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lMpenctasneH aHann3 GakTopoB pucka COCYAUCTOW MaTosorvm rofloBHOro Mo3ra npu HacnencTBEHHOM Ouc-
naasnm coeguiHUTesNIbHOM TKaHu. oka3aHo 3HavyeHne MopPdOorMyecknx NSMeHEHNM COCYO0B rOJIOBHOMO MO3ra,
nopaxeHuii cepaua, HapyLUEHU LeHTpasibHOM 1 uepebpanbHol reMoauHaMukmn, Koarynonatmm npu CUHApPoOMax
Mapdana, dnepca — [daHno, pubpomsblilleyHor aucnnasun. BegeHne nuu, ¢ HacneaCTBEHHbIMU HAPYLUEHUSMU CO-
€ONHNTENBHOWN TKaHW TpebyeT MyNbTUANCUUINIIMHAPHOIO NOAX0AA C YHETOM BbISIBNIEHHbIX HaKTOPOB pucka Lepebpo-
BaCKYJIAPHOMN NATOIOM1N.

KntoyeBsie cnosa: cuHapom MapgaHa, cuHapom 3nepca — [aHsio, pubpoMbilLieyHast ANCNasnsl, UHCYIbT

The paper presents an analysis of risk factors for brain vascular pathology in patients with hereditary connective
tissue dysplasia. A significance of morphological changes in brain vessels, as well as disturbed central and cerebral
hemodynamics, and coagulopathies in Marfan and Ehlers-Danlos syndromes, as well as in fibromuscular dysplasia are
shown. Management of the subjects with hereditary connective tissue disorders requires a multidisciplinary approach,

taking into account the cerebrovascular pathology risk factors.
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norum SIBNSIETCA uU3y4YeHue rnartoreHesa, coBep-

LLIEeHCTBOBaAHWE AWArHOCTUKU U JleYeHus uepe-
OpoBacKynspHbix 3aboneBaHuii [4, 8]. B To e BpemMs
dakTopbl puUcKa COCyAUCTOW MaToONIOrUU rOJIOBHOIO
MO3ra Kak oAHOW U3 BaXXHEMWLINX NpUYnH UHBanMan-
3auuM U CMEepTHOCTU GONIbHBLIX C HAacNeACTBEHHbIMU
reHeTu4eckn 0OYC/IOBNIEHHbIMU [UCTNAa3UgMU CO-
epauHutenbHou TkaHu (O,CT) ocTaioTcs HeJ0CTaTO4YHO
n3yyeHHoimum [1, 7].

[Mpn aHanmde ¢akTopoB pucka COCyaAMCTON uepe-
OpanbHoM natonorun y 6onbHbix ACT paccmatpuBannch
NOKanbHblE U CUCTEMHbIE 3TUONAToreHeTn4eckne GakTo-
pbl. K nepBbiM OTHOCATCSH MOPDONOrMyeckne N3MeHeHns
MarncTpasbHbIX apTepuii rosoBbl, apTEPUn MO3ra 1 cepa-
ua. Ko BTOpbIM — HapyLUEeHUs LleHTpasibHOM 1 Lepebparb-
HOM remMoauHaMUKW, KOoarynonatum, HapylleHusl Abixa-
TeNbHOM QYHKLMN KPOBU.

Mopdonornyeckne nameHeHus LepedpabHbIX COCYy-
[OB, aopTbl, NOYEK XapakTePHbI Ans cuHgpoma Mapdana
(CM), 3nepca - Oanno (C394), pmnbpombilleyHor ancnna-
31n. TN HACNeOCTBEHHbIE AUCMNA3UN COEOUHUTENbHOMN
TKaHW MOryT paHO AebITUPOBAaTb MPOSBIEHUSMU aHEB-
pu3MaTnyecKon amnataumm aopTbl, Pa3pbiBOM €€ Unu amc-
cekumen (paccnoennem) [29]. Cunapom MapdaHa BcTpe-
yaetcsa kak 1 cnyyarn Ha 5000 XMBbIX HOBOPOXAEHHbIX,
Hacnegyetcs ayTOCOMHO-AOMWHAHTHO. PacnpocTpaHén-
HocTb CM B aHum cocTtaBnsieT 6,5 Ha 100000 [18]. Mpwu
9TOM ME[MaHHbIN BO3PACT Npu AMArHOCTMKE OKalasncs pa-
BeH 19 neT, 4TO CBMAETENLCTBYET O 3an034as0M NOCTaHOB-

