH. B Xoze cBoero
uccnenosanus ['oponnsuckas M. I'. nmpoananusmpoBana ¥ OLEHHIA BaXHOCTH MPUMEHEHHS
HAyYHO-TEOPETHYECKOr0 IMOAXO0Aa K JAHHOM mpoblieMe, HCHONB3ys MaKpOCKONMYECKHE W
MHKPOCKOITMYECKHE METOIBbI UCCiIeNoBaHus. BrIBoabI, chopMyIMpoBaHHEIE HA OCHOBE aHAIHM3a
Marepuaia, 000CHOBaHEI, 06JIaJal0T BaXKHBIM TEOPETHYECKUM 3HadeHHueM. Pedepar HamucaH 1o
XOpOIIUM HCTOYHUKAM, JTUTEPATYPHBIM A3BIKOM, TIPOMIITIOCTPHPOBAH M OQOPMIIEH.

Cuurato, uro pedepar I'opomusuckoit M. I'. «[ematopeHambHBIH CHHAPOM» IOIHOCTHIO
OTBEYAeT TPeOOBAHHAM, MPEABABIIEMEIM K JaHHOMY BHIY paGoT, a €ro aBTOp 3aCiITyXHBAaeT
OILIEHKU «OTIIUIHOY.

3aB. xadenpoit cyeOHON MEIUIIMHEI X TATOJIOTHIECKON

anatroMuu uM. ipod. I1.T".TToxzomkoBa ¢ kypcom I10,

JIMH, TTpodeccop. % 74 Yukyn B.1.
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