ax'ryanbuoﬁ npo6nemMoii COBpPEeMEHHOW HeBpo-

ke guarHo3a. Onucarbl 6onee 3000 myTauwii B reHe 0gHOro
13 OCHOBHbIX 6EJIKOB COeAMHUTESNIbHOM TKaHW KossareHa —
FBN1, ¢ koTopbiMK CBA3bIBAIOT naToreHes 3abosieBaHus
[21]. BTOT reH koampyeT GnbpUNAMH 1, 6ONLLLONK MMKOMPO-
TEWH, SBNSIOWMIACS MMaBHbIM KOMMOHEHTOM M1OGUBPUN,
LMPOKO PaCMpPOCTPAHEHHbBIX B CTPYKTYPHbIX 3NEeMEHTax
TKaHen opraHudma [27]. B HacToswee BpemMs Mukpodu-
Gpunsbl, C OAHON CTOPOHbI, paccMaTpMBaloTCs Kak cTabu-
NIM3aTopbl CTPYKTYPbI TKAHEWN, C APYroi — Kak perynstopbl
XpPaHeHust 1 BUOAOCTYMHOCTM POCTOBLIX PAKTOPOB, UMMYH-
HOro oTBeTa, TkaHeBoro romeoctasa [30]. B pesynbtaTte y
nauyeHToB ¢ CM, cungpomom Anepca — [JaHno BbISBNSET-
C$1 BbICOKAs 4acTOTa aopTasibHbIX OCNOXHEHWI: aHEBPU3MA
1 OMccekuns rpygHoro otaena aoptol [14]. Hapywaetca n
pa3BuTME COCYANCTON CUCTEMbI FONOBHOIO Mo3ra. IMeHHOo
CepaeyHO-COCYaNCTbIE HAPYLUEHUS SIBNSIIOTCS TaBHbIMU
NpUYMHaAMN CMEPTHOCTM Y MALVEHTOB C HACNeACTBEHHbLIMA
AMCNNasvusamMn cCoeanHNTeNbHOM TkaHn [15].

Yawe, yem B nonynsuuuv, y Takux AuL, BCTPEYaKTCA
HebnaronpusaTHble BapuaHTbl CTPOEHUS MarncTpasibHbIX
COCYZA0B TOJIOBbI: TMMNONAasus 3afiHUX COEOUHUTESNbHbIX
apTepuii, nepegHer CoeaVHUTENLHOWM apTepun, nepen-
HAS 1 3aHAA TPUPYPKALMN BHYTPEHHUX COHHBIX apTepUi,
rmnonnasng No3BOHOYHbIX apTepuii. Hepeako BbIABASAOT-
CSl MePCUCTUPOBAHNE MPUMUTUBHBLIX TPUFEMUHANBHBIX U
noabasbiyHOM apTepuin. K Mopdonormiyecknm n3aMeHeHn-
SIM MarmcTpanbHbIX COCYO0B FOMOBbl Yy TaKMX MaLUEHTOB
Takke BeAyT AMCMNasumn, AUNCCEKUUM COCYANCTON CTEHKN
MO3BOHOYHbLIX U COHHbIX apTepuii. Pa3sutne guccekumm
MarnmcTpasnbHbIX COCYOOB TOJIOBbl TECHO CBS3AHO C CO-
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CTOSIHUEM COCYAUCTOM CTEHKM, KA4YECTBEHHbIM W KONU-
YEeCTBEHHbIM COCTAaBOM BXOOSLUMX B HEE KOMIareHoBbIX
M 3nacTUYecKkux BOMOKOH. HacnencTtBeHHble amcnnasvm
coeavHuTenbHoOM TkaHu: CM, cunpgpom dnepca — [aHno
n GrbpoMBbILLIEYHAs AMCMNa3nsa — XOPOLLO U3BECTHbI Kak
dakTopbl pUcka ANCCEKLMU LLePBUKabHbIX COCYAOB, Be-
Ayuien K BO3HNKHOBEHWIO MLLEMUM FONOBHOIo mo3ara [13].

Mpu cuHapome Anepca — Oaxno (tun IV, KoTopsklit 4acTo
Ha3blBalOT COCYAUCTbIM) ayTOCOMHO-LOMWUHAHTHOE 3a60-
NeBaHve ABNSIETCS Pe3yNbTaTOM reHeTuyeckn 06ycnoBs-
NeHHoro gedekra cuHTesa konnarena lll Tmna. N3BecTHbI
cnyyan GunatepasnbHOlM KapoTUOHOW AUCCEKUMU Y MOfA-
POCTKOB, 1L, MOI0A0r0 Bo3pacTa. KNMHNYEeCKNA OnbIT CBU-
[ETENbCTBYET, YTO HaMboee YacTbiIMU HEBPOJIOTMYECKMMU
NPOSIBNEHNSIMN [AHHOW HaCNeACTBEHHOM AMCNNasum co-
€OVIHUTENbHOM TKaHWN ABASIIOTCS AMCCceKkummn uepebpanbHbixX
COCYA0B C PasBUTMEM ULLEMNYECKUX NHCYILTOB [17].

dubpombieyHas aucnnasuns (PMI) senseTtca Hea-
TEPOCKNEPOTUYECKOW, HEBOCMANUTENBHOW aHIMOMNaTUEN,
KOoTopasi mopaxaer, rMaBHbIM 06pa3oMm, apTepum cpeaHe-
ro anametpa [20]. B pazsutun ®M/J, Beaywias posnb OT-
BOOUTCHA TEHETUYeCcKUM @akTopam, Yy POACTBEHHUKOB
nepBoii cteneHn poactea nauyeHToB ¢ PMA B 7-11 %
clly4aeB Takxke BbisiBNsieTcs 310 3aboneBaHue. Onuca-
Hbl MyTauun B reHax peuentopa 1 TpaHchopmupytoLLe-
ro ¢gakrtopa pocta 6eta, konnareHa 3A1 [26]. Hanbonee
yacTo B natosnornyeckuii npouecc npu ©M/J, BOBEYEHbI
BHYTPEHHNE COHHbIE N NOYeYHble apTepun [22]. Bo3aMox-
HO pa3BUTUE HE TONbKO ANCCEKLMN, HO U CTEHO3A COCY-
[OB, a TaKkke apTepuanbHbIX aHEBPU3M. XapakTepHbIMU
ona @M/, aensaoT apTepuanbHas rmnepTeH3mns, nopaxe-
HUS NMOYEK ULLIEMNYECKOrO reHe3a 1 OCTPblE HapYLLEHWUS
MO3roBOro kposoobpatleHus. Jebiot PM/, npy nopaxe-
HUW MOYEYHbIX apTEPU XapakTepn3yeTcsa apTepuanbHOM
rmnepTeH3nen, npu NepBUYHOM MOPAKEHUM MO3BOHOY-
HbIX WM COHHbIX apTEPUN — MPEXOaALLMMN HAPYLLIEHWSI-
MV MO3roBOro KpoBOOOpalleHUs B BUAE TPAH3UTOPHbIX
nwemmyeckmx atak nam OHMK B kapOTUAHbIX UK B BEP-
TebpanbHo-6a3unnapHom 6acceriHax. Kpome Toro, y na-
umeHToB ¢ @M/, HepeOKo BCTPEeYaloTCsa NopaXkeHusa Ko-
POHApPHbLIX COCYAOB, HTO MOXET BbI3blBaTb pPa3BUTUE
nMHdapkTa M1mokapaa 1 cnocobCcTBoBaTbL BO3HMKHOBEHMIO
uepebposackynsapHoi natonoruu. OnucaHsl ciydyau amc-
CEeKLMN KOPOHApPHbIX cocyaoB Y 605bHbIX ¢ DM/, neTckoro
BO3pacTa, Aaxe Y HOBOPOXAEHHbIX [24].

B natoreHese OCTpbIX HapPyLUEHWUIA MO3rOBOro KPOBO-
o6paueHua (OHMK) y nuu, ¢ gucnnasmvein coeanHUTENb-
HOW TKaHW BaXHYIO POJib UFPAET NaToNornsg cepae4yHo-co-
CYANCTON CUCTEMBI. YCTAHOBMEHO, YTO ANUCNNACTUYECKME
CUHOPOMbI C NMOPaxXeHMeM CepPALA LLUMPOKO pacnpocTpa-
HeHbl B nonynaumn [3, 6]. OObIYHO 3TO Masible aHOManum
cepala: nposanc MUTPabHOro KnanaHa, JIOXHbIe XOPAbl,
aHoMasibHble Tpabekysibl JIEBOrO Xenyaoyka, aHeBpuamMa
MeXnpencepaHon neperoponkm, aCUMMETPUYHbIA Tpex-
cTBopyatbii knanaH [11]. HeobxooMmo OTMETUTb, 4TO
reMoAMHaMM4eckn 3Ha4ymMmas MuTpasbHas peryprutaums
00bI4YHO XapakTepuadyeTcs AeCTpyKUnen, pparmeHTaumnei
KOJIIareHoBbIX M 3N1acTUYECKMX BOJNIOKOH. Hanuume npo-
narnca MUTpanbHOro KanaHa, HEPeaKo aCCOLMNMPOBAHHO-
ro C aHEBPU3MOI MEXNPeaCcePOHON NEPErOPOaAKM, MOXET
ObITb NPUYNHOW KapAMOreHHO 3MB0IMK B TOJIOBHOM MO3T
C pasBUTMEM MLLEMUNYECKOrO UHCYbTa [25].

AHaNn3 NPUYNH UWLEMMNYECKOrO MHCYNbTA Y ML, MOMO-
[oro Bo3dpacTa B peunun BbisBUn kapanoambonmio y 18,4 %
o6cnenoBaHHbIX, U3 HUX Y 48,9 % 6biin 06HapyXeHbl aHoMa-
MM MEXNPEACEPAHON NEPErOPOAKH, HaLLe BCEro OTKPbITOE
OBasIbHOE OKHO UM €€ aHEBPU3Ma, NHOrAA COYETaHNe 3TUX
nedekToB [28]. [JokasaHo, YTO y NaumMeHTOB C AUCMNACTU-
YecKMMN CUHAPOMaMKM Yalle pasBuBaeTcst Gubpunnsaums
npencepani, U3BECTHbIN GakTop pUCKa MHCYNbTA, Hanpu-
Mep, Npu cTabunbHOM nwemmnyieckon 6onesnn cepaua [5].
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Hanunume 6poHX0NEroyHbIX CUHAPOMOB Y L, C AMCTIa3uneit
COEAVHUTENBHOM TKaHW Takke CroCOOCTBYET YXYALLUEHUIO
KPOBOCHabXeHus ronoBHOro moara [2]. Mo Hawmm aaH-
HbIM, AE€TU C AUCNNa3nen CoeauHUTENbHOM TKaHU UMEIOT
MOBBILLEHHbIN 0O0OLLEHHBIVI TEHETUYECKUIA PUCK Pa3BUTKS
OCTPbIX HAPYLLEHMI MO3roBOro KpoBoobpatieHus [9].

B nocnepgHue roabl ocoboe BHMMaHWE YOENseTcs
N3Yy4EeHUIO PON MeAMaTopoB BOCMNaseHUs B pPasBUTUU
TPaH3UTOPHbLIX ULIEMUYECKNX aTak, OCTPbIX HapyLUeHUN
MO3roBoro kposooOpalleHus. [lokasaHa accoumaums
Mexay Meamatopamu BoCnaneHus 1 LepebpanbHon Ba-
30PEaKTVBHOCTbLIO, aTepPOCKIEPO30M COHHbIX apTepun
npu MNPexoasLmnx HapyLleHUsXx MO3roBOro KpoBooOpa-
WeHMs — TPaH3UTOPHbIX MLemMuUyeckmx artakax [23].
B cblBOpPOTKE KPOBU MALMEHTOB C TPAH3UTOPHbLIMU ULLIE-
MWYECKMMWN aTakaMn YPOBHM MeauaToOpoB Bocnane-
Hua (monekynel aare3vmn — ICAM-1, mnHTepnenkuHa 6,
C-peaktuBHOro 6enka) okasanucb OOCTOBEPHO BbillE,
yeM y nuu, 6e3 cocyamcTbiX 3a60N1eBaHN FOSI0OBHONO MO3-
ra. incbanaHc aare3nBHbIX MOIEKYN BbISIBAEH MPU HEHA-
CNeACcTBEHHbIX Aucnnactuiecknx deHotunax [12]. 3to
CBUAETENLCTBYET B MOJMb3Y TOr0, YTO MOJIEKY/bI aare3nu
BO3MOXHO paccMaTpuBatbh U Kak OOVH U3 BO3MOXHbIX
bakTopoB pucka LepebpoBacKyspHOM naTonoruu y na-
LMEHTOB C HacneaCTBEHHbIMM GOPMaMU NATONOMNN.

K dakTopam pucka cocyamcTbix 3abosieBaHUA rOn0B-
HOro Mo3ra y nauy, ¢ gucnnasven COeavHUTENbHOM TKaHu
OTHOCATCA OCOOEHHOCTM remocTtasa. Kak oTmevanocb, y
nauneHToB C HacnenctBeHHbiMu dopmamn LCT Hepeako
BbISIB/IIIOTCS aHEBPU3MbI 20PThl, KOTOPbIE, KAk MPaBUIO, CO-
NPOBOXAAOTCH PA3BUTUEM XPOHUYECKOrO AUNCCEMUHUPO-
BAHHOr0 BHYTPMCOCYAMCTOrO CBEPTLIBAHUSA KPOBW BChen-
CTBME €€ 3aCTOos B MOJIOCTM aHeBpPU3Mbl, GOPMUPOBAHUS
TypOyneHTHbIX NOTOKOB B aopTe [10]. B To e Bpems aHeB-
pu3ma aopTbl Npu cuHgpome MapdaHa paccmarpusaeTcs
B kayecTBe dakTopa pucka passuTUSA rMnepkoarynaumm Ha
dOoHe NoBbIleHNss GUOPUHONUTUYECKOM aKTUBHOCTU KPO-
Bu. 'Mnepkoarynaumsa, obycnoBneHHas Hanuunem nedexT-
HOW CUCTEMbl KOJIJTareHOBOW CEeTM COCYA0B, NMPUBOASLLEN
K MOBBILIEHHOW MX PAaHUMOCTU, MOBPEXAEHUIO 3HOO0TENUS
COCYOMCTOM CTEHKW, MOBLILIEHVIO aare3vn 1 akTMBauuu
TPOMOOUMTOB, MOXET Pa3BMBaTLCS NMPU Pa3INYHbIX TUMax
cuHapoma Anepca — Janno. OgHako paccTponcTBa obmMeHa
KoJfinareHa cnocobHbl aCCOUMMPOBATLCS 1 C KPOBOTEYEHMSI-
MW, 0BYCNOBNEHHLIMWU HapyLLEHWEM B3aUMOAENCTBUS KO-
nareHa ¢ gakrtopom Bunnebpanara n tpomboumtamm [19].

Takum obpasom, y naumeHToB ¢ ACT MOryT BO3HMKATb
He TOJIbKO ULIEMMYECKME MOBPEXAEHNS MO3ra, HO U Cy-
OapaxHonaanbHoe, MapeHXMMaTO3HOE KPOBOU3NUSHUS.
B cBasn ¢ Tem 4tO cnHapom MapdaHa xapakTepmusdyeTt-
csl, MOMVMO aHEeBPU3Mbl a0PTbl, YBEIMYEHHOW YaCTOTOM
@HEeBPU3M MarmcTpasnbHbiX COCYAOB FOJIOBHOMO MO3ra,
y AeTen 1 NoLPOCTKOB C 3TON POPMOIM COeaNHUTENBHO-
TKQHHOW aucnnasum yalle, 4emM B COOTBETCTBYIOLLMX BO3-
pacTHbIx rpyrnnax 6e3 ACT, MoXeT pa3BMBaTbCsA remMmoppa-
rMYECKNM NHCYIBT.

CnepnyeT nog4yepkHyThb, YTO BbISBASIOTCS apTepuasibHble
aHEeBPU3MbI LiepebpasibHbIX COCYAOB YXe B AETCKOM BO3-
pacTte u npu apyrux ¢opmax ACT [16]. Tak, yacTtoTa BHY-
TPMMOS3rOBbIX KPOBOUSNUSHWUIA, HANpUMep, Npu CUHAPOME
Onepca - AaHno gocturaet 4 %. B Takux cnyyasx BHE3anHO
BO3HMKAIOT MHTEHCMBHAs rofloBHas 60/b, TOWHOTA, PBOTA,
BO30YXAEHNe, CyA0POXHbIE MPUCTYMbI, NOBbILUEHHAs YyB-
CTBUTENbHOCTb K IPKOMY CBETY, F[POMKUM 3BYKaM; BbISBNS-
I0TCS MEHUHIreanbHble CUMMATOMBI. [Py NapeHxMMaTo3HbIX
KPOBOU3NNSHNSX HACTO Pa3BUBAIOTCS LIEHTPasbHbIE napa-
4K, NopaxeHusa YepenHolx HepBoB [16]. [nsa BbigBReHus
BHYTPMMO3rOBOW remMatoMbl peLuaiollee 3Ha4eHne Meet
nposeneHve KT nnn MPT ronosBHOro mosra.

Mpn o6cnepnoBaHum 60MbHBIX C AUCNIA3NeENn coean-
HUTENbHOM TKaHW PEKOMEHAYETCS MCMOJIb30BAHNE He-
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MBHbIX MEeTOO0B, TakKMX KaK TpaHCKpaHunanibHas

ponnneporpadus, AynJekcHoe CKaHupoBaHue, MarHnT-
HO-pe30oHaHcHasa aHrnorpadusa. MI3BecTHO, 4TO KapoTua-
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CTAHOBAEHUE CUCTEMbI NOATOTOBKU
NEAUATPUHECKUX KAAPOB HA CTABPONMOABE

P. C. Cnesak, B. H. MypaBsbeBa, A. B. KapTawes

CTABPONOAbCKUMU rOCYAQPCTBEHHbIM MEAULUHCKMA YHUBEPCUTET, Poccus

HISTORY OF PEDIATRIC PERSONNEL TRAINING SYSTEM
IN THE STAVROPOL REGION

Spevak R. S., Muravyova V. N., Kartashov A. V.

Stavropol State Medical University, Russia

C ncnonb3oBaHMEM HOBbIX apPXMBHbIX AOKYMEHTOB NpeacTaBfeHbl OCHOBHbIE 3Tanbl Pa3BUTUS NEANATPUHECKOr0
obpasoBaHusl Ha CTaBponosibe: OT eOVMHCTBEHHON negmaTtpuyeckor kadenpbl Ha nedebHoM dakynbTeTe, opraHum-
3aumMun NepenoaroToBKN U NOBbILLEHNS KBanuduKaLumMm neanaTpos Ha GakynbTeTe yCOBEPLUEHCTBOBAHWS Bpayen A0
OTKpbITUA B 1973 roay neamnatpuyeckoro dpakynesrera.

OTanbl GOPMUPOBAHUSA N CTAHOBJIEHUSI NeaMaTpU4eckoro dakynbTeTa CBA3aHbl C AEATENbHOCTbIO AOLEHTa
B. I Anoctonosa, npodeccopa M. A. KypivHa n yneHa-koppecnoHgeHta AMH CCCP K. B. Opexoga.

Kno4eBbie cioBa: neguatpudeckoe obpasosaHue, b. I. Anoctonos, M. A. KypiumH, K. B. Opexos

In the article, using the new archival documents, the main stages of development of pediatric education in the
Stavropol Region are presented: beginning from the only pediatric department at the General Medicine Faculty, the
organization of retraining and advanced training of pediatricians at the Faculty for the improvement of doctors to the
opening of the Pediatric Faculty in 1973.

Stages of formation and establishment of the Pediatric Faculty are connected with the activity of the Associate
Professor B. G. Apostolov, Professor M. A. Kurshin and Corresponding Member of the Academy of Medical Sciences
of the USSR K. V. Orekhov.

Keywords: pediatrics education, B. G. Apostolov, M. A. Kurshin, K. V. Orekhov
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